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Mpeaoncnosue

ODHIOKPUHOJOTUSA — 00JacTh MEAMIUMHBI, M3ydyalollas Npouecch OHO-
CHUHTE3a U MEXaHU3Mbl JIeilcTBUSA TOPMOHOB, 3THUOJIOTUIO, MNaTOTEeHE3
U KIMHUYECKHUE MPOSIBIEHUS KaK COOCTBEHHO HIOKPUHHBIX 3aboeBa-
HUM, TaK M HAPDYWEHUN A€SITENAbHOCTU DHAOKPUHHOU CUCTEMBl NMPU IPYy-
roii matonoruu. B Oonee MMPOKOM MOHUMAHUU DHIOKPUHOJIOTUS SIBIS-
eTcs HayKoW O r'yMOpajJbHOW MHTErpaTUBHOU cuUcCTeMe OpraHusma. IToO
OJHAa M3 CaMblX MHTEHCHUBHO pa3BUBAWILIUXCS OTpacjeil KIMHUUYECKOU
U TEOPETUUYECKOW MeOAUuUUHB. JlOCTaTOYHO CKa3aThb, YTO Kaxnas naras
HobGeneBckass mpeMus no MeJULUMHE NMpUCyXJaajlach 3a paboTsl B obsacTu
SHAOKPUHOJOTUMU.

OuyeBUIHO, YTO AaJIeKO He BCE MOJOXEHUSI SHIOKPUHOJOTUU KaK PpyH-
NaMEHTaJlbHOU OOLIEOUONOTUYECKON NUCLUMNIUHBL MOTYT OBITH CETOAHS
OCMBICJIIEHBl B KIMHMYECKOM aclnekTe U TeMm 0ojiee UCIOAb30BaHbl B MpakK-
Tuke. BMmecTe ¢ TeM HM y KOro He BBI3BIBAIOT COMHEHHN Te TrpoMagHBbIe
JOCTUXEHUS KIUMHUYECKON PHAOKPHUHOJIOTUU, KOTOPbIE OCOOEHHO SIPKO
NpoOsSBUINCH B MocjleqHUe nmoiaBeka. Enle moiaBeka Ha3al pa3BUTHE Yy Ma-
LMEeHTa HAOKPUHHOTO 3a00J€eBaHUS BOCINPUHUMAIOCH MOYTU KaK MpHU-
roBOp, TOrAa Kak cefiyac MHOTHUE U3 HUX, Oynyuu HopMaibHO HEU3TEUU-
MBIMU, TPEeOYIOIMUMMU MOXU3HEHHON Tepanuu, OGiaronaps COBpeMEeHHBIM
MeToJaM JIeUeHUSs] UM KOHTPOJISI MO3BOJSIOT MalMEHTY XUTb abCONIOTHO
MOJTHOLEHHON XU3HbIO, BIOMpPATh Npodeccuio B COOTBETCTBUU CO CBOU-
MU MHTEJNJNEeKTYaJlbHBIMU M MCUXOJOTUYECKUMU OCOOEHHOCTSIMU, UMETH
CeMbl0 U 3J0POBBIX AETEH.

Ha cerogHAmHUN NeHb yXe OYEBUAHO, YTO 0€3 3HAHUS OCHOB 3HAOK-
PUHOJOTUU HE COCTOUTCS Bpay HU ONHOUN CNELMAJIbHOCTU. DTO ONpenes-
€TCSl He TOJbKO KOJOCCAaJbHOM, MOPON BNMUAEMHUYECKONH pacIpoOCTpPaHEH-
HOCTbhIO 3HIOKpPUHOMATUN, HO U TeM, 4YTO oOcyxXaaeMble B paMKaX Kypca



Mpeanuncnoeue 11

SHAOKPUHOJIOTUU TPOOJEeMB pacHpoOCTPaHSIOTCS [AalekKo 3a Tpenessl
MaToOJOTUM CEeMU KIAaCCUYECKUX 3HAOKPUHHBIX Xene3. Tak, Bpauyu mpak-
TUYECKHU BCEX CMNEUMalbHOCTEW MCMONB3YIOT TOPMOHOTEpPANUIO, & MHOTHE
MEIMUMHCKAE TUCUUNIUHB B UX COBPEMEHHOM BHUAE MpH OJUXKaUIeM
paccMOTpEeHUU, MO CYyTHU, OKA3bIBAKTCS HHM YE€M HUHBIM, KakK OTHEJIbHON
OTpPAacjibi0 IHAOKPUHOIOTHUH.

Ilpy HamucaHUU YyYeOHUKA aBTOPBI MCIOJb30BalWM MHOTOJNETHMWMA
OMBIT TpemomaBaHUsT Ha Kadbeape OHAIOKPHMHONOTMM MOCKOBCKOWN
MenunuuHckoit Akagemuu um. MU.'M. CeuyeHoBa, a mepepaboTKa MepBOTO
W3MaHUS YuYeOHUKA Ga3zuMpoBagach Ha NMITUJIETHEM OMBITE €r0 MCIOJb30-
BaHMUS B NMegarormyeckoM mnpomecce. Kpome TOoro, Mbl y4Jdd MHOTOYMC-
JeHHBIe MOXeNaHUs U 3aMeYaHUs HallMX KOJIJEer M3 OONbIIMHCTBA BY30B
Poccuu.

O06beM BTOPOTO M3MaHUs yyeOHHUKA CTajl CYUECTBEHHO MEHbIIe. DTO
NMPOAMKTOBAHO HEOOXOAMMOCTHIO HMHTeHCH(PUKANHMHA mpoHecca oOyueHHs,
MOCKOJBbKY, KaK MoKa3aja MpakKTUKa, U3OBITOYHBIA MaTepuana 3a4acTyio
He MO3BOJsAeT CTyAeHTYy 3bdbeKTUBHO, 3a OTBEACHHOE Ha 3TO BpeMs,
OBJaNeTh KJKYEBBIMM MO3UUMSIMU pa3zbupaeMbiXx MpobGIeM, MOCKOIBbKY
€ro BHUMaHUeE paccerBaeTCs Ha MeHee 3HAYMMBbIe feTalu. B CBI3M ¢ 3TUM
nmepBoe wu3gaHMe Yy4yeOHUKA TMpeTepneso 3HAYUTENbHYI TMepepaboTKy
— MOXHO CKa3aTh, YTO yY4eOHHMK HamucaH 3aH0BO. OCHOBHOM aKILEHT MBI
chaenanM Ha KJIWHMYECKHU 3HAaYMMble acCMNeKThl NPaKTHYECKOW OSHIOK-
puHonoruu. Psa riaaeB, KoTopble, MO CYyTH, AYOAMpPOBaIU Yy4eOHUKHU IO
OIPYrMM JAUCUUNJIMHAM, MNOJHOCThIO COKpalleHb. MaTepuaa BTOpPOTO
u3naHus yuebHuka Oojiee 4eTKO pyOopubuUMpPOBaH, alTOPUTMU3UPOBAH
U 3a4acTyl MpeacTaBieH B BUAE CXeM M Tabiauiu. 3a mpoumequiue OSITh JeT
ObIJIO M3MaHO GONBIIOE YUCAO PYKOBOACTB U MOHOTpaduili, mOCBsI L€ HHBIX
GOJNIBIIMHCTBY ACMEKTOB 3HAOKPUHOJOTUU, CO3MaHbBl HECKOJbKO CMELU-
alM3UPOBAHHBIX MEPUONUYECKUX U3TaHUN, B TOM YUCIE BIEKTPOHHBIX,
MmpeacTaBJIEeHHBIX B riobanpHoit cetu HWHTepHer. B cBsi3u ¢ 3TuUM, MBI
COYJIM BO3MOXHBIM MPUAAaTh HOBOMY M3MaHUIO YYeOHUKA YeTKYI0 H yTH-
JUTAPHYIO (PYHKIHUIO — ObITh 02a30BBIM KYPCOM JAJisl NPENOAABAHUS IHAOKPH -
HOJIOTMH CTYJAEHTAM U OPAMHATOPAM.

HoBblit yueOHUK oTBeuyaeT TpeOOBaHUSAM BpeMeHU — OH cTal Goiee
OIVUHAMUYHBIM, JTAaKOHUYHBIM, amno GopMe U cTUIO MHGOPMALUOHHO
6onee eMKuM. OmMcaHHBIe MPUHUUNB OUAaTHOCTUKU, JEYEHUS U MPO-
bunakxTUKU HOIOKPUHHBIX 3a00JeBaHUN 0a3upylOTCSI Ha COBPEMEHHBIX
MPUHLUMAX 10Ka3aTeIbHOW MEOIUIMHB U CTaHOAapTax, MPUHSITHIX B MEX-
OYyHAapOAHON KIMHMUYECKON MpaKTUKE.
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MUmMes onbiT pabGoTsl B 00JaCTM HAYyYHO-MPAaKTUYECKOU JUTEpaTyphl
pPa3HBIX HampaBAeHUI, MBI TUIIHUU pa3 ybeaMIUCh B TOM, YTO CO3JaHUE
yueOHUKAa, HaNpaBJIeHHOTO Ha pealuM3alUI0 TaKUX 3amgay siBiAseTcs Ooiee
CIOXHOU 3amadyeil, 4eM, HaIpuUMep, HalMcaHUe MOHOTpad Uil MO OTAENb-
HBIM Tpo6GieMaM OSHAOKPHUHOJOTUM, TAe OONMYyCTHUMa MHUPOKas, 4YacTo
HeOoTpaHUYEeHHas TBopueckas GaHTa3uUs.

DHOIOKPHUHOJNOTUS Pa3BUBAETCs CTOJb OYpHO, YTO MHOTHUE PYKOBOJIC-
TBa U YYeOHUKM HEeU30eXHO ycTapeBawT yXe K MOMEeHTY Boixona. llecTs
Xe JIeT, MpOoIeauIne CO BpEMEHHU BbIXOJAa MEPBOTO MU3ZaHUS, O HEy3Ha-
Bae€MOCTU M3MEHUJIU HEKOTODHEe HAIIM MPEACTABIEHUSI, KOTOPBIE B CBOE
BpeMsI MOTJM TOKa3aThCs HeocmopuMbMU. Ho yueOHUK — 3TO Bceraa
cBOeoOpa3HbBIl Cpe3 KaKOro-TO 3Tama pPa3BUTHUSI OJUCIHUNJIUHBI, Tpeby-
IO U MOCTOAHHOTO OOHOBIAEeHUS. [lo3ToMy aBTOpPH C 61arogapHOCThIO
NPUMYT KPUTHUUYECKHUE 3aMeUYaHHUs OT CBOUX KOJJEer — MpemnomaBaTeeil
SHAOKPUHOJIOTHM, a TaKXe MPaKTUYECKMX Bpaueil U CTYIEHTOB.

U K Jledoe
I'A, MeanvHuuenko
B.B. ®adees

mapm 2007 e.
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OBWHME NMPNHUWNIMbBbI ANATHOCTUKN
N NEHEHNA SHAOOKPUHHbBLIX
3ABOJIEBAHUN

1.1. OCOBEHHOCTWN OBCJIEAOBAHUNA NMALUMEHTOB
NP SHOOKPUNHHbBIX SABOJIEBAHNAX

IMoaxonbl K 00CHeNOBaHWIO MALIMEHTOB C SHAOKPUHHBIMU 3a00JeBaAHUSIMHU
NMPUHUMINUAJBHO HE OTJUYAKTCSA OT MPUHATHIX B KIMHUKE BHYTPEHHMUX
0oJe3Hel, NMPHU 3TOM HEeOOXOAMMO YYMTHIBATh, YTO HapylleHUe GYHK-
MU SHIOKPUHHOM XeNe3bl, KaK MPaBUJO, COMPOBOXIAECTCSI U3MEHEHUEM
CO CTOPOHBI HECKOJbKHX, a MHOTrAa OOJBIIMHCTBA OPraHOB U CHUCTEM.
HecMoTps Ha TOo, YTO yCTAaHOBJEHME NMarHo3a OOJNbIIMHCTBA SHAOKPUHO-
nmatuit TpedyeT BepupuKanum JabOpaTOPHBIMU MJIW UHCTPYMEHTAJbHBIMU
MeToJAaMU, TOMMHUPYIOIIee 3HaUEHUE MMEIT JaHHbIe aHaMHe3a U GU3HU-
KaJbHOTO UCCHEIOBaHUSA.

Cpenu o00mUX OcCOOEHHOCTEW anamMuHe3a HSHAOKPUHOMATHMN CleAyeT
OTMETHUTh, YTO 3a UCKJIHYEHUEM caxapHoro nuabeTa U psaa APYrux 3abo-
JeBaHUW, HOOKPHUHHAs MaTOJOTUS yalle pa3BUBAETCS B OTHOCHUTEJNbHO
MoJionoM Bo3pacTe. Ilpu HapymeHUU GYHKUUU OONBIIUHCTBA ISHAOK-
PUHHBIX XeJie3 TMPOUCXOAUT MU3MEHEHME MaccChl Teja, BHEUIHEro BUjAA,
bu3nyecKoil aKTUBHOCTHU M MoJioBoW dbyHKuuu. Tak, cam ¢pakT 6epeMeH-
HOCTU M POJOB Ha MPOTSIXKEHMM MPEANOSaraeMoOro aHaMHe3a y XX € H I U H bl
MO3BOJIIET C BBICOKOU J0Jieil BEpPOATHOCTH YCOMHUTHLCHS B HAaJIUYMK y Hee
TSXEJOTO 3HIOKPUHHOTO 3aboseBaHusa. HaubGonee 3HauuMble BOMPOCH,
KOTOpble HeOoOXOXMMO OOCYIMTh TNpU cOOpe aHaMHe3a OSHAOKPHUHHOTO
3a0o0JieBaHUS, MpeacTaBIeHbl B Tablulle.

IIng OGONbIIMHCTBA HauboOJee pacHpPOCTPAaHEHHBIX B KIMHUYECKOM
npakTukKe 3aboJieBaHUN ceMelWHBI aHaMHEe3 AJS MOCTAaHOBKM JMarHosa
MMeeT OTpaHMUYEHHOE 3HauyeHHMe (YCIOBHBIM MCKJIIOUYEHUEM MOXHO CUYU-
TaTh caxapHbId aumaber 2 Tuma). DTO CBSA3aHO C TeM, UYTO OOJNBUIMHCTBO
SHAOKPUHONATUN sgeast0mcs He HacjlaeAyeMbIMU 3a00JieBaAHUSMM, a MaTo-

JOTUEN C HAcCJAeJACTBEHHOW MpeapacHoOJOXEeHHOCThIO.
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Ta6a. 1.1. laHHbIle aHaMHe3a, TUMMMYHBIE IJIT MHOTHX DHIOKPUHHBIX 3a00JIeBaHUiA

CHUXeHUEe Macchl Tea (4acTo BhIpaXXeHHOE)

I[MpubaBka mMacchl Teaa (peaKo BbhIpaXeHHas)

M3MeHeHMe BHEIIHETO BUAA U ICUXUKHU

HapyuieHue MeHCTpyaabHOTO LMKJA

Becnnonue

CHuxeHue TUOUIO

OpeKkTUuJbHasg IMCHYHKLUA

lanakTopes

Hapyurenue morootaeneHus (MOTIMBOCTh, CYXOCTh KOXU)
Hapyuienue pocrta Bosoc (rUmepTpuxo3, MOBBIMIEHHOE BhHIMAACHUE)
Kapavomuonartus (HapyuieHue puT™Ma, cepaedyHasi HEIOCTATOYHOCTh)
N3MeHeHMe apTepuanibHOTO NaBieHUs (TUMOTEH3UsI, TUTIEPTEH3US)
Hapymenue numeBoro noseaeHus (aHOpeKCHsI, OYIUMUS)
MpireyHass ciabocTth

[Mepenombl KoCTEit

3amepxka pocTa

CeMelHBI aHAMHE3 DHIOKPUHHOTO 3a60JeBaHUS

B meTckoil SHIOKPUHONOTMYECKO MpakKTUKe YAETbHBIN Bec Hacjenc-
TBEHHBIX 3a00eBaHUN CYyHN[ECTBEHHO Bbile. TeM He MeHee PSJ Hacleac-
TBEHHBIX DHAOKPHUHOMATHUN MOXET BIepBbie MaHUpECTUPOBATh U Y B3pOC-
JNbIX (CHHIPDOM MHOXECTBEHHBIX SHIOKPUHHBIX Heonmaa3uit). [Ipu MHOTHUX
SHIOKPUHHBIX 3a00JieBAaHUSAX AUAaTHO3 MOXET OBITh COYEHb BBICOKOIN
noJeil BEPOSITHOCTU YyCTAHOBJIEH YXe NmpM ocMoTpe maunueHTta (taba. 1.2).

Ta6a. 1.2. 3a6oyseBaHUS, IMAaTHO3 KOTOPBIX YaCTO OYEBUJACH MPU OCMOTpE

Cunapom KymuHra

Axpomeranaus

Bonesnp I'peiiBca (mpu HaJIMYUU OpTaibMONATUH)
Cunapom TepHepa

bonesnr Agaucona

CoyeTaHWe SPKOM KIMHHMIYECKON CHUMITOMATHKU MHOTHX O3HIOK-
pPUHOMATUN C OCOOEHHOCTSIMU MCUXUKU OOJNBHBIX 3a4aCTyl0 NPUBOIUT
K TOMY, YTO AMATHOCTHMYecKass KOHIENMIMS y Bpaya 3apoXmaeTcs yXe
MpU MEePBOM B3TJsALe Ha MAlLMEHTa U ONMPOC BeAETCSI aKTUBHO, MOCKOJb-
Ky 3HaAYMMBbie AJsI AMArHo3a XalloObl YacTO HEe MPEABABIAIOTCS OOTb-
HbeiM. Ho MHOrza mepBoe BmeyaTJeHHE Jaxke ONBITHOTO SHAOKPHUHOJOTA
He MOATBEpXHOaeTcsd NPH TOPMOHAJIbHOM MHCCIEeNOBaHMU (HampuMep,
MpU TUMOTUDPEO3E).
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B nMarHocTuKe SHJAOKPUHHBIX 3200JIeBAHUI MOKHO BBIAEJUTbh 4 Tpynmbl
THNHYHBIX OLIHOOK:

1. IrHopupoBaHHe OYE€BHIHOW KJIMHUYECKONH cuMnToMaTuku. HambGomee
YyacTO T OWMOKM JONMYyCKAalTCd NMpU cCUHApoMme KylmnmHra m akpoMmera-
JIUU, KOTJa MEJJIEHHO pa3BUBalOIIMECs] KIMHUYECKUE MPOSBIECHUS BOC-
MPUHUMAIOTCSI KaK «BO3PAaCTHBI€» M3MEHEHUS UM OTAEJIbHBIE CUMIITOM BI
(apTepualbHas TUNIEPTECH3MWSI, OXMUPEHUE, aHEMHUsA), TUOO TPAaKTYIOTCS Kak
CaMOCTOSITeJIbHbIE 3a00JieBaHUS.

2. IlepeouneHka 3HAYUMOCTH JIA0OOPATOPHBIX METOIOB MCCJEIOBAHMSA.
OnpenelieHue YPOBHSI TOPMOHOB «Ha BCSIKMM clydail» BeoeT K TOMY, 4TO
nabopaToOpHbIe NaHHBIE BO3BOASITCSA B aOCOJIOTHYI JIUAarHOCTUYECKYIO
3HAYMMOCTb. OYeHb YacTO HCTOYHUKOM OWMUOOK MpPU HHTEpHNpeTalLUU
NaHHBIX TOPMOHAJbHOTO UCCJIENOBAaHUS SIBISIETCS UTHOPUPOBAHME NMpaBuUJI
3abopa MaTepuana (gobaBlieHMEe KOHCEpBaHTa, aHTUKOATyJsSIHTAa W MpoY.),
a TaKXe HECOOJIACHUEe CaMOi METOOMKU TOPMOHAJIbHOTO MCCIEIOBaAaHMUS.

3. IlepeoneHKa 3HAYMMOCTH MHCTPYMEHTAJBHBIX METOIOB HMCCJEN0BA-
Hug. [lpoBenenue Y3UM HaANMOUYEUYHUKOB UJIU SMUYHMKOB, KOMNBIOTEPHOMN
MU MarHUTHO-PE30HAHCHOW ToMoTrpapuuM HaIANMOYEYHHUKOB MU TOJOBHI
0e3 aHaJM3a KJIMHUYECKON KapTUHB U OMpeaeIeHUS YyPOBHS HEOOXOMM-
MBIX TOPMOHOB 4YacCTO CJHYXHUT HEBEPHBIM OCHOBAaHUEM A 3aKIIOYEHUSI
O HAJIUYMKM MaTOJIOTHU COOTBETCTBYIOIIMUX opraHoB. IIpu 3TOM BapMaHTHI
AHATOMUYECKOTO CTPOEHUS UJU HECYUECTBEHHbBIE OTKJIOHEHUS OT HOPMBI
TaKXe CUYMTATCd TNpPSIMBIM yKa3aHUMEM Ha IMMaTOJOTMYECKMH TMpolecc
M MPUBOIAT K MOCTAaHOBKE NMAarHo3a HeCYNIeCTBYIOmero 3abolieBaHUS.

4. YnopHblii NOUCK SHIAOKPHUHHOW MATOJOTMU. YJIUI C KOHCTUTYILIMO -
HaJlbHBIMU OCOOCHHOCTIMM OOMEHa BEIIECTB, AaCTEHUYECKMMMU TPOSAB-
JEHUSIMU, BETeTAaTUBHBIMU pacCTpOWCTBaAMM, aJUMMEHTApHBIMMU Hapy-
WMEeHUAMU, MPU 3JO0YyNOTpPeOJIEeHUM MeaMKaMeHTaMUu, HEBpPO3aX M OAPYyTUX
MCUXUYECKHUX pacCTpPOMCTBAX HEPEeAKO BeACTCA HACTOWYMBBIA TOUCK
SHAOKPUHHBIX 3ab6oneBaHuit. Curtyauuio yxynmaeT GeccUCTeMHOE IMpO-
BeJeHUE OOJBIIOTO YMcCJa TOPMOHAJbHBIX MU MHCTPYMEHTAJbHBIX HCCIE-
NOBaAaHMW, Yy MHOTUX TAaKUX MAlMEHTOB YyAaeTCs BBISBUTh KaKME-TO KJIM-
HUYECKM HE3HAaUYUMMble CABMIU, KOTODPbIE MAaTOTEHETUUYECKU HE CBI3aHBI

C OCHOBHBIM 3a00JieBaHUEM.

1.2. TOPMOHAJIbHOE NCCJIEOOBAHUE

Tonbko B TOM ciay4dya€, €CJM Ha OCHOBaHMM aHaMHE€3a UJIU IIPpU aHAIU3C

KIMHUYECKON KapTUHB 3al0O03PEHO YHAOKPUHHOE 3a6OHCBaHHC, mamu-
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€HTYy MOKa3aHO MpOBeIeHNE COOTBETCTBYION[ETO0O TOPMOHAJIBHOTO HCCIENO-
BaHUS, KOTOpPOE MOATBEPAUT UJIKM OTBEPrHET 3TO Momo3peHue. Kak ykasbl-
BajJoch, B OOJIBIIMHCTBE CJiydyaeB TOPMOHAJIbHOE HMCCJIEeJOBaHUE MMEET He
KJlo4YyeBOoe, a Bepuuuupyoee 3HadYeHUE IJIsI MOCTAHOBKYM AMarHo3a. Aus
MOCTAHOBKMW JIWarHO3a psAna dHIOKPUHHBIX 3a00JIeBaHUN TOPMOHAJbHOE
MccienoBaHUe BOoOOINEe He MCMONb3yeTcs (HecaXapHBIM W caXapHBIU aua-
6eT); B psoe Xe cilydyaeB TOPMOHaJlbHOE MCCIEJOBaHME MMEET JTUATHOCTH -
YyecKoe 3HaUYeHHUE TOJIbKO B KOMIJEKCe ¢ OMOXMMHUYECKUMM MOKa3aTeaIMu
(ypOoBeHb KalbllMsd KPOBM NMpPU rumepmnapatupeose). [Ipu TOpMOHAIbHOM
WCCIeTOBAHUM MOXET OBITh BBISIBICHO CHUXEHHE MPOAYKIMU TOTO WU
WHOTO TOpMOHa (TMMO(GYHKIUS Xele3bl), MOBBHIIICHUE YPOBHS TOpMOHa
(runepdyHKUUSI) U €TO HOPMaJbHBI YypoBeHb (Tabu. 1.3).

Ta6n. 1.3. TTatoreHe3 SHIOKPUHHBIX 3a00JIeBaHU It

MatoreHes 3abGoneBanne
HenoctaTouHoe BbIZeJieHUEe TOpMOHa lTunmotupeo3s, caxapHblil AuadeT
(eunohynrxuyusa 3HOOKpUHHBIX Xceae3) 1 TUMa, TMNOKOPTULIM3M
M30bITOYHOE BBIICIEHUE TOPMOHA Bbonesns I'peiiBca, nHCYyIUHOMA,
(eunepynrkuyus 3HOOKPUHHBIX dcene3) cuHapom KymuHra

OuchyHKIWS 9HIOKPUHHOM XeJle3bl BpoxneHHast tucOyHKIIUS KOPBI
(u3bvimounasn npooykuus 00HO20 HaAMOYEYHUKOB NpuU gebuuuTe
u HedocmamouHas 0py2020 20PMOHQ) 21-ruapoKcuIasbl

MHoOXeCTBEHHbIE aHOMAIUM
CHuUXeHUEe NPONYKIIMU TOHAIOTPO-
(couemanuﬂ HEeCKOAbKUX Hnepe4ucaen-

. MUHOB MPU MaKpPOCOMATOTPONIMHOME
HbIX HapyuleHuil)

Mopdonornyeckue U3MeHEHU FopMoHanbHO-HEAKTUBHAS OIMYXOJb
SHIOKPUHHBIX Xeje3 6e3 Hapylle- HaanmovYeyHuKa (MHIUIEHTAaIoMa),
HUS UX GYHKLIUU SYTUPEOUAHBIN 300

Cekpelns aHOMATbHOTO FOPMOHA® CaxapHblil 1nabeT BCIEACTBUE TPO-
OIYKLUY aHOMAaJIbHOTO MHCYJIWHA

Pe3ucTeHTHOCTD K NEHUCTBUIO TOp- IMceBnorunomnapaTupeos, pe3ucTeH-
MOHa* THOCTb K TUPEOUIHBIM TOPMOHAM
AHOMaluM TpaHcHopTa U MeTabo- CeMeiliHas nucaJbOyMUHeMHUUYecKas
Ju3Ma rOpMOHOB** TUTIOTUPOKCUHEMMU S

* BecbMa pefiKHe, MOPOI Ka3yHCTHYECKHE dHAOKPUHHBIE 3a00J€BaHMS.
** lTabopaTopHBINl heHOMEH, HE UMEIONMI KINHUYECKOTO 3HAUCHUS.

Haubonee vacTto UCIIONb3YEMBIMU B KJIUHUYECKOU IpakKTUKE ME€TOOdaMH
onpeacaIcHUd TOPMOHOB ABIAINTCA PAa3JIUYHBIC MO)Z[VI(bI/IKaHI/II/I pagnouM-

MYHHOIro Me€Toma, a TaKXE€ IIOJYYUBIIUC HauboJibluiee pacnpoCTpaHEHUEC
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B MOCJeaHEEe NeCATUIETUE HEPAAMOAKTUBHBIE METOOIMKHN, B YACTHOCTH UMMY -
HOXEMUIIOMUHHUCIEHTHH A MeTOon. KpoMme Toro, cBoe 3HAaYeHHUE MOJHOCTHIO
He MOTEepsAJU XMMHUYECKUE METOAbl ONMpenesieHus] psaa BeliecTB (00OBIYHO 3TO
MeTabOJUTH TOPMOHOB U MX MPEAIMIECTBEHHUKOB).

Ilpu u3ydyeHUU GYHKIMOHAJIBHOTO COCTOSHUS OSHIOKPUHHBIX XeJe3
HCIONB3YIOTCS CIEAYIONME METOOAMYECKHUE IOMXOMBI:

onpejesieHUe MCXOOAHOro (06a3albHOro) ypoBHS TOrO0 MJU UHOTO ToOp-

MOHa;

onpenejeHe YyPOBHS TOpMOHa BIMHAMHUKE C Yy4eTOM LHUPKaIUMaHHOTO

pUTMa €ro CEeKpPEeluHn;

onpeacieHNEe YPOBHS TOPMOHA B YCJIOBUAX GYHKIUMOHAJIbHON NMPOOH;

ompeneleHNe YPOBHS MeTaboOJIMTa TOPMOHA.

HaunbGonee yacTto B KIMHMYECKOW NMpaKTHKE HMCHOJb3yeTCs oOTNpene-
JeHUe 0a3adbHOTO0 YPOBHSA TOTO UJIU MHOTO ropMoHa. OOBIYHO KpPOBBH
oepeTcsd yrpoM (B 8—9 yacoB) HaTollaK, XOTS NMPpUEM MUILIU HE OTpaxaeT-
Csl Ha MPOAYKI MU MHOTUX TOPMOHOB. I/l OLEHKU AESITEIbHOCTU MHO-
TMX SHAOKPHMHHBIX XeJied3 (MMTOBMAHOW, MapamMTOBMAHBIX) OIEHKMU
6a3aJlbHOTO yYyPOBHS TOPMOHA BIOJHEe nocTtaToyHo. Tak, ypoBeHb TTT
U TUPCOMIHBIX TOPMOHOB JIMIIbh HE3HAYUTEIbHO BapbUpyeT Ha MPOTIKE-
HUU CYTOK U B MEeHbIIE CTeNMEeHU, YeM MHOTHE OPYyrue TOPMOHBI 3aBUCUT
OT BHEIIHUX W BHYTpeHHHUX ¢dakTopoB. [Ipu ompenmenseHuUuU 6Ga3albHOTO
YPOBHSI TOPMOHA ONpENEJeHHBIe CIOXHOCTU MOTYT BO3HMKATHh B CBS3U
C HUMPKYASIIUEW B KPOBHM HECKOJbKHX MOJEKYJAPHbIX ()OPM OMTHOTO U TOTO
Xe TopMoHa. B mepBylo odyepeab 3TO KacaeTcsd mapaTropMoHa (cMm. ri. 8).

BoapmuHCTBO TOPMOHOB LUDPKYJIUPYET B KPOBU B CBSI3aHHOM c OelKa-
MH-TIEpEHOCYUKAMU cOoCcTOsSHUM. Kak mpaBujo, ypoBeHb CBOOGOAHOTO, OUO-
JTOTUYECKU aKTUBHOTO TOPMOHAa B KPOBM B OECATKM HMJIM COTHU pa3 HUXE,
yeM o0 Uil (cBOOOAHBIN + CBS3aHHBINM) YPOBEHb rOpMOHa. B OONbIIMHCTBE
cly4yaeB CYIIEeCTBEHHO OoJblIee AMATHOCTUYECKOE 3HAUYEHHE MMEET ONpelae-
JIEHVWE YPOBHS CBOOOIHOTO FOPMOHA. DTO CBSI3aHO C TEM, YTO Ha 001IEeM ypOBHE
TOPMOHAa MOXET OTpaxXaThbcs J00asi AMHaAMUKa MPOAYKIUU ero Oeika-mepe-
HocuyuKka. Kpome Toro, mpu ompeneieHHBX COCTOSHUSAX U IPU Ha3HAYeHUU
psAga mpemapaToB MPOUCXOAUT M3MEHEHHE CTENEeHU CBA3BIBAHUS TOPMOHAa
C ero mepeHOCYMKaMU, YTO MOXET CKa3blBaThCS Ha pe3yJbTaTaX ONMpeaeeHU
o0urero ypoBHsI TOpPMOHA.

YpoBHU GOJBIIMHCTBA TOPMOHOB MMEIOT XapaKTEepPHYIO CYTOUHYIO ONWHA-
MUKY (HMpPKagUAaHHBIH PUTM CEKpEeLUU), MPU ITOM OUYEHDb YaCTO dTa AMHA-
MHUKa mpuobpeTaeT KIMHUYeCKoe 3HaueHne. Haunbosee BaXHa M UIIIOCTpa-

TUBHA B 3TOM IJlaHe TMHaAMUKa NPpOAYKI MU KopTuszona (puc. l.1). Ipyrumu
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Puc. 1.1, HnpkagnaHHBIH PATM MPOAYKLUMH KOPTH3OA

npuMepaMyd B OTOM IJlaHe ABJSIOTCS NMPOJAaKTUH W TOPMOH poOcCTa, PUTM
CeKpelUMU KOTOPBIX TaKXe OINpeHeNsTCd LUKIOM <«COH-O0OAPCTBOBAHME>.
B ocHOBe maToreHesa psjga DHIOKPHMHHBIX 3a00JieBaHUN JIEXUT Hapylle-
HUE CYTOYHOTO PUTMa NPOAYKUUU ropmoHa. Tak, nmpu Oone3nu KymuHra
0a3aJlbHBIi YypOBEHb KOPTH30Jia B YTPEHHHUE Yachl MOXET HE OTJIMUYAThCH
OT HOPMBI, OJHAKO B AaJbHEeIeM Ha MPOTHAXEHUU AHS HE MPOUCXOAUT €T0
GU3UOTOTMYECKOTO CHUXEHMS, B pe3yiabTaTe Yero cyMmapHas CyTOYHasd
MPONYKIIMsI KOPTU30Ja CYIIeCTBEHHO BO3pacTaeT, OOycIOBIMBas pa3BUTHE
TSXEJT0W MaTOJOTUM.

IToMuUMO LHUPKAAMAHHOTO PUTMa, Ha YPOBHE FOPMOHA B KPOBU MOXET
OTpaxXxaThbcsI GOJNBIIMHCTBO OMOJOTHYECKHX MapamMeTpoB. JJsT MHOTUX rop-
MOHOB pedepeHTHBIe MOKa3aTeJu B 3HAYMTEJIbHOW Mepe 3aBUCIT OT BO3-
pacra (puc. 1.2). Tak, mpoAyKI Mg ropMOHa pocTa MakKCUMajbHa B JETCTBE
U MOCTENMEHHO CHUXAaeTCs MO Mepe YBeJMYEHUS Bo3pacTa. YPOBEHBb GOJb-
IUHCTBA MOJOBBIX TOPMOHOB, TOMUMO COGCTBEHHO MoOJia, B 3HAYMTEJIbHOM
Mepe OTNpeaeNsieTcs BO3pPacTOM: IO Mepe ero yBeJIUUYEHHS TPOUCXOIMT
CHUXEHHE YPOBHS TECTOCTEPOHAa y MYXUYHMH, a B IMOCTMEHOMay3e 3HaA4YU-
TEJIbHO CHMXKaeTCsd MPOAYKLUMUS 3CTpaauolia y XKeHIIMH. LHUKIMYeCcKUIiA
XapakTep GYHKIUMOHMPOBAHUS MOJOBOM CUCTEMBl Y KEHIIMH ONMpeacasaeT
CYIIECTBEHHBIC OTJIMYUS B YPOBHE MOJOBBIX TOPMOHOB B pa3jJUYHBIC (a3bl
MEHCTPYaJbHOTO IMKJA. B CBsA3M ¢ 9TUM olpeaesieHUEe MOJOBBIX TOPMOHOB

Y XCHIOIMHBI PCNNPOAYKTUBHOTIO BO3pacCcTa OCYHMECCTBIACTCA Ha ONPCACIICH-
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Puc. 1.2. Bo3pacTHasg AlMHaAaMUKa NPOAYKIUU TECTOCTEPOHA Y MYXYUH

HBIi AeHb MEHCTpyalbHOro uukjga. CymecTBeHHOE H3MEHEHHE YPOBHS
MHOTHUX TOPDMOHOB MPOMCXOAMUT BO BpeMsi OepeMeHHOCTHU, NPU DTOM Ha
pa3HBIX €€ CpoKax HMHTepHnpeTalusi pe3yJibTaTOB TOPMOHAJbHOTO HCCIE-
NOBAHUS MOXET CYU[eCTBEHHO OTAUYaTbcsi. Tak, ypoBeHb TUPEOTPOMHOTO
ropmoHa (TTI) BmnepBOi MNOJNOBMHE OEpPEeMEHHOCTH CHMXEH TPUMEPHO
y30 % Bcex XEHIIUMH, BTO BpeMs Kak ypOBEHb XOPUOHUUYECKOTO TOHALO-
TponuHa (XI') nocTUraeT oueHb BBICOKMX MOKa3zaTeseii.

Ha ypoBeHb psimza TOpMOHOB MOTYT OKa3blBaTh BIMSHHUE HE TOJBKO
CONMYTCTBYIOIIME cOMAaTHYecKHe 3a00JeBAHUA U NPUHUMaeMble MO MOBOAY
HUX JeKapCTBeHHbIEe MpenapaTsl, HO U Takue pakTopbl KakK crpecc (KOpTHU-
30J, aipeHaluMH), OCOOEHHOCTHU 3K0JOrMM (YypOBEHb TUPOKCHUHA B perMOHaXx
C pa3HbBIM mnoTpebOJieHMEeM ioma), cocTaB NMPMHMUMAaeMOW HaKaHYHE UK
(C-nentun) u MHorue npyrue. Kpome yyeTa ykazaHHBIX (GaKTOpPOB, B MH-
TepHopeTaluyd FTOPMOHAJIbHBIX MCCIEJOBAHUN B CYIIECTBEHHON Mepe OLIU-
00K Mo3BOJsieT U30exXaTh UX NMPOBELEHUE MO OMpPEAETEHHBIM U 1OCTATOYHO
CTPOTUM KIMHUYECKUM MOKa3aHUSIM.

OcHoBOMmoOJAaraIIMM NPUHLIMUIOM OLEHKH NesITeJIbHOCTU TUNO(DU3-3aBU-
CUMBIX (LIUTOBUIHAS Xeje3a, Kopa HAAMOYEUYHUKOB, FOHAAbl) U psila APYTUX
9HAOKPUHHBIX XeJie3 SIBISIeTCSI ONpelesieHue Tak Ha3blBaeMbIX THATHOCTHYEC-

KHX Map ropMoHoB. B GOoNbIIMHCTBE cilyyaeB MPOAYKIUUS TOPMOHA PEeryjupy-
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eTCs MeXaHM3MOM OTpHIlaTeIbHOUW oOpaTHO# cBs3u (puc. 1.3). O6paTHas cBI3b
MOXET UMETh MECTO MeXJy TOpMOHAMU, MPUHAJIEeXAaNUMHI K OJHOU cuUcTeMe
(koptuszon MAKTI), unum MeXay ropMOHOM U ero 6umojorudyeckum sddex-
TOpoM (MMapaTropMoH W Kanbuuit). Kpome Toro, Mexay ropMoOHaMu, COCTaB-
NSIOMUMU TMapy, He 00sS3aTeIbHO JOJNXHO CYNIeCTBOBAaTh MPSIMOE B3aMMO-
neicreue. MHOrga oHO OMmocpenoBaHO APYTUMMU TyMOpDalbHBIMU (aKTOpaMH,
9NMEKTPONUTAMU U GU3MONIOTUYECKUMU TapamMeTpaMu (00beM TMOYEYHOTO
KPOBOTOKA, YPOBEHb KaJUs U aHTUOTEH3WH NJIsI Maphl peHNHa-aJlbJIOCTEPOH).
N3onupoBaHHas OlleHKa MoKa3aTejieil, COCTAaBISIOIMMUX Mapy, MOXeET CTaTh
MPUYNHON OMMUOOUYHOTO 3aKITIOUYECHUS .

OneHka GYHKUOUU TUNO(GU3-3aBUCUMBIX DHIOKPDHUHHBIX Xeje3 IO
ONUAaTHOCTUYECKUM TapaM  ocyuecmeasemcs NTOCTATOYHO CTaHIapTHO

FonoBHGH MO3r

Tuwnotanamyc

Puausune-guxmop %, +

FUROMATAMYCA
Funodus <4
Tponsuniii 2opaoH +
zunoguza

Nepucpepudeckan -

IHAOKPMHHAA Xenesa
Nepudepuyackue TKaHK

OTpvyaTtenbHan
o6parHan cBsab

Puc. 1.3. llpuHuun peryaauuud GyHKUMOHMPOBAHUS SHIOKPUHHBIX XeJie3 Mo
TUIY OTPUIATEIbHON O0OGpaTHON CBA3M.

TponHblii TOPMOH TUTOGK3a CTUMYJIUPYET MPOAYKIHIO TOPMOHOB Mepudepudeckoii
SHIOKPMHHON XeNe30i. DT TOPMOHEI, B CBOIO OYEpeNb, HAPALY C TEM, YTO OKa3bIBAIOT
Ouosoruyeckne 3MGeKTh Ha CBOM PELENTOPH B MepubepruyecKuXx TKaHAX, MOAaBISIOT
NPOOYKIHUIO TPOWHOTO TOPMOHA M PUJIM3MHI-TOPMOHA rumortanramyca. ®yHKuug mocnen-
HETo 3aKJI0YaeTcss B CTHUMYJISILUM TPOAYKIHMH TPOWHOTO ropMoHa (MHOTAA HECKONBKUX
ropMOHOB) Tunodusa. B pesynrbraTe MeXay MpoAyKIlMeid TOPMOHOB TMIIOTaTaMo-TUHodu-
3apHOil CUCTEMBl U MepubepruIecKuX dSHIOKPHUHHBIX Xejle3 yCTaHABIMBAETCS TMHAMMUYEC-
KO€ paBHOBECHE
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(puc. 1.4, 1.5). HapymeHue GbyHKUUU NepudepruIeckKrUX 3HAOKPUHHBIX
XKeje3 ObIBaeT MEPBHYHBIM, CBSI3AHHBIM C MAaTOJOTHEN caMOil 3TOU XeJe-
3bl, U BTOPUYHBIM, OOYCJIOBJIEHHBIM nmatosorueit runocdusza. IMpu nep-
BHYHON runopyHKnun nepupepruyecKoO SHIOKPUHHOU Xene3bl (MepBUY-
HBIi TUNMOTUPEO3, TUMNOKOPTUUMU3M, THUINOTOHAAM3M) B KPOBU CHUXEH

x
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CHWKEH HOpMa NoBbIlLIEH
YpoeeHb 20pMoHOE Nepuchepuyeckoll weness:

Puc. 14. OHDCI[CHCHI/IC YPOBHA NMOPaXCHUA SHOAOKPMUHHBIX XE€JIE€3 MO AMATrHOC-
THUYCCKHUM Iapam

10000
IKTONMYecKan
1000 npeaykuvsa AKTI
[=
;. T ) KOPTHKOTRONMHOMA
£ 4 00 LA g B runodgmaa
— (Gone3Hb Kywnsra)
: HOPMA —
< r
10 i
Bropwuneii B ik
FHNOKOPTLMAM (ammum meﬂfa)
1 T T : >
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KOPTWAON, mkr/an

Puc. 1,5. UHTepnperanus pe3yabTatoB ucciaenoBaHus ypoBHsi AKTI u kopTuso-

Jla TpU HapymeHWU GYHKIUKM HAAMOYEYHUKOB
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YypOBEHb €€ TOpPMOHA (TUPOKCHMHA, KOPTU30Ja, 3CTpanuoia) U NOBBILIECH
YyPOBEHb COOTBETCTBYIOIIEro TponHoro ropmona runodusza (TTI, AKTT,
OCT). [MepBUYHBI TUMOTOHAAMW3M B 3TOM CBSI3M €llle HAa3bIBAIOT THUIEP-
TrOHaAaAOTPONMHBIM. [Ipu BTOpuuHO# rHNOGYHKIUN TUHODU3-3aBUCUMOH
SHIOKPUHHOM XeJie3bl CHUXEHUE €€ TOPMOHA OOYCJIOBJIEHO CHUXEHUEM
NPOAYKIMU COOTBETCTBYIOIIEro TPOMHOTO TOpMOHa (BTOPUYHBIU TUMO-
TUPEO3, TUMNOKOPTUILMU3M, TIrUnoroHanusm). B cinyuae runeppyHkunm
nepudepuuyeckoil SHIOKPUHHOMN xene3bl (6oye3Hb [peiiBca, KOpTHU-
KOCTEepoMa HaJINMoOYeYHUKAa) YpoBHU TpomnHbx ropmoHoB (TTI, AKTTI)
MOHUXEHBbl 3a CYET MUX NMOJAABJIEHUS MOBBILIEHHBIM YPOBHEM COOTBETC-
TBYWOIIUX MepudeprUIYecKUX TOPMOHOB (TUPOKCUH, KOPTHU30J).

HecmoTpss Ha yiaydylieHMe METONOB TFOPMOHaJlbHOTO aHailu3a, QyH-
KL MOHAaJbHBIE MPOOB M CEroAHS HUMEWT O0JiblIOE 3HAaYEHUE B AMATHOC-
THUKe dHAOKpHUHOmatuil. DdyHKUUMOHAAbHBIE MPOOB MOApPa3AeaAIOTCS Ha
CTUMYJSILUMOHHBIE M CynpecCUBHble (moaaBisgiomue). OOWUNA NMpUHUUI
NpoBeJeHUsT NpobO 3akjlyaeTcss B TOM, YTO CTUMYJSILMOHHBIE MPOOHI
Ha3HayvyaloTCs NMPU MOJO3PEHUU HA HENOCTATOUYHOCTh 3HIOKPUHHON Xelye-
3bl, 2 CYNPECCUBHBICE — MPU NMOJO3PEHUU HA €€ TUNEPHYHKIUIO.

[Ipy CTUMYJASHMOHHBIX NPOOGAX B OPraHMU3M BBOJIMUTCS CTUMYISITOP
NPONYKUMUHU TOTO UJU MHOTO TOPMOHA, MOCJE YEro MpU OTCYTCTBUU HEAO-
CTAaTOYHOCTMU OHAOKPUHHOM Xeje3bl YPOBEHb O3TOrO0 TOPMOHAa JOJXEH
NMPEeBbBICUTh HEKUI KPUTUUYECKUU ypoBeHb. [IpuMepaMu CTUMYJISLUOH-
HBIX MpPoOO SIBJASATCSA: NMpobGa C XOPMOHUYECKUM TOHAJAOTPONMUHOM (IpH
MOJNO3PEHUMU Ha MEPBUYHBIU IMNOTOHaAU3M), nNpoba c aHajloraMu roHa-
NOTPONMUH-PUJIUZUHT-TOPMOHA (NMPU MONO3PEHUM HAa BTOPUUYHBIK TUIO-
roHagu3m), npoba c 124AKTF M MHCYJMHOBOW rumnoriukemuei (mpu
MOJNO3PEHUM HAa HAAMOYEYHUKOBYI HEIOCTATOYHOCTDH).

K cynmpeccuBHBIM mpodaM OTHOCST Malylo U OOJNbUIYI0O OeKcameTa-
30HOBBIE npober (AuMarHocTuka U auddepeHUMalbHasi AMATHOCTHUKA
cuHapoma Kymwunra), mpoOy ¢ TJII0OKO30#i (AMarHocTuKa akKpoMeraluu).
B naHHOM ciyyae ypoBeHb TOTO MJIU MHOTO TOPMOHA OIEHUBAIOT MOCIe
BBENEHUS B OpTraHU3M 0OJoKaTopa ero NMpoAyKUUU. B cinyyae oTcyTcTBUSA
aBTOHOMHOUW (MIU MOJYaBTOHOMHOUW) TUNepdYHKUUU XeJe3bl, YPOBEHb
9TOTO TOPMOHAa CHU3UTCSI HUXE OKCIHEPUMEHTAJNbHO OMNPEAEIEHHOTO
KPUTUYECKOTO yPOBHS.

Hapsany c oueHKoid YpOBHSI TOPMOHOB B KPOBM OINpelelieHHOE Iua-
rHOCTMYECKOE 3HayeHHUE B pAJe ClyyaeB MOXET MMETb OMNpEAcJeHUE UX
9KCKpeuuu ¢ Mo4oil. JIuarHocTtuyeckasi LHEHHOCTb 3TUX MCCJENOBAaHUI,
HalpuMep oOINpeaeieHUe HDKCKpeLUuM CcBOOOJHOro KOpTHU3OJa, CYLIECT-
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BEHHO MEHbIIEe TaKOBOW naad COBPEMCHHBIX (byHKI_[I/IOHa]TI)HLIX TECTOB.
AHaJTOTUYHBIM 06pa30M B HaCTOdW€C BPEMI NPAKTHUYCCKHU MOJTHOCTHIO
nepecrtajim MUCINOJIb30BAaTh ONMPEACICHUE B3KCKPCUOUU MeTaboIUTOB TOpMO-
HOB, CIMHCTBCHHBIM UCKIIOYCHUEM ABIIACTCA ONPECACICHNUEC YPOBHA MCETa-
OOJIUTOB KaTE€XOJaAaMUHOB IJISI TMATHOCTUKH (bCOXDOMOHHTOMH.
HDOGHBMI)I TOPMOHAJIBbHBIX uccliefOBaHUN He 3aKaHYMBAWOTCS B3ATUEM
KpOBH gJaxe C coOnaeHueM BcCex IOIpaBUI U YY€TOM BCEX BHCIIHUX U BHYT-
PEHHHUX CbaKTOpOB, KOTOPBI€ MOTYT OKa3aThb BIUAHHMUE Ha UX PE3YJIbTaThbl.
Bonbuioe 3HaueHUEe TaKxXe MMeeT COOJIOACHUE nIpaBuUJl XpaHE€EHUA UIOO-
CTaBKM OMOJTOTHMYECKUX XUAKOCTEH (L[J'IH pana WccileAOBaHUN OTAeNeHUuEe
nmaa3sMbl C UCITOJIB30BAaHUEM aAaHTUKOAryJIsdTHOB, 3aMOpaXMWBaHUC 06pa3ua,
nobaBieHUe KOHCEpBaHTa I/IHPO‘-ICG), aTakxe coOJlOIAeHUE METOAUKH
npoBe€aAC€HUA CaMOIro ropMOHaJIbHOTIO MCCIEOOBAHMUIA. B mocnenHue romb
IIUPOKOE paCcnIpOCTPaHEHUE MNOJNYYHUIINU MOJTHOCTbIO aBTOMATU3UPOBAHHBLIC
METOAbBI TOPMOHAJBbHOIO aHajaui3a, KOTOPbLIE€ Hapgaay C BBICOKOM Ipous-
BOOUTEIbHOCTbIO IMO3BOJAIT MHUHHUMU3BUPOBATHL BO3MOXHOCTDH OIIII/I6KI/I,

CBSI3aHHOM C «4YE€JIOBEYECKUM CbaKTOpOM».

1.3. MTHCTPYMEHTAJIbHbBIE METO/bI

MHCTpyMeHTaJlbHBIE METOIBl MCCHAENOBAaHUS 3aBepUIAT AUATHOCTUYEC-
KU MoUCK mMpMu 3a0o0jeBaHUSAX DHAOKPUHHBIX Xene3. Haubonee yvacro
UCMONBb3YIOT YIbTpa3BykoBoe wuccinenoBaHue (Y3WN), peHrtredHorpaduio,
KoMnbioTepHYl ToMorpadpuiwo (KT) ¥ MarHUTHO-pE30HAaHCHYI TOMOTpa-
burw (MPT). Kpome TOoro, B 9HIOKPUHOJOTUU MPUMEHSIIOT CIIelLlUaTbHBIE
METOAbl: aHTuorpaduilo C CEJEKTUBHBIM 3a00pOM KpPOBHU, OTTEKalIleii
OT HIOKPUHHOMN XeJe3bl, AN ONpeaesieHUS B HEid YPOBHS TOPMOHOB,
pPaiuMOU30TONHOE HccaengoBaHue (cuuHTUrpadus WHUTOBUAHOU Xeje-
3pl), ACHCUTOMETPUS KocTeil. OCHOBHBIE MHCTPYMEHTaJlbHBIE METOIHI,
MCTOJNb3yIOUIMECS AJg NUATHOCTUKU SHIOKPUHHBIX 3a00JNeBaHUNA, M UX
IVAaTHOCTHMYECKOE 3HaYeHHUE MpeacTaBIeHb B Tabn. 1.4.

B cBSA3M C WIMPOKUM BHEAPEHUEM B KIMHUYECKYIO MPAKTUKY HA MPOTS-
XKEHUU MOCHEAHUX AecATUNEeTUN Budyanusupyromux meronos (KT, MPT)
JAuarHocTUYeCKUEe M TepameBTUUYECKUE TMNMpoOJeMb HepeakKo BO3HUKAIOT
npu cly4yaliHOM OOHapyXeHUU MOPDOOJTOTMYECKUX HU3MEHEHUH OSHIOK-
PUHHBIX XeJe3 MPU OTCYTCTBUM KAKUX-TMOO KJIUMHUYECKUX CUMIITOMOB.
HaubGonpmue npoGaemMbl B 3TOM IJaHEe BO3HUKAIOT MPU CJIYYallHO BBISIB-
JEHHBIX OOBEeMHBIX O06Opa3oBaHMSIX (MHUMAEHTAAOMAX) HAIMOYEYHUKOB,
runodursa U LIMTOBUIHOMN XeJe3bl.
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Ta6s. 1.4, OCHOBHbIE MHCTPYMEHTAJbHbIE METOIbl UCCJIETOBAHUS

npu SHOIOKPUHHBIX 3ab0o0eBaHUIX

DHAOKPUHHAS Meton
Lleas uccaenoBanusi (KOMMEHTAPUU)
Keje3da HCCeIOBAHNS
MPT Busyanuzanus
KT (MeTon BbrIGOpa - MPT)
Tunodus,
CTpyKTypa U KOHTYpPbI TypeLKOIro
TUIIOTalaMyc
PeHTreHorpa- cepna (MHGOPMATUBHOCTb OFpaHU-
bus yeHa, LejecoodpaszHa TOJIbKO MpHU
MakpoaJleHoMax)
van OueHKa pa3MepoB XKeJie3bl M Y3J0BbIX
obOpa3oBaHu
OueHka obiurero 3axpata U GyHK-
LLMOHAJIbHOW aKTUBHOCTHU Y3JOBBIX
obpa3oBaHUil, OOHapyXeHHUE IKTO-
Cuunrurpadus p L py N
MUPOBAHHOWI TUPEOUAHON TKAHU
MuToBRAHAS n MeTacTa3oB qAupdepeHUUPOBaH-
xexesa HOTO paka
I[TyHKIMOHHAas Lutosoruyeckass xapakTepucTukKa
ouomncus y3J10BbIX 00pa3oBaHU
OueHka pa3MepoB 3arpyaAuHHOTO
MPT 300a, 1MarHOCTUKA DHAOKPUHHO K
odTaibMonaTuu
Y3U Busyanuzanus (nocTymHa He Bcerjaa)
ITapamuroBum-
Tonuyeckasi AMarHOCTUKA TUIIEP-
HBIE€ XEJIE3bl CuuHTurpadus B
GYyHKIMOHUpYIOIIEH Xele3bl
MPT, KT, Y34,

Monxenynou-
Has xejesa

CCJICKTUBHAasd Ka-
TETCpUu3aluusgd BCH

Tonuuyeckas 1MarHOCTUKaA ropmMo-
HaJIbHO-aKTUBHBIX onyxoneﬁ

Busyanuszanusi (MMeOT MPUMEPHO

KT, MPT ONMHAaKOBYI0 JMAarHOCTUYECKYIO
1LIEHHOCTb)
Hanmoueu- N
CenekTuBHAas Ka- OueHKa TOpMOHaJbHON aKTUBHOCTH
HUKHU .
TeTepusalus BeH 00beMHBIX 00pa3oBaHMIi
Tomuueckasi fMarHocTuka
CuuHTturpadus .
xpoMabGUHHBIX omyXoJei
SAuyHuUKHU Y31 Busyanuszanus
Aunaxn Y3U Busyanuzanus
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1.4. MOJIEKYJTAPHO-IMEHETUHECKWME
METObI

Hapsany c TtemM, 4TO mpu NOMOIIM MOJEKYJNSIPHO-TEHETHYECKUX METOAOB
MPOUCXOOAUT MHTEHCUBHOE M3y4YeHUE OSTUOJOTMU U MaToreHe3a OSHIOK-
pUuHOMATUI, OHM HAaYMHAIOT BHEAPATHCS B KIMHUYECKYIO MPaKTUKY IS
OIUAaTHOCTUKHM psaga 3aboneBaHuil. [lomaBiasirouiee GONbUIUHCTBO 3IHIOK-
PUHOMATUI OTHOCHUTCS K 3a00JeBaHUSAM C HACJIEACTBEHHOUN Mpeapacmosio-
XKEeHHOCThI0. Pa3zBurue 3Tux 3a6oeBaHUN OMpeaeasieTCs B3aMMOACHCTBU-
€M OmpeleieHHBIX HAaCHeACTBEHHBIX M CPeAOBbIX ¢pakTOopoB. luarHoctuka
3TuUX 3aboyieBaHUU 0a3upyeTcss MCKIYUTEIbHO Ha MAHHBIX KJIMHHUYEC-
KUX, TOPMOHAJbHBIX U UHCTPYMEHTAJIbHBIX METOIOB.

JAnss TMarTHOCTUKM 3a00NeBaHU, KOTOPbIe CBI3aHBl C XPOMOCOMHBIMHU
M TEHOMHBIMU MyTauusamu (cuHapombl Jayna, IllepemeBckoro-TepHepa,
Knaitudbentepa) noctatoyHo MHGOpPMAaTUBEH TakKOil MPOCTOW MeTOH, Kak
KapuoTUNupoBaHue. B KayecTBe CKPUHMHTOBOILO TecTa, KpoMe TOTO,
MOXET MCMOJTb30BaThCs MCCJEJAOBaHNE MOJOBOTO XpOMaTHHA.

3HayuTeNbHOE 4YUCIO 3a00JieBAHUU CBSI3aHO C TEHHBIMU MYTalUs-
MM, KOTOpPble MOAPA3ACAAIOTCS HAa aYyTOCOMHO-AOMUHAHTHBIC (CUHIPOMBI
MHOXECTBEHHBIX OJHIOKPUHHBIX HeEOMIa3uil), ayTOCOMHO-pEILECCUBHBIE
(neduuut P450c2l), cuemjeHHBIe C MOJOBBIMM XpoMocoMaMu (aiApeHO-
neitkoguctpodusi, cunapom KannmaHHa), U AAsg UX IUATHOCTUKHU, Kak
MpaBUJIO, B Ka4YeCTBE NOMOJHUTENbHBIX METOLOB MOXET HCIMOJTb30BaThCs
MpsIMOil TeHEeTUYECKUN aHannu3, T.6. TOUCK TUNUYHOU MyTauuu. B tadn. 15
npuBefAeHbl OCHOBHBIE JaHHBIe O HauboJiee M3BECTHBIX HACIEACTBEHHBIX
CUHAPOMAax B 9HOJOKPUHOJNOTHUH.

1.5. TOPMOHOTEPAINA

B HacTosimee BpeMsl He CyllecTBYeT TaKOoii 00JlacTu MEAUIUHBI, B KOTOPOU
Obl He UcHoJb30oBajach ropMoHoTepanusi. [IpUMEHSIOT UCTUHHBIE TOPMO-
Hbl, UX aHAJOTU, BEUIECTBa C TOPMOHOMOZOOHBIM AeHCTBMEM M BelleCTBa,
ABASIONIMECsS aHTaroHuctaMu TropMoHOB. CymecTByeT KaK MUHUMYM
YyeThpe BapHMaHTa TOPMOHOTEpANUU:

1. 3amecTuTeNbHAasi Tepamus INpernapaTaMu TOPMOHOB MNMpPHU HEZOCTa-
TOYHOCTU SHIOKPUHHONW Xeyse3bl (TUPOKCHUHOM TNpPU TUNOTUPEO3E, Tec-
TOCTEPOHOM TNpu rumoroHanuime). OHa, KakK NpPaBHUJIO, SBISIETCS XU3-
HEHHO HeoOXOoAMMON (rMMOTUPEO3, TUMOKOPTULUM3M, caxapHblii nuabet 1

TI/IHa). OCHOBHOM LEJNbI0 3aMECTUTEIbHOM TE€panuu ABIACTCId HAa3HAYCHUC
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HasBaHune rnasbl

Tab6n. 1.5. HekoTopble HacaeICTBEHHBIC

Cunapom

Kiaunnyeckue NMPOABJICHUA

Xpomocommnoie

Cunapom KunaiiHdenrtepa

Cunapom IllepuiieBcKoro-
Tepuepa (46X0)

TuneproHanOTPOMHBIM TUIIOTOHAAU3M

FI/IHCPFOHaﬂOTpOHHbII‘;I TUIIOTOHAaAMU3M, aMeE-
HOpEsd, anjia3usa TEHUTAJIUMI, HU3KOPOCIOCTH

Jlepexm eenoe

Hdeduuur aHTUMIONIEPOBO-
ro ¢pakropa (AM®D)

Myxckoit mceBrorepmMadpoaguTU3M

Hegpexm cunmesa

Bpoxnenunas nuchyHK-
UsST KOPbl HAAMMOYECUYHUKOB
(BAKH): neduuur P450c2t

TunepaHapoTreHUs C AUCTEHE30M HaPYXKHBIX
TeHUTANIUU y AeBOYEK, COJbTEPSAIOMNNA CUHA-
pOM, THUPCYTU3M

Hapywenue nepugpepuueckozo

Heduuur 1 lp-rugpoxkcucre-
poiia-nerugporeHas3bl
(11P-HSD)

CHUHIpPOM KaXxyllerocs M30bITKa MUHEpPaIo-
KOPTUKOUIOB

Hapywenue peuenuyuu 20pmono6 u nocmpeuyenmopHusix

MNHCYJIMHOPE3UCTEHTHOCTD,
JenpedayHu3M, CUHIPOM
Pabcona-MeHnaenbxana

TunepuHcyiuHeMusi, HapylieHue GepTUIb-
HOCTHU U TICUXMYECKOTO Pa3BUTUS

Hegpexm sidepuvix

Pe3ucteHTHOCTD K THUpEOUO-
HBIM TOpPMOHaM

T'uno- unu QYTUPEOUOTHOEC COCTOSAHUEC IIPU
BbICOKOM YPOBHE€ TUPOKCHUHA B KPOBU, B PALAC
Cjlydya€B CUMIITOMBI TUPEOTOKCHUKO3a

/legpexm enympuxaemounvix

Cunapom Oubpaiita

HCSBHOFHHOHapaTI/IPSOS

Mmnuoocecmeennvie

Cunapom MDOH-1
(cunapom Bepwmepa)

Cunapom MBOH-2
(cunapom Cumnmnia)

FﬂnepnapaTMpeo3, OCTPOBKOBO-KJIE€TOYHBLIC
OIIyXO0Jau, aa€HOMBbI FI/IHO(I)I/I38.

MenynnsipHplii pak LMTOBUAHOW XeIe3bl,
dbeoxpoMonuToMa, rumeprnapaTupeos
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[p9dberora Hacaenoanue T'enernueckuii gedekr
abeppauuu
1:5000 CrnoHTaHHOE Hapyle- [Monucomus mo X-xpomocome
HUE MeH03a POLUTENb- (46X11Y)
CKUX TaMeT
1 Ha 5000 Monocomusa X
IeBOYEK Toxe

nenmuoHbvlx 2OPpMOHOB

Penko AyTOCOMHO- Toueunas myramus reHa AM® Ha
peleccCuBHOE xpomocome 19

20pMOHO8

1:10 000 AyTOCOMHO- MyTtauus, aeneuus UjiM KOHBEPCUS
peleccuBHOE reHa U TCeBIOTeHA Ha Xpomocome 6

Mmemaboausma 2OPMOHOEB

Penko AyTOCOMHO-

pPEUHECCUBHOC

[eH ¢pepMeHTa pacmoJiOXeH Ha Xpo-
mocome 1

MeXAaAHU3MO86 nepeda'm 2OPDMOHAABbHOCO cucHara

Penko AyTOCOMHO-

pe€ueCCuBHOC

TodeyHble MyTAallMKM T€HA Ha Xpo-
Mocome 19, medeKThl a- U p-Lenei
pelenTopa MHCYJIMHA

peuenmopos 20pmMOoHO8

Penxo AYTOCOMHO- ToyeyHble MyTallM¥, CIIAWCMyTallUu
MOMUHAHTHOE U AeJellu TeHa pelenTtopa K TUPEo-
UIHBIM TOPMOHAM Ha XpoMocoMme 5
Mmeccenoicepos
Penxo AyTOCOMHO- AKTHBUpYyeMas MUCCEHC-MYTalus
ITOMUHAHTHOE reHa Gsa-cyO0beIMHUIIBI Ha XpPOMO-
come 20
dHOOKpUHONnamui
1:50 000 AyTOoCOMHO- MuakTuBauus reHa, noaaBafgiollero
TOMUHAHTHOE pocT omyxoJieil, TOKalM30BaHHOTO Ha
xpomocome 11 (perumon llql3)
1:25 000 To xe ToyeuHble MyTauuu

Ret-mpoTooHKoreHa Ha xpoMocome 10
(peruon 10pl1.2)
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ropmMoHa B pU3UONOTUYECKO!, MHAMBHUAYAJIbHO aZaNTUPOBaHHOMN mo3e
U MakKCcUMalbHass UMUTAUUS GU3UOTOTUYCCKON MPOAYKIMHU 3aMeIIaeMOTO
ropMoHa C y4eTOM €ro HUMpPKaAfMaHHOTO pPUTMa U psiga ApYyrux $GakTopoB.
[lpu HeamekBAaTHO HU3KOW 103€ COXpaHsSEeTCs CUMITOMaTHKa 3aboyieBa-
HUsl, TMepeao3upoOBKa BedeT KTEM Xe€ MOCIEeACTBUSAM, YTO U dHAOTEHHAas
TUMEePHPOAYKIMS TOPMOHA.

2. ®apMakoaMHAMHUYeCcKas Tepanus, MPU KOTOPOW HUCHONAB3YIOT apdhekT
TOPMOHOB Ha OTHEJbHbIE CUCTEeMBbl (Tepamnus TAWKOKOPTUKOMIAAMHU TMPH
HEKOTOPhIX ayTOMMMYHHBIX 3a00JeBaHUSIX, NapaTropMOH [IJs1 JIeYECHUS
ocTeomnoposa).

3. CynpeccuBHass Tepamusi, NPU KOTOPOW OJAMH TOPMOH Ha3HavYamT
C IeJbl0 MOMaBJIeHUs MPOAYKIIMU npyroro. Kak mpaBuiao, TOPMOHBI Mepu-
bepuyeckux Xee3 Ha3HAYAIOT C IENbIO CYNMPECCHU MPOAYKIMU TPOMHBIX
TOPMOHOB (Tepamus mMpemapaTaMi TUPEOUIHBIX TOPMOHOB IMMPH HEKOTOPHIX
dbopmax 306a, 3CTPOreHHl C LENbO KOHTPAUENIUU U TpoUee).

4. Crumyaupymoumas Tepanus, KOTOPYIO, KaK MPaBUIO, OCYU[ECTBIASIIOT
0T aKTUBALUKM NEATEIbHOCTU MNepudpepuIecKUX SHIAOKPUHHBIX Xejes,
Ol 4ero MCHOJIb3YIOT MpernapaTbl TPOMHBIX TOPMOHOB (TOHAAOTPOTMHUHEBI
onasi ctumynsiuuu opyasuuu, TTE gnsg CTUMYASILUMU 3aXBaTa MIMTOBUAHOI
Xejge3oi nonma).



(naBa 2

FTMMNOTAJTAMO-TUTMOPUNIBAPHbBIE
3ABOJIEBAHWNA

2.1. AHATOMUA N DN NOJ10T A
TMMNOTANAMO-ITMMNODPUN3APHON CUCTEMBI

T'nnoduz — Xejne3a BHYTPEHHEW CeKpel MU, pacmoJioOXeHHass Brumodu-
3apHON SIMKEe TypelKOTro cejaja KJIMHOBUAHON kKoctu (puc. 2.1). Macca
runocdusa cocrabaset 0,5—0,7 r, pasmepnr 1,3 X 0,6 X 1,0 cM, HO OHU MOTYT
MEHSThCS B 3aBUCUMOCTU OT BO3pacTa u mosa (y XeHNIMH OH OoJblle,
yeM y MYX4YuH). B runoduse paznaumualoT ABe OOJU: NepelHO (axeHo-

runodus) u 3angH0O©0 (Helporunodus). ALeHOTUNOGDU3 COCTOUT U3 TpeX

BopoHKa runodH3za 3pHTensHbIA Heps

Bepxusasa runodH3apHan apTepHs
BHYTpPeHHS COHHAA apTepHA
Juadparma cenna 4 Irnodusapusie senst
3aauAs COeHHHTEABHAR
apTepus

Tnasuoi neps,

Bepxnan runodusaphan
apTepus

Innodu3apHLie Bensi

KapepHO3HaA HacTh
BHYTDeHHeili cOHHOM
apTEPHH

OTeonammiil neps

Basuaapnas
apTepus

3anuasn moarosan
apTepua

KasepHoanbiii cHuyc

Tunodus

Puc. 2.1. Tunodus (éud ceepxy)
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TUTOB KJETOK: auugoduJIbHBIX, 0a300UIBHBIX, COCTABIASIOUUX TPyHnmy
xpoModunos, u xpomodo60B. AungoduibHbie (303UMHOPUIBHBIE) KIECTKHU
BeIpabaTeiBaloT ropMoH pocta (I'P; comarorpodbl) m nmposnakTuH (JaKTOT-
podbl), 6az3opuabHbBIEe KIETKU — TUpPeoTponHb it TropMoH (TTI; Tupeorpo-
¢b1), anpeHoKopTUKOTponHb i ropmoH (AKTI, koptukoTpodbl), a Takxke
TOHAZOTPOMUHB (ToHamoTpodsr): donnukyroctumynrupylomuin (OCTI)
unwotTenHusupywmuii (JIT) ropMoHbsl. XpoModoOHbBIEe KIETKNU paccMaTpu-
BAlOT KaK UCTOYHMUK, U3 KOTOpOTO nuddGepeHUUPYIOTCS XPOMODHUIIBI.

B Heliporunodpuse oKaHUYMBAITCH BOJOKHA TUMNOTajJaMo-Tunodu-
3apHOTO TpakTa, MAYUIME OT CYNPaoNTUUYECKOTO0 WM MapaBEHTPUKYISIPHBIX
gaep runorajamyca. AKCOHBl HEMPOCEKPETOPHBIX KJIETOK 3aKaHUYUBATCSH
aKCcOBa3aJbHBIMU CUHANCaMHU, MO KOTOPBIM IMOCTYMNalT CEKpEeTUPYEMbIe
B Apax rumnoTtajaMmyca Ba3oNpeccCUH (AaHTUIAUYPETUUYECKUI TOPMOH) U OK-
CUTOLIMH.

AneHorunodus SIBASETCSA KIIOUYEBBIM PETyJIITOPOM SHIOKPUHHOU cuc-
TeMbl. Cexpetupyembie uM ropmonbl (JII, ®CI, TTI, AKTI) peryaupyior
byHkuuio mepudepuyecKUX DHIOKPUHHBIX Xeje3: IMUTOBUAHON, KODPHI
Haamo4YyeuyHUKOB, roHaa. JApyrue ropmoHsl (I'P, mpomakTuH) OKa3blBalOT
npsiMoe NeiicTBUE Ha OPTaHbl U TKAHU-MUIIEHU.

T'unoranamyc pacrnojioXeH Ha OCHOBaHUM MO3ra M OTpPaHUYEH CIe-
peAu TepeKpecTOM 3PUTEJIbHBIX HEPBOB, C3aAMd MAaMUJJSIPHBIMU Teja-
MU, o 60KaM - 3pUTEJIbHBIMU HepBamMu. CBepXy B runotTajaMHUYecKylo
obmacts BHenpsiercs III xenymouek mo3ra. Macca rumoTajlaMyca B3pOCJoO-
ro yejoBeKa cocTaBiasgeT okoJo 4 r. [IpoBoAasgmIMe MYyTU TECHO CBI3bIBAIOT
TUNOTajJaMyC C COCEJHUMU CTPYKTYypaMHu TOJIOBHOTO Mo3ra. B3zauMocBs3b
runodusa M rumorajaMyca OCYUIECTBJISIETCS 4Yepe3 MOpPTalbHYI CHUCTE-
Mmy. IlopranbHas cucteMa runodu3a BKIHOYAET MEPBUYHYIO KaNUIIAD-
HYI0 CeTbh, KOTOpasd KOHTAKTUPYET CTEPMHUHAaJsIMU aKCOHOB apKyaTHO-
ro, BEHTPOMEIMAJbHOTO W MapaBEHTPUKYJISIPHOTro sAep Trumorajgamyca.
Kanunangapsl NMepBUYHOTO CHJETEHMUS COOMpATCS B MOPTajlbHBIE BEHBHI,
UAylIIMEe BIOJb TUNO(PU3apHONA HOXKM B NMEepelHIO0 noJ rTunodusa, rae
OHM pacmajnarlTcs Ha BTOPUUYHYIO KanujJdaspHy ceTb. CUHYCOUIBl BTO-
PUYHOUN KaNMUJJSAPHON CETU COOUPAIOTCSA B BBIHOCSALIME BEHBI, MO KOTOPbBIM
KpOBb, obOorameHHass TOpPMOHaMUu TNepeaHel noJu runocduiza, MocTymnaet
B CUCTEMHBI KPOBOTOK. M3BECTHbBIE B HaCTOSILIEE BpeMs TOPMOHBI TUIO-
TajaMyca NMoApa3feigaloT Ha TOPMOHBI, YCUJUBaIIUE (PUJIUZUHT-TOPMO-
Hbl, TUOEPUHBI) U TOPMO3slIUE (CTATUHBI) BBIJECJIEHUE COOTBETCTBYIOIIUX
TPOMHBIX TOPMOHOB, NMPU 3TOM HX POJb HEe CBOOUTCS K cxeMe onuH Jlnbe-
puu (CTaTUH) — OAUH TOpMOH rTunodusa. Tak, TUPOTUOEPUH MOXET CTH-
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MynupoBaTh nmpoaykuuio TTI u mponakTuHa, TOHAamOIUOGEPUH SBISETCS
o0muM pugusuHr-ropMoHom ainsg JIT m®CI; comMaTocTaTMH TOHaBISET
cexpeunw I'P u AKTT.

IIpoaakTun — OEIKOBBI TOPMOH, OCHOBHOW (u3Monoruvyeckoint GpyHk-
IMUell KOTOPOTO sIBAsAeTCs obecmedeHne NakTauuu. CTUMyIUpyloliee BIM-
SHUE Ha CEKpPEeI W MPpOJaKTUHA OKa3blBaeT MPOLECC KOPMIEHUS TPYyIblo.
OCHOBHBIM HMHTUOUTOPOM CeKpelHWHW NpOJAaKTHHA SBIsieTcsd AopaMuH,
CUHTE3UpPYIOIUIicsId B TUMoOTajJlamMyce.

T'opmon pocta ('P, coMaTOTpONMH) — MOJNUNENTUIAHB U TOPMOH 3D DeK-
Thl KOTOPOTO Ha OpPraHbl U TKaHU pPEalu3yIOTCs HUHCYIMHOMOTOOHBIM
poctoBbiM (pakTopoM-1 (MPDP-1), cuHTEe3MpyWUUMUCS B INEUYECHU TOM
BausiHueM ['P. OcHoBHBIM 3dbdexkTom 'P yneTeit ©¥ moapoOCTKOB SABAsSIETCS
CTUMYNSAUMUS MPONOJIBHOTO POCTa KOCTed (MPEUMMYIIECTBEHHO IJUHHBIX
TpyOuYaThIX U B MeHbIIel cTeneHu ryouarseix). Kpome toro, I'P ctumynupy-
eT CUHTe3 OelKa M 3aJepXkKy a30Ta, OKa3blBaeT IUMOIUTUIYECKOE U AHTHU-
HaTpullypeTuueckoe geiictBue. BBemenume dusmonoruueckux no3 [P maer
KPaTKOBPEMEHHBI I MHCYJIUHOMOAOOHB ! (CHUXEHUE TIUKEMUU), a 3aTeM
KOHTpUHCYNApHBI 3pdekt. Cunrte3 u cekpeuusas [P KoHTponupymoTcs
OIBYMSI THUINOTaJlaMUYECKUMU HEUpPONMENTHUAAMU — PHUIUZUHT-TOPMOHOM
I'P (comatonub6epun, 'P-PI') u comaroctatTuHoM. B TeueHue AHS YPOBEHbD
I'P B mnasme coxpaHsieTcsl HM3KUM; muk comepxanusi [P oTmeuaercs
mocjie nmpueMa MULIU, U €TO YPOBEHb MPOTPECCUBHO yBEeIUUYMBAETCS BO
BpeMs cHa. Y pacTymuX OeTed MHTerpajlbHas cyTouyHas mnpoaykuus [P
CYUIECTBEHHO BBIIIE, Y€M Y B3POCIBIX.

JioTennusupywmuit ropMmod (JII') BIMYHUKAX CTUMYJIUPYET OBYJIS LU IO
W CUHTE3 aHAPOTEHOB KJETKaMU TeKU, a B AIUUYKAX SBISIETCS PETYyAITOPOM
MPOAYKIIMU TeCTOCTepoHa KieTKamu Jleiinura.

DonnukygocTuMyaupyomuii ropMmoabl (PCI') BAMYHUKAX CTUMYJTUDPY -
€T POCT KJIETOK IpaHyJe3bl M CeKPEI M0 3CTPOTreHOB; B IMYKAX — BMecCTe
C TECTOCTEPOHOM CTUMYIUPYeET cliepMaTtoreHes (cm. m. 5.1. m 6.1).

AnpeHokopTtukoTponHbliii ropMoH (AKTI, KOpPTUKOTpPONMUH) SBIASETCH
CTUMYJSITOPOM NPONAYKIUU KOPTU30Ja M aHIPOTEHOB B KOpe HaAModYed-
HUKOB (cM. 1. 4.1).

OcHoBHO#l dyHKuMeit tupeorponnoro ropmona (TTI) aBasercs ctu-
MYJISLUSI CUHTE3a M CEKPEUUU TOPMOHOB LIMTOBUOHOW XeJTe3bl, a TaKxke
Tpodhuyeckoe BO3ACHCTBUE HATUPEOUUTH (cM. m. 3.1).

CaMOCTOSATENbHOW U BO MHOTOM aBTOHOMHOU CHUCTEMOW SIBJASIETCS HeM-
porunodu3, COCTOSUIMI, KaK YyKa3biBaloCh, U3 aKCOHOB CYyNMpaoNMTUYECKO-
rO U MapaBEeHTPUKYISIPHOTO siiep TUIOTajxamyca.
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Ba3onpeccuH (apruHUH-Ba30NpPEeCCUH, AHTUAUYPETUUYECKUNH TOPMOH,
AIT) aBnsgercd 6enkKoM, cocTodmW UM U3 9 aMmuHokuciaor. Peuentoper AAT
HaxXoHsTCs BIOMCTaJbHBIX M3BUTHIX KaHajJbllax HedpoHa; MX aKTUBaUUI
NMPUBOOUT K yCUJIEHUIO peabcopdbuuu Boabl. B dpusmonmormueckux ycio-
Busax cekpeuus AJII peryaupyercsds ocMopeuenTopamMu THUINOTajsaMmyca:
TUTIEPOCMOJIIPHOCTD IJAa3Mbl NMPUBOAUT K cCTUMYynsduuu cekpeuumu ALT.
ApyruMu HenpsIMbIMU cTumyiasitopamMu cekpeuuun AT saBasoTCcd rumno-
BOJICMUS U apTepuajbHasg TUNOTEH3US.

OKCHTOIMH TaK Xe€, KaK U Ba30MPEeCCUH, COCTOUT U3 9 aMUHOKUCIOT, HO
OTJIMYaeTCs OT HEro ABYMS aMUHOKHUCIOTHBIMU ocTaTkaMu. OKCUTOIUH,
BO3JEeCTBYSI Ha MYCKyJaTypy MaTKH, YBEJIMUYUBAET CHUJIY €€ COKpalleHU,
obecmeuynBasi TakuM o00pa3oM pOAOBYIO NESITEIbHOCTb M MOCIAEPOAOBOE
cokpameHue MaTku. CTUMyIUpysT COKpalleHNEe MUODMUTEIUATbHBIX KIe-
TOK ajlbBeOJ MOJOYHBIX XeJNe3, OKCUTOILUH CINOCOOCTBYET MOCTYMJEHUIO
MOJOKa B MJeuHble NPOTOKU. PU3MONOTUUECKUMU CTUMYISITOPAMHU CeK-
pelUu OKCHUTOLUMHA SIBASIOTCS pPACTAXEHHE TMOJOBBIX MNYTel KE€HIIUHBI
U KOpMJEHUE TPYAbIO.

2.2. METOAbl OBCJIEAOBAHUA NMALUMEHTOB
C T’MNOTAJTAMO-TMMO®UN3APHO NATOJIOITMEN

2.2.1. dusumkanbHbie MeToAbl

KnuHnuyeckass KapTUHaA THIOTAJaMO-TUNO(GU3apHON MaTOJOTUM OTIUYA-
eTCcsl 3HAUYUTEJbHBIM pa3HooOpa3smeM, MOBTOMY KaKue-JIMOO cneuuduuec-
Khe GU3MKalIbHBIE METONB OJsI 0OCIeqOBaHMUS MAlMEHTOB C MAaTOJNOTHEN
runodusa oTcyrcTBywT. TeM He MeHee, BONMPEKU OBITYHIIUM TNpeacTaB-
JTEeHUSAM, MMEHHO NAHHBIE KJIMHMUYECKOW KapTUHB MMEIOT HAUOONbIIUMA
yIeJNbHBI BecC OJIT MOCTAHOBKM OAMarHo3a.

2.2.2. JlabopaToOpHble MeToAbl

A NUArTHOCTUKM HapylIeHUs NPOAYKUUU TruUnobu3apHBIX TOPMOHOB
yalle BCETOo WMCHOJb3yeTcs ONpelesieHMe 0a3albHOTO YPOBHS TOPMOHOB,
pexe pa3JuuyHble (GYHKUUMOHaXIbHBIe mpo6Gb (Tabn. 2.1). MccnemoBaHue
YPOBHS THIOTAaJaMHYeCKNX TOPMOHOB KJIMHHUYECKOTO 3HAUEHUSI B HACTO-
siuiee BpeMsi He UMeerT.
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Ta6a. 2.1. JlJabopaTopHasi 1MarHOCTUKA TMMOTAadaMO-TUNoGu3apHbIX

3aboJieBaHUN
OuneHKa NpoXYKIHUH
| Topmon
d Jedunur W 30bITOK
) TecT ¢ MHCYJIUHOBOM TUMOT- YpoBernb UPD-1* 3HauuTeNb-
nukemuein. MMcXxomHo yTpoMm HO O0ojiee UHDOPMATUBEH,
HaToulaK OLEHUBAETCS yeMm Oa3aJbHbINA ypoBeHb [P
0a3aJbHBIA YPOBEHb IIIO- OpanbHBI TJIOKO30TO-
ko3bl, I'P u koprtuzona. B/B nepaHTHbt TecT (OI'TT):
BBOAUTCSI UHCYJIUH KOPOTKO- YTPOM HAaTOIaK MPUHUMAET-
e ro aevictBus (0,1-0,2 En/xr). cs1 75 r r10KO03bl, ypoBeHb ['P
Ha dboHe pa3BuTHUS TUNOTIU- oueHuBaercs ¢ 30-MUHYT-
kemuu (< 2,2 MMOJb/N) ypo- HBIM MHTEPBAJOM Ha MpPOTS-
BeHb 'P B HOpMe mpeBbILIaET xeHuu 150 MUHYT, B HOpME
5 MKT/1, KOpTH30J1a — OH MOJaBJSeTCS JO YPOBHS
500 HMOaB/N meHee 0,5 MKr/n
CoyeTaHMe CHUXEHHBIX Kaszyuctuyecku peakas
TTI 6azanbHbIX ypoBHei TTI natosorus (TTI'T, T4T)
u cBobonHoro T4
Basanbpubie ypouu JI, ®CT Kaszyuctuuecku penkas
JAr, ®Cr U TOJIOBBIX TOPMOHOB naToJoTus
CHUXEHBI
TecT ¢ UHCYTUHOBOU Manas u 6onbuias gexca-
AKTT TUMOTJAMKEMHUER MeTa30HOBasi MPOOK
(cM. BblLIE U TJ. 4) (cMm. 1. 4)
B nonasnsilonieM GoJbUIMHC- bazanbHBI ypOoBEeHb
[IponakTuH | TBe ciyyaeB HEe MMeEET MATO- NMpoJaKTUHA MOBBILIEH
JIOTUYECKOTO 3HAaUYCHHUS

*UP®-1 — MHCYIMHOMOLOOHBI pOCTOBOM (hakToOp.

2.2.3. NNHCcTpyMeHTaNbHble MeToAbl

K vHCTpyMeHTalbHBIM MeTOAaM, KOTOPble MCHOJb3YIOTCS IJs1 BU3yaau3a-
LUU TUNoTasaMo-Tunodu3apHoilt o6JacTu, OTHOCSATCS PEHTIEHOKPAHUOT-
padusi, xomnbiloTepHass Tomorpadpus (KT) M MarHUTHO-pe3OHaHCHas
Tomorpapusa (MPT). Cpeau AONMOJTHUTENbHBIX METOAOB CJEAYeT yKa3aTh
Ha ompeaejeHUe MOJeil 3peHus (MIepUMETPUsI), KOTOPOEe MOKa3aHO MalUeH-
TaM ¢ MakpoaJjeHoMaMM runodusa, a Takxe Mocje NepeHECEHHbIX Hellipo-
XUPYPIrUUEeCKUX BMEUIATENbCTB, KOTOPbIe MOTYT OCJOXHUTbHCS CNAaCYHBIM
MPOLUECCOM C HapylIeHUEM 3pUTENbHON GYHKUUMU.
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PeHTreHOAMArHOCTHKA WHTpAacCeNJsIPHBIX onyxoJjuei runocdusza OCHO-
BbIBA€TCA Ha ONPEAOACIICHUN pa3sMEpPOB TYpeIKOro ceaja. B Hopme pa3Mepsl

TYpeLKOTO celjla COCTaBJISIOT: CaruTTajlbHBli — 12—15 MM, BepTuUKalb-

HB U — 8—9 MM (puc. 2.2).

3puTensbiii Nuadparma

a nepekpect cenna

IMepeanui

HAKJOHHBIA

OTPOCTOK

3anuuil HAKIOHHBLH
OTPOCTOK
Byropok ceana \ Taasonsuratensublii
P HepB
Cnunka cenna
3anHeBepXxHAA CTEHKA

HOCOBO# MOJOCTH

KaunosHaHanA nasyxa Tunodusapuas AMKa

Puc. 2.2. PeHTreHoKpaHuorpapus:
a — peHTreHorpaguyecKue OPUEHTUDPBI TYPELIKOTO CENIA;

0 — peHTreHorpaMma TYpPEeLKOTo Ceajia B HopMe
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Bonbmwue ageHoMbl rumnocdu3a BbHI3BIBAIOT 3HAaUYUTEJbHOE yBEJUYECHHUE
pa3MepoB, pacliMpeHUE BXOJa B TYpelUKOe Celjo, UCTOHYEHUE U yKOpoue-
HUE KIMHOBUIHBIX OTPOCTKOB, Yyriay0OJeHUe NHA, BHIMPSIMJIEHMUE, pa3pyuie-
HUEe CMUHKMU ceajla, IBYXKOHTYPHOCTb (HeUYeTKOE OuYepTaHUE ONHOTO WU
IBYyX KOHTYPOB) ceaja, KakK MpaBUJO, HE MPEACTABASIOT IMATHOCTUYECKUX
TpynHocteir (puc. 2.3). [Ipu MukpoageHoMax runo¢pusa, KOTOPble HE BBIXO-
ISAT 3a Mpeneybl TYpPeUKOTro ceaja, KakKue-Ju0o M3MEHEHUS Ha PEHTTeHOTr-
paMMax yalle BCEro OTCYTCTBYIOT.

Bonee MHGpOPMAaTUBHBIM UM OTHOCUTEJIbHO HEAOPOTUM METOJAOM BU3Y-
anusauuu runocdusa gpasgerca KT. Tem He MeHee dpakTopamMu, cyuiecr-
BEHHO OTPaHUYMBAWUIUMU €TO UCMOJIb30BaHUE, SBISIOTCH MIOCKOCTHOIM
XapakTep M300paxkeHUE, MOMEXM OT KOCTHBIX CTPYKTYpP, HEBO3MOXHOCTH
nubdepeHumpoBaTh HeOOJbIIME NAaTOJOTMYECKUE OOpa3oBaHUSA, PEHT-
reHOoJIoOTuYecKass MIOTHOCTb KOTOPBIX OJIM3Ka K MJIOTHOCTHU LiepedpoCHu-
HaJlbHOU XMUAKOCTU UJIU HOPMAJbHOW MO3TOBOW TKaHHU.

MeTonoM BhIOOpa BM3yaJu3aluu runodusa M rumnoTajsamyca, a Takxke
METOJIOM BBIOOpPAa TONMMYECKOW NUMArHOCTUKM HOBOOOpa3OBaHUW THUIOTa-
naMo-runodusapHoit obnactu aBasgercas MPT (puc. 2.4). OHa mo3BoJseT
pa3iMYUTh MalledlIue U3MEHEHUS CTPYKTYypbl Tunodusa, HaludYue KHUC-
TO3HOTO KOMIMOHEHTA ONMYyXO0JU, KUCThl, KPOBOU3JNIUAHUS U npou. KocTHas
TKaHb U pa3JU4YHbie 0ObI3BecTBIeHUS Ha MPT He nuddbepeHUUpPYIOTCH.

Puc. 2.3. PeHTreHorpaMMa ueperna npu MakpoaaeHoMe Tunodusa
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o

Puc. 2.4. MarHUTHO-pe30HaHCHasi ToMorpadus runorajaMo-TUNodu3apHO
obnactu:
a — HopMa (caruTTajabHas MPOEKIIUs);
6 — MakpoajaeHoMa runodusa (caruTTajbHas MPOCKIIMS)

Mcnonb30BaHMEe KOHTPACTHBIX BEIIECTB 3HAYMTEIbHO yBeJIMYMBAET AHa-
rHocTUYecKMEe BO3MOxXHocTu MPT. BaxHbM npeumymectrsoM MPT
SIBJASIETCSI OTCYTCTBUE JIYy4eBOW HArpy3ku M, TaKMM 0O0pa3oM, BO3MOXHOCThH
MHOTOKPAaTHOTO ITMHAMMYECKOTO 00OCieIOBaHUS MallMEHTA.

2.3. TOPMOHAJIbHO-HEAKTUBHbIE OBbEMHbIE
OBPA30OBAHUNA NN MHOWUJTIbTPATUBHbIE NMPOLIECCHbI
TMMOTATAMO-TMMOD®UN3APHOM OBJIACTU

K 3Toil rpynmne maToJOTrMYeCcKMX M3MEHEHUUW rumoTtasaMo-rTunodusapHoi
00J1aCTH OTHOCSTCS TOPMOHAJbHO-HEAaKTUBHbBIEC aleHOMBI, KPaHUODapUH-
ruomMa, penko BcTpevammuecs MHOUIBTpAaTUBHBIe 3a00JNeBaHUS, TaKue
KaK TucTuouuTto3 X, capkouMgo3, a TakxXe Takue oObeMHBble oOpa3oBaHus,
KaK KMCTbl, TeMAHTUOMBI, TAHTJIUOHEBPUHOMBI, TAMapTOMBI U AP.
TopMonaabHo-HeakTHBHBbIe agenombl runopuza (T HAT) nmpencraBiasioT
coboif agzeHOMBl runodusa, Nporekamomme 6e3 KIMHUUYECKUX NPOSIBIE-
HUW rumepcekpeuuu Tunodu3apHboXx TOpMOHOB. OObeIMHEHUE BCEX ITUX
OTAMYAIOUIUXCS MO 3TUOJOTMU NPOLECCOB NMPOLUKTOBAHO TEM, YTO OHHU
BBI3BIBAIOT CXOJAHBIC KIMHUYECKUE MPOSABICHUSA U CUHAPOMBI (Taba. 2.2).
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DTHoaorus

B Hactosmee Bpems pasButrue kak I'HAIL, Tak u Apyrux ageHOM THUIO-
Guza cBA3BIBAETCSA C MOHOKJOHAJTbHBIMU COMATHYECKUMU MYTAUUSIMU.
B xauecTBe GakTOpOB MHUIUANUM KIETOYHOU TpaHchopMamuum Tmpen-
nmojgaraeTcs BJIUSHHUE TOPMOHOB TUIMOTajJlaMyca M HEUPOTPAaHCMUTTEPOB.
Muorue 'HAT, koTopble KIMHUUYECKHU ce0OSI HE MPOSBIASIIOT TUMEPNPOAYK-
nueid Kakoro-iumb6o ropmMoHa, Ha CaMOM Jejie MOTYT MPOAYIUPOBATH TJIU-
KOMPOTEUTHBIE TOPMOHB (TOHANOTPOMUHBI, a-CYyObENUHUIY TTMKOMPOTE-
UIHBIX TOPMOHOB), KOTOPbie BBISIBIASAIOTCSA MPU UMMYHOTUCTOXUMHUIECKOM
UcclAelOoBaHUU ynajleHHOUW omyxonu. Xapakrtep pocta HAT Bapbupyert ot
BeCchbMa MEJJIEHHOTO, 3aMeplliero Ha CTaJMU MUKPOAZEHOMBI, BIJIOTH IO
OypHOTO, C OBICTPBHIM TpOTpecCUpPOBaHUEM THUNOGbU3ApHOUW HEZOCTATOU-
HOCTH M HEBPOJOTUUYECKON CUMITOMATUKOM.

Ta6a. 2.2. TopMOHaNbHO-HEaKTUBHBIE O00OBEeMHBIE 00pa3oBaHUS MUHOUIBTpA-
TUBHBIC MPOIECCH TUMOTalaMoO-TunodGu3apHoii o6aacTu

Comaruueckass MyTalus AJsi TOPMOHATbHO-HeaK-
TUBHBIX afneHoMm runocdusa (FHAT). Ina kpaHnu-
obapUHIMOMBl — HapyllleHUe 3MOPUOHAIbHOM
nuddepeHUUPOBKHU KIeTOK KapMaHa Patke

DTrosorus

JlecCTpYKTUBHBIN MpPOIeCC B TMMOTATaMO-TUTIO-
¢buzapHoii o6sactTu ¢ GopMUpPOBaHUEM TOU UM
IMTatoreHes WHOU BBIPaXEHHOCTU AeUIINTA MPOAYKIIUU TOP-
MOHOB runodusa B COUeTaHUU C HEBPOJIOrMyec-
KOW CUMNOTOMAaTUKON

Ha monro THAT mpuxomurcs 25 % Bcex afeHOM

runodusa (70 % Bcex cynmpacceIsIpHBIX aIeHOM
DnuaEeMUOTOTHUS runodusa). [1o ayTONCUIHBIM TaHHBIM pPacipo-

CTPAaHEHHOCTb MUKPOMHIMIEHTalOM runodusa
nocturaetr 10-25 %

[Ipu nHUMAeHTasOoMax runodu3a — OTCYTCTBYIOT.
AneHorunodusapHas HEJOCTATOYHOCTh, Hecaxap-
HBIM quabeT, TMIeprnposakKTUHEMM s, HEBPOJIOTH -
yeckass CUMIITOMAaTHKa (XMa3MalbHBI CUHIAPOM,
napajuy 4epernHO-MO3TOBbIX HEPBOB)

OCHOBHBIE KJIMHUYEC-
KUE MposABIACHUA

MPT ronoBHoro mo3ra, ropMOHaJbHOE TOA-
JunarHoctuka TBEpXIAeHUE AeGULUTa TPOMHBIX TOPMOHOB
runodusa
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Oxonuanue maba. 2.2

IT'HAT HeobOxonumo nuddepeHIUPOBATH OT TOP-

AudbdepeHunanbHas
MOHaJIbHO aKTUBHBIX aileHOM runodusa, npexue
NUarHocTukKa
BCEro MpPOJaKTUHOM
Xupypruuyeckoe + 3aMecTUTEIbHAs Tepanus
runodu3apHoil HegocTaTouHOCTU. [Ipu ciaydaiiHo
BoisaBJeHHbIX [HAI HeGosbmioro pazmepa npu
JleueHue

OTCYTCTBUM TUTO(GU3apHON HETOCTATOUYHOCTU
1 HEBPOJIOTUYECKOUW cUMIITOMAaTUKN — MPT
BAIMHaAMUKeE

MoaaBasoumee 60JNbIIUHCTBO CAYyYallHO BbISIB-
neHHblx THAT (uHuuaeHtanoma runodusa)

He IPpUOOpPeTaloT KIMHUYECKOTO 3HAYECHU .
[Mocne onepauuit mo mosony kpynusix THAT
[MTporHos U KpaHUOGapUHTUOM B OOJIBIIMHCTBE ClyyaeB
ynaercsi JMKBUIMPOBATh HEBPOJOTUUYECKYIO CUM-
NTOMATUKY, HO TOW MJIM MHOKN BHIPAXEHHOCTU
runocdusapHas HEAJOCTATOUHOCTb, KaK MpPaBUio,
coxpaHsieTcs

Kpanuodapunruoma — runorajsamMuyeckKkas ONnyxojb, MIpoUcCXoasilias u3
0CTaTKOB KapMaHa Parke (snurenuanbHOe BbIMSUYMBaAaHMUE 3aJHEH CTEHKHU
rJIOTKM 3apojbllia, sABAsAOUIeecs 3ayaTKoM aaeHorunodusa). PasBurue
OMYXOJU CBSI3aHO C HapyueHueM >MOpuUOHaJlbHOU nudpdbepeHUUPOBKU
kineTok kapMaHa Parke. Onyxojb MOXET JIOKaJu30BaThCs B rHIoOTajsamy-
ce, IIl xenynouke, TypeukoMm ceajie M yalle MMeeT KUCTO3HOE CTPOEHHUE.
KpanvnodbapuMHIruoMbl TOPMOHaJbHO HEAKTUBHBI, B OCHOBE KJIMUHUYECKUX
NMPOSIBIEHUN ONYyXOJM JIEXUT MeXaHMUYECKOe CAaBJIeHUEe OKpYXallluX
CTPYKTYp TOJOBHOTIO MO3ra.

Cpeaun onyxojeil rumortajaMU4YeckKoi o6GracTu, MOMUMO KpaHuoda-
PUHTHUOMBI, BCTPEYAIOTCS TTUOMbBI, TEMAHTUOMBl, TUCTEPMUHOMBI, ramMap-
TOMBl, TAHTJIUMOHEBPUHOMBI, DNMEHIUMOMBI, MEAYJII00JaCTOMBl, JUMNOMBI,
HellpoO6aacTOMbl, TUM(GOMBI, MJIa3MOLUTOMBI, KOJJIOUIHbIE HUIEPMOUL-
Hble KUCThl, capKoMbl. BoBieueHHe B mMaToOJOrMYecKUil MpoLeccC TUMOTa-
JaMyca BO3MOXHO NMPU JTUCCEMUHUPOBAHHOM cieludUIECKOM UJIU HecIe-
uudpuyeckoM HMHOEKUUMOHHOM TIMpoLecce, aTakKxe NPU JUCCEMHUHaUUU
CUCTEMHBIX 3a00J€eBaHUM.

ITaTorenes
IMatorenes THAT u mHGUABTPAaTUBHON NaTOJNOIMM TUMNOTAjJaMO-THUIIO-
buzapHoit obmacTu ompepensieTcsi CKOPOCThIO M PacCIpPOCTPaHEHHOCTHIO
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NEeCTPYKTUBHOTIO Mmpoliecca, a TakXe BO3pacToM, B KOTOPOM pa3BUBaeTCHd
TO UJU MHOe 3aboneBaHue. [Ipu 3TOM B pe3ysibTaTe pocTa OMNYXOJU U Je-
CTPYKUHUU THUNOTajJaMO-TUNO(GU3aPpHBIX CTPYKTYp MOTYT pa3BUBaTbCSH
HECKOJbKO THUMNMUUYHBIX CUHIPOMOB, BBIPAaXEHHOCTb U HabOOp KOTOPHIX
y OTAENbHBIX MAlLMEHTOB 3HAYUTEJbHO BapbUpYeT.

*  Adenoeunoguzapunas nedocmamounocms (cM. 1. 2.6.), BBIPaAaXXE€HHOCTbh KOTO-
poii MOXeT BapbUpOBaThb, HauYMHasgs OT BbINAJEHUSI KaKOW-TO ONHOH
byHkuuu (edUMUUT TOPMOHA POCTAa UJIU TOHAAOTPOMMUHOB) BMJIOThH 10
MNaAaHTUNONMUTYUTAapU3Ma.

*  Hecaxapnwiii duabem (cm. n. 2.7.). Ilpu HU3KOM MNOBpPEXAEHUU HOXKHU
runocdusa coxpaHsIeTcss CeKpeluus Ba3oNMpecCMHa aKCOHAMU CPEAUHHO-
ro BO3BBIIIEHUS, U HecaxapHbIii nuaber He pa3BuBaetrcs. [Ipu gecTpyk-
TUBHOM TMpolecce B 00JlacTU TUINOTajlaMyca UJU BBICOKOM IOBpEXe-
HUU HOXKM runodusa npoayKiuus Ba3oNpeccruHa CHUXAETCH.

e [Tunepnposakmunemus (cm. 1. 2.4.). HauGonee YacTbIM TOPMOHAJbHBIM
denomenom npu [HAT saBasgercs pa3iuYHOW BBIPAXEHHOCTU THUIIEp-
NnpoJakTUHeMUs. [IpUYMHONW TUNEPHNPOTAKTUHEMHUU TPU CAABICHUU
HOXKHU TUnmoduia ONyXoJbl0 UIM NPU UHOUIBTPAaTUBHOM TMpollecce
SIBJIsIETCS TMpeKpalleHUe MOCTYyMJeHUsI fodpaMuHa, KOTOPHI MOAABISET
NPOAYKIKIO TpojakTuHa. Hapsany c rumepnpoilakTUHeMUEWd TMOJTHOE
coaBJeHMEe UJIM NECTPYKLUMS HOXKHU Tumnocdusa compoBoxmaercs nedu-
IIUTOM BCEX OCTaJibHBIX TOPMOHOB aneHorunodwusza (JII, ®CIr, I'P, TTT,
AKTTI). Yka3aHHBIIM PEHOMEH U3BECTCH MOJ Ha3BaHUCM CUHOPOM U304U-
poeannozo eunogusa.

*  Xuasmanvuwii cundpom (OuTeMnopajbHasi TeMUAHOICHUS), OOYCJIOBJIEH-
HbIi claBJleHUEM KPYNHOW aJleHOMOW rumnocdusa nepekpecrta 3pUTeb-
HbBIX HEPBOB (puc. 2.5).

DNuaeMHOJIOTHS

Ha nonto THAT npuxonutcg 25 % Bcex ajeHoOM runocdusa (camas dac-
Tas aneHoMma runoduisa); cpeiMd OMyXoJieil C cympacelJNsspHOUN JToKaiu3a-
uueit 70 % Bcex ageHoM saBiasitorca THAT. TTo ayToncuMiHBIM JaHHBI M pac-
MPOCTPAaHEHHOCTh MUKpPOWHCHAEHTaloOM runopmusza gocrturaer 10-25 %.
YacTtoTa HOBBIX ciyyaeB KJIMHUYecKU 3HAaYUMMbix THAT OpMEeHTUPOBOUYHO
cocTaBiseT 6 cayyaeB Ha | MJH. HaceJleHUS B rO.

Kpannodapunruoma sBiasieTcss pelKMM 3abojeBaHMeM, HO caMoil yac-
TOW cynpaceJasipHoW omnyxonabio y aereil (5—10 % omnyxolieil TOJTOBHOTO
Mo3ra y aeTeit).

I'emaHruomMbl C MopaxXeHUEM THUIOTajlaMyca BBISIBIASIOTCS BO BpeMsd

nNe€pruHaATAJIbHOTO II€pruoaa M A0 2 ner.
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Puc. 2.5. ®opMupoBaHue XMa3MaJlbHOTO CHHApoMa (OMTeMImopalbHasi reMua-
HOTICHMSI) TIPU 3KCTPaceJISPHOM POCTE afeHOMbI Tunodusa

JlucrepMuHoMa uHraMaprpomMa OOBIYHO OJMAarHOCTUPYIOTCS B Bo3pacTe

oT 2 no 25 net. B Bo3pacte ot 10 m0 25 neT MOTYT MOSABUTHCS ACPMOUTHBIE
OMyXOJU, JUMOMBI, HEHPOOJIACTOMBI.

BpemMss ManudecTtauuMu rJIMOMBI JOCTAaTOYHO OOIMIMPHO — OT Iepuoaa
HOBOpOXIeHHOoCTH g0 50 mer.

Kaununueckue NpoOABJECHHUA

KnuHuyeckass cuMnToMaTuka onpenendaeTrcsa HaGOpOM N BBIPDAXCHHOCTbHIO
YOOMAHYTBIX BBIIIC CHMHAPOMOB.
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e Anenorunodu3apHas HeaxoCTaToOYHocTb. HaubGonee vacTblM U paH-
HUM CUMITOMOM Yy XEHUIMH SBJSIOTCS HapyWeHUS MEHCTPYyaJbHOTO
LUWKIa BIJOTh IO aMeHOpeu. DTO 3acTaBisieT XEHIIUH obOpamiatbcs
K TMHEKOJIOTY, YTO IMO3BOJISIET YCTAHABJIMUBATh AUATHO3 Ha OTHOCUTEJIbHO
6oJiee paHHUX CTAaAHUSIX ONMYXOJEBOTO MpolLecca, YeM y MYXYUH, KOTOpHIE
He CKJOHHBI o0palarbcs 3a MEAMLUMUHCKONH MOMOILBIO NMPU MOSABIECHUMU
SpEeKTUJNbHOU AUCOYHKUMU. Pexe Ha mepBBil MJIaH BBICTYyNamT ApPY-
rue NposiBJIeHUsT TUNodU3apHON HENOCTATOUHOCTU: Nporpeccupylounias
obmas cnaboCTh M TUIMMOTOHUS KaK MPOSBIAEHUS BTOPHUYHOTO TUMOKOP-
THULUM3Ma U TUNIOTUpeo3a. B psane cayyaeB pa3BuUBaeTcs pa3BepHyTas KIU-
HUYecKas KapTuHa nmaHrunonurtyurtapuisma (cm. m. 2.6). [lpu paszButuu
IT'HAT, xpanuodbapMHIMOMB MJM JAPYTroro AeCTPYKTUBHOTIO Mpouecca
runoransaMo-runodu3apHoil o6sacTu B JETCKOM BO3pacTe, Kak MpaBuUJio,
MPOUCXOOAUT 3alepxkka MOoJOBOro U GU3UYECKOro pa3BUTUS (3amepxkka
pocTta, OTCyTcTBMe mnybepTara).

e Hecaxapuplii aumabder. KiuHUUYEeCKU TPOSIBIASETCS BBIPAaXEHHOU
noiuypuei (6e3 rakxo3ypuu) u noaumauncuein (cm. m. 2.7). Hapymenue
BOOJHOTO OOMeHa MOXeT UMeTh Tpexda3HbI il XapakTep: BHadale OCTPO pa3-
BUBAETCS MOJUYpUS, 3aTeM NpuMepHoO Ha 7-10 geHb y MOJIONBIX MALIUEHTOB
cienyeT ¢aza HOPMaJIbHOTO BOAHOTO OoOMeHa M, HaKOHEl, CTOWKOe pas-
BUTUE HecaxapHoro auabera. Dta Tpuaga oObACHIETCS TEM, YTO BHayalje
ocTpo yTpauuBaeTcs moctyniaenue Al B 3anHoOI0 10010 rtunodusa, 3aTeM
MPOUCXOAUT €€ ayTOJIU3 C BbIJEJEHUEM TOPMOHOB B KPOBOTOK MU, HaKOHEI,
HacTymaeT MOJIHOE NpeKpalleHue mocTtynideHus B KpoBb AAI. Cremenn
MOJUYPUU TEM HUXE, YEM HUXE YPOBEHb KopTu3oya. [To Mmepe CHUXEHUS
npoaykuuu AKTI (B paMKax mporpeccupyroliero rUHNONUTyMTapu3Ma)
yMEHbIIAETCSI U BBIPAXEHHOCTb HNOJUYPUU (cundpom Xanuna). DTO CBSI3aHO
¢ aHTaTOHUCTUYECKUM B3aummoneiicrsueMm koptusona u AAT.

e TunepnpoisakTuHemus. Kak npaBujio, nporekaer 6€CCUMITOMHO, HO
psSn mMposiBAeHUN (aMeHOpes) MOTYT OBITh OOYCIOBIEHB KaK MOBBIIIEHUEM
NPONYKUUU NPOJaKTUHA, TAK U TUNMOTOHAAOTPONMHBIM TUNOTOHAAU3IMOM.

e HesBpojoruyeckassi CUMOTOMATHKA: XUa3MaJibHbBIU cUHApPOM (Ipu
THAT B75 % cnyyaeB — GuTeMmnopajbHas reMuaHoncus, B 15 % ciayua-
€B— KBaJpUaHONCHUSN), Napajuy YepernHO-MO3TOBbIX HEPBOB, rOJOBHAas
60Jib, TOLIHOTA, PBOTA.

JnmarHocTuka
Y mauuMeHTOB C COOTBETCTBYIOLIE CcUMNTOMAaTUKONW mnpoBonutcsi MPT
runodusza. OOBIYHO K MOMEHTY ycTaHoBjeHuUss auarHoza [AHT umelor

B3HAYUTECIbHBIEC Ppa3sMEpPbl W BBIPAXCHHDBIC HeﬁpOOd}TaHbMOJ’IOFH‘{CCKMe
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nposBiaeHus. [Ipu xpanodpapuHruome B 80 % ciyyaeB NMpPH pEeHTreHOTpa-
buum B onmyxonu BBIABAAITCS KajJlbUUHAaThl. [IpUu TOpMOHANIBHOM HCCIE-
NOBAHUU BBISIBISCTCS TOW WUIM MHOW BBHIPAXEHHOCTH NeGbUIUT TPOMHBIX
ropMoHoB runodusa (cMm. Taba. 2.1), runepnpodakTuHeMusa (Kak nNpaBuUio,
JerKask UJIM yMepeHHas ).

JdudpdpepennuanbHasi IMarHoCTUKA

[Ipu rumepmponakTuHeMun HeoOxonuma nudpdepeHHUManbHasT OUATHOC-
tuka [HAT c mponrakTMHOMOI, 4YTO HMMeeT MNPUHUMNUAIbHOE KIUHWU-
YyecKoe 3HayeHHEe, MOCKOJbKY B MOCJENHEM cJyyae MHAaLUEeHTy MOoKa3aHo
JUIIb KOHCEPBATUBHOE JeUueHUEe foPaMUHOMUMEeTUKaMU. BBICTpBIA pocT
onyxoiau u Hebonabmoe (mo 200 MKr/a) yBeJluuyeHUEe YPOBHSA NpOJaKTUHA
6onee xapaKTepHBl IJig TOPMOHAaJlbHO-HEaKTUBHOW ameHoMbl. B kxauyecTBe
mapkepa [HAT mnpexnnaraetrcss uccienoBaHUEe YPOBHEW XPOMOTPaHUHOB
U ceKpeTorpaHuHa, a Takxe p-XI'Y.

Kpanuodapunruomy Heo6xonumo auddepeHIUpPpOBaATh OT APYyrux 3abo-
JTeBaHUI, TNPOTEKAWUIUX C 3aJepXKON MNOTOBOro U pU3MYECKOTrOo pas-
BUTHUS W TUNOMUTYMTAPU3MOM, a TakxXe OT APYTUX omyxojeid rumnodusa
U TOJOBHOTO Mo3ra. OmyxoJieBble MPOLECCH TUINMOTajJlaMO-TUNODU3ApHOI
006J1acTH HEepeAKO MPUXOAUTCSI NUPpdepeHUIUPOBATh OT CUCTEMHBIX U TeHe-
TUYECKUX MOPaXeHUM.

JleueHnune

Xupypruueckoe jgeuyeHue (ymaneHue onyxonu) npu I'HAT nmokaszaHo mnpu
MaKpoaJeHoMaX CympacelJsIpHON JNoKalu3alLMU, aTakKXe MNPU HaJUYUU
HEBPOJOTMYECKONH CUMINTOMATUKHU (XMa3MaJbHBIdH CUHIApPOM) M runodu-
3apHO HENOCTATOYHOCTHU, MPU ITOM B OOJBUIMHCTBE CJAYy4YaeB BO3MOXEH
TpaHccheHounanbHblil goctyn. Kpome TOro, Xupypruyeckoe JiedeHUE
MoKa3aHo B OOJBIIMHCTBE cJydyaeB KpaHUuodbapuUHTUOM. DBOJbIWIMHCTBO
IT'HAT wu kpaHuodbapMHITMOM paAUOPE3UCTEHTHB. [Ipu mnmapuumaibHOM
U TOTaJbHOM TUNMONMUTYUTApU3Me MOKa3aHa 3aMECTUTEJbHasi TOPMOHOTE-
panusa (cMm. m. 2.6). IIpu cayyaiino BpisBieHnsix [ HAT (MHOMaeHTantoMax)
U OTCYTCTBMMU JaHHBIX 32 TOPMOHAJbHYI aKTUBHOCTb MOKa3aHO JIMHa-
MUUYeckoe HabOJoaeHUEe: NMpu obOpa3oBaHMAX MeHee | CM KOHTpOJbHasg
MPT npoBoautcsa B cpoku yepe3 1,2 m 5 ner, nmpu obpa3zoBaHUIX Oojee
1 cM — yepe3 6 MecsaueB, a gajee depe3 1, 2 u 5 jer.

IIporuos
Ilocne onmepauuit mo nmoBony kpynHeix 'HAT u xpaHuodpapuHruom 3pu-
TenbHass GYHKLUS BOCCTaHaBIMBaeTcsd B OOJBIIMHCTBE ciayvyaeB. [lonHoe

BOCCTAHOBJIECHHUC q)yHK]_II/II/I aZ[CHOFI/IHO(bI/Ii}a mocie onepauuﬁ ImIo mnmoBonay
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TOPMOHAJbHO HEAKTUBHBIX MAaKPOAJAEHOM U KPYMNHBIX KpaHUO(DapUHTUOM
MPOUCXONUT TONbKO B 10 % cnyvyaeB, B CBSI3U C YeM OOJbIIasi 4aCTh MalM-
€HTOB MNocJie OoNMepalUyu MPOLOJXKAeT MOJy4yaTh 3aMECTUTEJbHYIO Tepamuio
BTOM WMJIU HMHOM oObeme. Jns KpaHMO(GAapUHTUOMBI XapakKTEepHB pelu-
OIUBBl MOCJe yHaleHUs NEepBUYHOU ONyxoiu. DBoOAbMWIMHCTBO cilydyallHO
BBISIBJEHHBIX TOPMOHAJbHO HEAKTUBHBIX MUKpPOaZeHOM (MHIMUACHTAIOM)
XapaKTepU3yeTcs MOCTOSIHCTBOM pa3MepoOB UJIU OYEHDb MEAJEHHBIM POCTOM
1 BechbMa peaKo NMpuobpeTaeT KIMHUUYECKOE 3HAUEHUE C PAa3BUTHEM THIIO-
¢buzapHOil HEZOCTATOYHOCTHU, TUNEPNPOJAKTUHEMUU MJIU HEBPOJOTUYEC-
KO CUMITOMATUKU.

2.4. TUMEPMNPOJIAKTUHEMWYECKUIA
rMMNOroHAAN3M

TunepnponakTuHeMuuyeckuit runoroHanusM (I'T) — KIMHUYECKUMH CHH-
nIpoM, OOYCJOBJIEHHBIM M30BITKOM MpOJJaKTUHA, BKJKYAKIIUNA TOW HUIMU
WHOW CTeNMEeHU TUMOTOHAAU3M U MaTOJOTUYECKOE OTAeNseMoe M3 MOJOY-
HBIX Xene3 (HeoOs3aTenbHBIM Mpu3HakK) (Taba. 2.3).

Ta6a. 2.3. TunepnpoidaktTuHeMudeckuii runoronanusm (I'T)

1. CamocTosTeIbHOE 3200JieBaHNe (MUKPOTIPOJTAKTUHO -
Ma, MakKpolnpojJakKTuHoMa, unuonarudeckuii I'T)

2. BcouyeTaHUU C APYTMMH FMNOTAJIAMO-TUNOGU3apHbI-
DTHonorus MM 3a00J1IeBaHMAMHU (TOPMOHAJIbHO-HEAKTUBHbBIEC aIcHO-
Mbl, CHHIPOM <«IIyCTOTO» TYPELIKOTO Ceajia U mpoyee)
3. Cumnromatuyecknii I'T (MeIMKaMeHTO3HBIM, Tep-
BUYHBIA TUIIOTUPEO3, TOUYEUYHAsT HETOCTATOUYHOCTD)

biokana mpoJaKTUHOM IIUKJIUYECKOTO BBHIAEIEHUS
ITaTtorenes roHagonubepuna, JI I, ®CI, runoixoTenHOBAs TUC-
GYHKI U AMYHUKOB, aHOBYJISAIUS, TUTTOICTPOTEHUS

[IponakTuHOMa — camas 4acTtass QYHKUMOHUPY-
omas ageHoma runodpusza. MUKpONpPOIaKTUHOMbI
yalle BCTPEYaloTCs YXEHLIMH; MaKpONpPOJAaKTUHO-
MBI — C OJIMHAKOBOM YacTOTOU yaull 0o60oero moJja.
DNUIEeMUOJIOTHUS
lTunepnponakTUHeMUs BCTpeYaeTCsl HE pexe 4eM

B 1 cinyuae Ha 500 yeqoBeK B3pOCIOro HaceJIEeHUS.
TmnepnponakTuHeMUsT OOHAPYXUBAaeTCS MPUMEPHO

y 8 % XeHUIWH C OJTUTOMEeHOopeeit
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Okonuanue maéba. 2.3

HapyueHusi MEHCTpyaJibHOTO LMKJa, Oecrioaue,

OCHOBHBIE maTojorudyeckad rajlaktoped, CHUXEHUC HH6HHO,
KINHUYECKUEC 3peKTHHbHaHHHC¢yHKHHﬂ,HpH Makpoag€HoMax
IPpOABICHUA Xua3MaJbHBI CHHHpOM,HeFKHﬁ TUPCYTU3M, OCIIPEC-

CHUBHBIE paccTpoicTBa

1. MonTBepxkaeHNe HANTUYUS TUTIEPIIPOJTAKTUHEMUU
JduarHocTuka 2. UcknwoueHue cumnromaruyeckux dpopm I'T
3. MPT rosnoBHOro mMo3ra

Hdpyrue ageHOMBl TUNodu3a, MAKPONMPOTAKTUHEMHUS,
Auddepenumanp- coMaruyeckas natojorus (rmoyeyHass HELOCTaTOYHOCTb
Hasi TMaTHOCTHKA u npo4.), pusnonornyeckas rajiakTopesi, HEpBHO-
pedyekTopHas TajakTopes

AroHucThl fopamMuHa (OpOMOKPUNTHUH, KaOEProauH);
Jleuenue B OTHOCHUTEJbHO PEAKMX CIydyasiX Pe3UCTEHTHOCTHU MpPU
MakKpoaneHoMaX — XHPypTHUYecKoe

BrnaronpusTHBIN: aTOHUCTHI 1o aMUHa BeCbMa
[Iporuos 9¢pdeKTUBHBI gaxe MPU MaKpPONPOJaKTUHOMAX
C XMa3MajJbHBIM CUHIPOMOM

[MMounsaTtus runepnpoaakrTumemus u [ He ABIAW0TCA CUHOHUMAMU.
FTMmepnponakTuHeMUs (MOBBIMIEHUE CHIBOPOTOYHOTO YPOBHS MpoOJaK-
TWUHA) TnoapasaenasieTcss Ha GU3UONOTUYECKYl (npu OepeMEeHHOCTH,
JaKTaluMU, Y HOBOPOXJAEHHBIX), OecCUMMNTOMHYIO (OMOXMMHUYECKYIO)

N IDaTOJOTHMYECKYIO.

DTHOTOTHA

Dtuonoruueckas kiaccupuxkauusa I'T npencraBieHa B Tabu. 2.4. OH MOXeT
OBITh CaMOCTOSTEJNbHBIM 3aboJieBaHMEM, a TakKXe pe3yJabTaToOM JApPYroi
runotaiamMo-runodu3apHoil mNaToNOrMeil UIM HOCUTb CHUMITOMAaTHUYEC-
KU XxapakTep.

PaHee cymecTBOBajla KOHIENIUSA, paccMaTpuBamlias HAAONATHYEC-
kue popmbl I'T (afeHOMA OTCYTCTBYET), MUKPONIPOJAKTHHOMBI M MAKPOTI -
POJAKTHHOMBI KaK CTaJWM €IMHOTO TNpolecca, NMPU KOTOPOM CHHUXEHUE
UJIU OTCYTCTBME MHTUOUDPYIOUIETo BAUSIHUS TUNOTajaMyca Ha CEKpPEeLUIo
MpoOJaKTUHA MPUBOJAUT CHavyajla K TUNEepPNJa3uu MpojdakToTpodoB, a 3a-

TeM K OPMHUPOBAaHUI MUKPO- U MakKpoaaeHoOM runodmusa.
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Tab6n. 2.4. DTUONOTUSA TUNEPNPOJAKTUHEMUYECKOTO TUIMOTOHAAM3MA

— MukpornpojakKTUHOMA
— MakponpoJlakTuHOMA
— HWpuonatuuyeckuii M

CaMocTosATeN bHOE
3ab0J€BaHUE

— CoMaTonpoJaKTUHOMBI, COMAaTOTPOTTMHOMBI, KOP-
TUKOTPOTIMHOM Bl

— CUHIDPOM «IIyCTOTO» TYPELKOTO ceaja

B coueTanum c apy- — TopMOHa/JIbHO HEAKTUBHBIE aleHOMBI runodusa
TUMH THIOTAJaMoO- — OObeMHBIEe 0Opa30oBaHUs cylnpacelIsipHOl obyac-
Tunohu3apIbIMu T (KpaHMOGDAaPUHTUOMBI, TJIMOMBI, SKTOTTMUECKUE
3a60JIeBAHUAMHA MUHEaJTOMbl, MEHUHTUOMBI U T.I.)

— WudunprpaTuBHBIE NMpOLeCCH B TMMOTalaMoO-
runodusapHoii o6aactTu (ructTuouuTo3 X, CapKOUI03,
JTUMGOLUUTAPHBINM TUNODU3UT)

— Ilaronorus nepudepruyecKux SHIOKPUHHBIX XeJe3:
MEePBUYHBI TUMOTUPEO3;
MOJUKUCTO3 IMUYHUKOB;
BPOXIEHHasi TUCHYHKLUUS KOPBI

HaAMOYEeYHHUKOB
CuMnToMaTuyec-

- — an/ICM MEIUKaAMEHTOB C aHTI/II[O(I)aMI/IHOMI/IMGTI/I—
Kuu rr

YeCcKOW aKTUBHOCThIO (METOKJIOTpPaMUI, HEWpoJem-
TUKW, aHTUAETIPECCAHTHI, MeTUIn0da, oMenpaso,
3UAOBYIUH U Np.), HAPKOTUKOB

— [leyeHo4yHass U moYyeyHass HELOCTATOUHOCTD

— BHerunmodusapHas mpoaAyKIUs MpoJakKTHUHA

B HacTosmee BpeMsS NOMUHUPYET TUMNOTE3a MEPBUYHO runodusapHoro
nopaxeHuss (afleHOMBI), KOTOopas BO3HUKAET BCJIEJCTBUE COMATHUUYECKON
MyTalUMU; KOHKPETHAass MyTallUusg 0O HACTOSLIEro BPEMEHU HE UAECHTUDU-
LMpoBaHa. DTUONOTUSA uauonaruyeckoro I'l, mpu KOTOPOM OTCYTCTBYIOT
aneHoMa runodusza u Apyrue BUIUMbBIE NMPUYUHBI MOBBIIIEHUS YPOBHSH
npoJjakTUHa, HEU3BECTHA.

[IpuyuHoO#l pazButusg runepnponsaktuHemMuu u 'l B coueranum c apy-
THMH THNOTAJaMO-THNO(GU3apHBIMU 3200JIeBAHUSAMH, KaK NIPaBUJIO, SIBISIET-
CS HapyuleHUEe aHATOMMYECKMX B3aMMOOTHOUEHUNH runodusa um rumnora-
JaMyca, B pe3yJbTaTe KOTOPOTO MPOUCXOIUT CAAaBJIEHUE HOXKM runodusa,
NpuUBOAsAlLIee K HAPYIIEHWI0O MOCTYNJEHUS B Hero nopaMuHa, UHruOupy-

I0IIEero MpoAyKLUUIO nmpojakTuHa. JlioOble ¢dakKTOpbl, MPUBOLSIIIUE KCHU-
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XEHUI0 MPpOoAyKUMU nobaMuHa, HauMHAs OT MpUeMa psla MEAUKAMEHTOB,
3aKaHYMBasgs MHOTUMM COMATUUYECKUMU U SHOOKPUHHBIMU 3a00JIeBaAHUS -
MU MOTYT OOYCNOBUTH pa3BuTue cumnromarudeckoro '’ m runmepnponax-
TUHEMHUU.

[IponakTuH MOXET UUPKYJIUPOBATH B PA3MUUYHBIX MOJEKYISIPHBIX GoOp-
Max, NMpH 3TOM NpPOJAaKTUH c Oonblieit, yeM B HopMe (23 kJ/la) Mojeky-
JNSIPHOK Maccoil (MaKpompoJaKTHMH) He oOJlagaeT OMOJOTHYECKON aKTHUB-
HOCTbHIO U MpEeACTaBiAsgeT Cc000W NIuUOO KOMIIEKC MPOJAaKTHUH-aHTUTENO
K MPOJTAaKTUHY, TUOO AMMEDPH U TeTpaMephl MPOJTaKTHHA.

MakponpoJakTHHeMHsI HE€ COMpPOBOXIaeTcsl SBHOW CHUMNOTOMAaTUKOM,
He TpeOyeT Je4eHUs M OOBIYHO BBISBIsSIETCS cliyuailHo (6eccuMmTOMHAS,
O0MoXUMUYECKAs] TUMEPINPOTAKTUHEMUS).

ITaTorenes

B ocHoBe matoreHe3a [T jgeXuT rumepcekpeuuss NpojJakKTUHA, KOTOPBIH
OJMOKMpPYET LUUKIMYECKOE BBIJEJEHUE ToHaAoaubOeprHHa, 4YTO TPUBOIUT
K CHUXEeHUI0 HUKIUIHOCTHU BoimeneHus JIT, ®CI, runonioTenHOBOM OuC-
GYHKIUU SUYHUKOB, aHOBYJISLUU, TUMTOICTPOTEHUM.

Pan cuMnToMoB OOYCJOBJEH B3KCTpPAareHUTAJbHBIM JIEeHCTBUEM TIpO-
JJaKTWHA: YyBeJMYEHUE KOHBEPCUM YIrJIEBOAOB B XUPB CHOCOOCTBYET
OXUPEHUIO; CTUMYISUUSA NPOAYKUUU JNETUAPOINMUAHIAPOCTEPOHA Hal-
MOYEeYHUKAMMU BEAET K PA3BUTHUI0O «MITKO» TUMMEpaHIAPOTEeHUU, U, HAKO-
Hell, TUMmepnpoJakKTUHeMuUs cnocobcTByeT GOpPMUPOBAaHUI CHUHApPOMA
OCTEONEHUU, BIAUSASL Ha oOMeH BUTaMuHa D, uTo ycyrybnasercd neduuu-
TOM 3CTporeHOB. [IpoJlaKTUH BBI3BIBAET JAaKTalUMIO U MOHUXAET JUOUIO.
PaszBuBawmuiica Ha ¢poHe TUNepnpoJakKTUHEMUU NePULUUT BCTPOTEHOB
BbI3bIBAET NUCMAaPEYHUIO U CIMOCOOCTBYET OXMPEHHUIO.

DNUAEeMHOJIOTHS

IIponakTuHoMa sBIsieTcsd Hauboyjee 4YacToil GYHKIHMOHUpYIOMEW ame-
HOMOUW runocdusa. AyTONCHUUHBIE HUCCAEIOBAaHUS OOHApPpYXMIU MUKPO-
NpoTakTUHOMB y 10 % ymepmiux. MHUKpPONPOJAKTUHOMBI BCTpedaloTCs
B HECKOJIbKO pa3 yame, YeM MaKpPOMPOTaKTUHOMBI, MPU I3TOM B OONbmIeit
CTeTEHU Yy XeHIIMH. MaKpONMpOJaKTHUHOMB BCTpPEYalOTCSI C OMMHAKOBOIWM
yacToTol ynuu ob6oero mosa. CyMMapHO maTojJoruueckas U OGMOXUMHUYEC-
Kag TUNeprnpojakKTUHeMusd BcTpevaeTrcs B 1 ciyyae Ha 500 yenoBeK B3pocC-
noro HaceneHusi. [umepnpoirakTuHeMusi oOHapyXUBaAeTCd MPUMEPHO y 8
% XEeHIIUH c onuromMeHopeeii. CpenHU# Bo3pacT XEHIMUH TNpU nebioTe
3aboneBaHusg — 25-30 net, MyxXuuH — 45-50 ner.
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KiauHnyeckue nposiBjaeHus

KnuHudyeckass KapTUHa 3HAYUTEJIbHO BapbUpPyeT OT OGECCUMITOMHOTO
TeyeHH s Taxe B clydyae 3HAYUTEJbHO MOBBIIMIEHUS YPOBHS MpoJaKTHHA,
IO pa3BEepHYTOM cuMNTOMaTUKHU (aMeHopes, rajakTtopes, Oecmiaongue).
Hau6onee yacteiMu cumntoMaMu I'T aBnsitoTcs:

1. HapyumeHuss MEHCTPYaJbHOTO HUKJIA BAPbUPYIOT OT ONCOOJUTOMEHO -
peu 10 aMeHOpeu, Yyalle BCero BTOPUYHOM.

2. becnnonue (MepBUYHOE M BTOPUYHOE) ABIAETCS ONHOU M3 OCHOBHBIX
xano6 npu IT, a yctpaHeHue Oecnaoaus OJsI MHOTUX XEHUIUH SIBIASETCS
OCHOBHOU 1eJibl0 JedeHUs. [IpU THHEKOTOTUIECKOM OCMOTpPE MOTYT BBHISIB-
JNSThCSl TUMOMIA3WsI MATKU, OTCYTCTBME CUMIITOMa «3payka», CUMIITOMA
«HaTSXeHUsI» CJIU3U. Y 3a00JeBIIUX B IONMyOEepTAaTHOM TMEpPUONE MOTYT
OTMEYaThCsl TUMOMJA3Us KJIUTOpA, MaJbIX MOJOBHIX Ty0.

3. lMatonoruveckas TrajakTopesi peJaKO OBIBaeT MEPBBIM CUMITOMOM
I'T (He Gonee yem B 20 % caydyaeB). Ee BBIpaXeHHOCTb BapbUpyeT OT
OOMIbHOW M CMOHTAHHOW MO €NIMHUUYHBIX Kamlelb NMPU CUIBHOM HamaB-
nuBaHuu. PUOPO3ZHO-KMCTO3HAS MAacTOMAaTHUSI M pakK MOJOYHOM XKeae3bl
y manmueHToK ¢ 'l BcTpevyaloTcss He yamie, YeM B CpeJHEM B MOMYJSIUMU.
TunuuyHa XuUpoBass MHBOJIOIUS MOJOYHOM Xeyje3bl, HE COOTBETCTBYIO-
masi BO3pacTy.

4. CHuKeHHe JIuOUI0, aHOpPrasMusi, GPUTUIHOCTh, CYXOCTh BO Bjara-
JUIle MMEIT MECTO y GOJNbMMHCTBA MAallMEHTOK, HO 3TU XaJloOBl penko
NMpenbsIBIASIOTCS aKTUBHO.

5. OpekTunabHasg AMCGYHKI U SABASIETCS OCHOBHOM Xalo0o0Oil Yy MYXUYUH;
MOXET BBISIBISTHCH OJUTOCHEPMUS; TUHEKOMACTUS U TajllakKTopes BCTpe-
yalTCcs KpalHe peako.

6. HeBposmoruueckasi CMUMITOMAaTHKa NPH MaKpoageHoMax (Xumas3MmMalb-
HbIil CUHAPOM, TOJIOBHBIE 0OJM, Mapainuy YePEMHO-MO3TOBbBIX HEPBOB).

7. [lpoure BO3MOXHBIE CUMITOMBI: yMepeHHoOe oxXupeHue (okoyso 80 %
MalUEeHTOK), U3OBITOUHBINA POCT BOJOC Ha JIMLlE, BOKPYT COCKOB U MO 0enoi
JUHUU XUBoTa (25 % mauuMeHTOK), IeNpeCCUBHBIE paccTpoiicTBa.

JAMarHocTuKa

1. MMoaTBepXaeHWEe HAIUUYUS TUNMEPNPOTAKTUHEMUU TPU TOPMOHAIbHOM
MCCHENOBAHUU y MallMeHTa ¢ COOTBETCTBYIOIEN KIMHUYECKO CUMIOTOMA-
TUKOU. OnNHOKpaTHOe OOHapyXeHNEe B KPOBM MOBBIIIEHHOTO YPOBHS TPO-
JaKTUHA elle He Mo3BoasieT ycTaHOBUTh aiuarHo3 I'T. Cam mo cebe ypoBeHb
MpoJaKTUHA MOXET KOCBEHHO CBUIETeNbCTBOBaThH o reHeze [I. Tak, mpwu

ypoBHe nmpoaakTtuHa 6onee 3000 MEa/n, kak mpaBuJio, UMEET MECTO aaeHO-
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Ma runodusa. [Npu mauomaruyeckom M MeaukameHTo3HoM [T oH cymec-
TBEHHO HUXE.

2. Uckawyenne cumnromatudyeckux ¢opm 'l (ompenenenue GbYyHKIIH-
OHaJIbHOTO COCTOSHUSA IUTOBUAHON Xejae3bl, HCKIOYEHHUE CUHIpOMaA
MOJMUKUCTO3HBIX SUYHUKOB, MEYECHOYHONW M MOYEYHON HEIZOCTATOYHOCTH,
HEPBHO-pe(dIEKTOPHBIX U MEJMKAMEHTO3HBIX BIUSHMIA).

3. MPT rojoBHoro mMo3ra ¢ 1ejblo BU3yaJW3alluu afeHOMBI MM yCTa-
HOBJIEHUS MIMOTMATHUYECKOTOo xapakrtepa I'T

JduddepenuanbHas AMArHOCTHKA

* TopMOHanbHO HeaKTUBHBIEe afeHOMB runocdusa (cMm. m. 2.3) U CUH-
IpOM «mycToro» typeukoro cenna (cm. n. 2.8). [Ipu THAT ypoBeHb
NnpojakKTHMHA, KaK NpaBUJIO, NOBbIIIEH JUIWIb yMepeHHOo. Kpome ToOTO,
TakKMe aJeHOMBl He yMeHbUalOTcs Ha GoHe Tepamuu JODAaMHUHOMMU-
METUKAMU.

* JTopMOHalbHO-aKTHUBHBIE ONYyXoJM Tunoduiza (COMaTOTPONMUHOMA,
NPOJaKTO-COMAaTOTPOMUHOMA).

* CumnTtomMaTruueckKas TUMepHNpoTakKTUHEMUs (MEePBUYHBINA TMNOTUPEO3,
ynorpebieHne HAPKOTUKOB U T.I.).

* MakponpogakTUHEMHUIO MOXHO 3aMOJO3PUTh MO OTCYTCTBHUIO CHEIM-
buyeckoil KAMHMYECKONH KapTUHB U MOATBEPAUTH C MTOMOUIBIO OMNpe-
IeTeHUS MaKpoONnpoJaKTHHA.

+ Comaruyeckass HIaToJOTHUs (IMoYeyHass HELZOCTATOYHOCTb U MPOY.).

* @usnonoruyeckas rajgaktopes (MOXeT coXxpaHATbCS OO 2-3 JeT mocie
poXIeHUs peOEHKa U OKOHYAHUS TPYAHOTO BCKAapMJIUBaAHUA).

* HepBHOo-pedrnaekTopHas rajgakTopes U runepnporakTHHeMus (acTe-
HOHEBPOTHUYECKOE PaCCTPONCTBO C 3JeMeHTaMU KaHuUepodobuu, npu
KOTOPOM MaLMEHTKHU MOCTOSHHO MPOBEPSAIOT HAJINU4YUE OTAEIASIEMOTO U3
MOJOYHBIX Xe€Je3 U 3TON camMomajabnanueil pedJIeKTOPHO MOAAEPXKUBa-
I0T rajJakTopelo).

JleueHue

1. MeaukaMeHTO3HAas Tepanus aroHuctamMu aodamMumHa MokKa3aHa Mpu
MUKDPO- ¥ MakpompoJlaKTHUHOMAaXx, aTakKxXe 0Opu uaumomatudyeckom [T
Crumynupys runodusapHbie fobaMUHEPIUIeCKMe PEUENTOPB, OHU 6JI0-
KUPYT CUHTE3 U BHIAEJECHUE MNPOTAKTUHA, YMEHbIIAT YacCTOTYy MHUTO30B
B MpoJakToTpodax, MHTUOUPYIOT POCT MPOTAKTUHCEKPETUPYIOIUIUX ajae-
HoM runocdusa. Hopmanusauus ceKpelUuun MNpOJaKTUHA Yy OONBIIUHC-
TBa OGOJbHBIX MPUBONUT K BOCCTAHOBICHUIO HUKIMYECKOW aKTUBHOCTH
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runorajsamMyca, MOBBIIIEHUIO MNPOAYKUUM TOHAZOTPOMHBIX TOPMOHOB,
BOCCTAaHOBJIEHWIO NBYX(}Ha3HOTO MEHCTPYaJbHOTO HHUKJIAa U GEPTUIBHOCTH.
Kpome TOoro, mpouMcxoAuT 3HAYUTEIbHOE YMEHbLUIEHUE pa3Mepa UCTUHHBIX
MPOJTAKTUHOM, B CBSI3U C 3TUM MeJUMKaMeHTO3Has Tepanus 3pdekTuBHa
U NpU MaKpOMpPOJAaKTUHOMAX AaXe C XMa3MalbHBIM CUHAPOMOM U IPYroi
HEBPOJOTHUYECKOU cuMnTOMaTuKOM. [Ipu tedeHuu 6ecmuonust tobaMUHO -
MUMETUKU (OPOMOKPUNTUH UJIU KaOEpProJmMH) OTMEHSIOT IMOCJE HacTyMm-
NeHUs1 6EpeMEeHHOCTH:

— OpOMOKDHUNTHH SIBJISIETCS TMEepBBIM IMpenapaToM M3 O3TOH TpPYyHIbl
U ero OTJWYaeT HECEIeKTUBHOCTh BO3IEWCTBUS Ha pPEIENTOPH
nodbaMuHa U KOPOTKUI Mepuos moayBbiBeaeHUsi. Ero npuMeHsIOT,
HauuHasg ¢ 1,25 Mr 1-3 pa3a BAeHb BO BpeMs €Ibl C HaJbHEUIIUM
yBeJdMYeHUEM 103bl A0 2,5 Mr 2—4 pasa BaeHb. OQHOKpaTHad n03a
OpPOMOKPUNTUHA MHTUOUPYET CEKpELMI0 MpOJAaKTUHA B CPEAHEM
Ha 12 4. [ToGouyHbie ABAEeHUS (TOUIHOTA, OPTOCTATHUYECKAS THUIO-
TeH3Us, 3aMOp) OOBIYHO KPATKOBPEMEHHBl M MCUEC3AIOT MPU YyMEHbBb-
IWMEeHUU AO3BI.

— Ka0eproJuH SBISAETCS CEIEKTUBHBIM aroHUCTOM JOO0(MaMUHOBBIX
D2-peuenTopoB; BbI3bIBAa€T 3HAUYMUTEJIbHO OoJice AAUTENbHOE U 3¢-
bexTUBHOE TMOgaBJeHNE MPOAYKIUU MpPOTaKTUHA, B CBSI3U C UeM,
MOXeT MpUHUMATbCcg 1—2 pasa B Hexmenro B noze 0,25—2 wmr (npwu
HeobOxonumocTtu g0 4,0 mMr u Goinee).

2. XupypruyeckoeJjiedyeHMe MTOKa3aHOMPU MaKpPOMpPOJaKTUHOMAX, pe3uc-
TEHTHBIX K JobaMUHOMUMETHUKaAM. 3a4yacTylO, TaKue afeHOMBl B UTOTEe, MO
JaHHBIM HMMMYHOTMCTOXMMUUYECKOrO MUCCJHEAOBaHMUSA, OKa3blBAIOTCS HE
UCTUHHBIMU TTpolakTuHoMaMu, a THAT uau cMemmaHHBIMU OMYXOJNSIMHU.

IIporuos

[Tpy MCTUHHBIX MUKPO- M MakKpompoJaKTUHOMAX Tepanus nodaMuHO-
MUMeTUKaMU 3¢deKTuBHA B MogaBiasdOIeM OOJNbUIMHCTBE CcilaydyaeB, Kak
B MMJIaHEe YMEHBbIIEHUS pa3MepoOB OMYXOJM, TaK U B NMJaHe HOpPMaJU3alUU
YPOBHS NMpoJakTuHa U ¢depTuabHoCcTU. JnutenbHbie (6onee 5 geT) peMuc-
CUM TOcjJe TNpeKpalleHUs JiedeHUss HaOnwogawTcd y 5—10 % OONbHBIX.
IMocne HacTymJaeHUs] MEHOTAYy3bl CAMOMPOU3BOJNbHAS PEMUCCUS TUMENPO-
JaKTUHEMUU HACTyMmaeTy Y3 mamMeHTOK. Hepenko peMuccusi pa3BuBaeT-
csl mocje poaoB.
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2.5. AKPOMETAJINA N TUTAHTU3M

Axpomeeanruss u eueaHmuzm — TSIXeNble, XPOHUUYECKUE HEWUPOIHIOKPHH-
Hble 3a00JileBaHUSI, BO3ZHUKAONIUE BCIEACTBUE U3OBITOUYHOU MPOAYKIIUU
ropmMoHa pocta (I'P) ameHomoil runmocdusza (coMaTOTPONMUHOMON). BDTHU
nBa 3a00JieBaHUS SIBASIOTCS BO3PAaCTHBIMU BapUANUSIMU OJHOTO U TOTO
Xe MaToJOrM4YecKOro mpolecca, KOHKPETHBIe KIMHUYECKUE TNMpPOsSBIE-
HUsSI KOTOPOTO OMpEAeNsIIOTCS CTEeNeHbI0 3aBEpPIIEHHOCTU OCTeoTeHe3a.

DTHogorus

Ilpu akpomeranuu ageHOMBl runodusa, cexkperupywoumue ['P, BorsiBis-
oTcsa B 99 % cnydaeB, MpW 3TOM, KaK MpPaBUJIO, pedyb UAET O MaKpoa-
neHoMe. MMMYHOTUCTOXMMUYECKHN, MOMUMO YUCTBIX COMATOTPOMHBIX
aneHoM (okono 45 %), BBIOENSIOT CMEUNIAaHHBIE MPOTAKTOCOMATPONH-
HoMBl (okono 30 %). OcranbHbie 25 % ageHOM, KpoMe TOTO, MPOAYIIU-
pyoT npyrue ameHorunoduzapHsie ropMoHb: TTI, a-cybbenumHuny,
JTI,oCT

Ta6n. 2.5. Akpomeranus

B 99 % cnydaeB ameHoma runodusa, ceKpeTupyro-

DTuonorus
mast I'P

lTuneprpodus u runepnia3zusi BHYTPEHHUX
OpraHoB, CBSI3aHHAs C MPEUMYIIECTBEHHBIM
pa3pacTaHUMEeM MeE3eHXMMaJlbHbIX TKaHEW U TMOC-
IMatoreHnes
JEeAYIUUMU AUCTPOGUISCKUMU U3MEHEHUSIMU.
JucrnponmopuMOHaJIbHBI MEPUOCTANbHBIN POCT

KocTeil ckenera. HapyuieHue yrieBogHOTO oOMeHa

PacnpoctpaneHHocTh 40-60 ciyyaeB Ha MJIH.
HaceJeHUs, 4acTOTa HOBBIX cliyyaeB — 3-4 Ha
DNUAEMUOTOTHSI MJIH. HaceJleHUsT B roa. BcTpedyaercst ¢ OfMHAKOBOIA
YacTOTOW Y MYXUYWH M XKEHIIUH, KaK MPaBuUio,

B Bo3pacte 40-60 ner

XapakTepHble U3MEHEHUSI BHEITHOCTU, MOTIH-
BOCTb, apTpaJruu, CIJIaHXHOMETajlusl ¢ OpTaHHO
OCHOBHBIE HEIO0CTaTOYHOCTbhIO, TOJOBHBIE OO, CUHAPOM
KJIUHUYECKUE amHoO? BO CHe, runodu3apHas HEAOCTATOUHOCTD,
MPOSIBIACHUS XMa3MaJlbHBIi CUHAPOM, caxapHbIil nuabder, no6-
pOKayecTBEHHBIE U 3JI0KaYeCTBEHHBbIE OMYyXOJIHU
(TTONMMTIIO3 KUIIEYHUKA), MHOTOY3JIOBOI 300 U 1Ip.
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Okonuanue maba. 2.5

bazanbHblit ypoBeHb [P, ypoBeHbs ['P B opanbHOM
JdunarHoctuka
IJII0KO30TOJIEpaHTHOM TecTe, ypoBeHb UPD-1
OduddepenunanpHas Tsaxenwlit TUIOTUPEO3, 60e3Hb [leaxera, UHAU-
nUuarHOCTHUKA BUIYaJIbHbIe OCOOEHHOCTU BHEIIHOCTHU
Xupypruueckoe (ai€eHOM3KTOMHUSA), aHAJIOTU coMa-
Jleuenue TocTaTuHa, 6iokatopsl peuentopoB I'P, nyueBas
Tepanus
0 CMepTHOCTb NpU aKpoMeraiuu B 2—4 pasza Bbllle,
OTHO3
P YeM CpeAU HaCeJNeHUs B LIEJOM.

ITo cBOEMYy MPOUCXOXKAEHUIO COMAaTOTPONMHOMBI SIBJISIIOTCSI MOHOKJIO-
HaJllbHBIMU OTYXOJNSMH, Pa3BUBAIOIMUMUCSA B pe3yjlbTaTe COMATHUYECKOU
MyTauuu comatorpodoB. B 40 % coMaTOTpONMMHOM MOXET OBITh BHISIBJIEHA
myTauusi Gsp-06eyska, obecrneyuBalIero TMMepu3anuuio a- U p-cyobenmm-
Hulu G-0e1KOB, pe3yabTaTOM KOTOPOU SIBASIETCS aKTUBaLMUs PELUENTOPOB
comMaTonubepuHa (pUIAU3UHT-TOPMOH rTopmoHa pocta, ['P-PI'). Takue ony-
XOJM yYalle SIBASIOTCS MUKpoageHoMaMu. COMAaTOTPONMUHOMA MOXeT OBITh
COCTaBHOW YacCThI0O CUHAPOMAa MHOXECTBEHHBIX DHIOKPUHHBIX HEOMITa3u i
l-ro Tuma (MOH-1) (cm. m. 9.2.1).

ITaTorenes

M3MeHeHUs B opraHax Mpu akpoMerajiuu CBOASTCS K UX UCTUHHOMW rumep-
Tpoduu U runepniaazuu (CHNJaHXHOMETaJuMU), UYTO CBS3aHO C MpEeUMYy-
IEeCTBEHHBIM pa3pacTaHUEM Me3eHXMMalbHBIX TKaHel. Paspacraercs
mapeHXMMa UMCTpoOMa BCEX BHYTPCHHUX OpraHoB:. JErkKux, cepanma, NneEYeHHU,
MOIXEJIYNOYHOM XeJie3bl, KulleyHukKa, ceaedeHku. C mporpeccupoBaHuem
3a00JeBaHUs B CBSI3U C NMpojudepanueidl COeNMHUTENbHON TKaHU BO BCeX
opraHax TIPOUCXOAAT CKICPOTHYCCKHUE M3IMCHCHUA, CONPOBOXIAAKWIIHUCCI
MPOrpecCUpPYOIIUM pa3BUTUEM HMX HeOOCTaTOUYHOCTHU. [lapanjeabHO OTMeE-
YaceTCd INMOBBIIICHUEC PHUCKAa BOBHUKHOBCHUA ﬂ06pOKa‘ieCTBCHHbIX U 3J10Ka-
YE€CTBEHHBIX HOBOO6pa30BaHHI7[ BO BCEX TKAHAX M OpraHax, BKJIO4Yasd 3HIOK-
PUHHBIE. Y IeTeil U MOAPOCTKOB C MPOMOJXKAWIIMUMCSI POCTOM XpOHHUUYECKas
TUNEPpHNPOAYKI A TOPMOHA poCTa NPOABIAACTCA TMTAHTU3MOM, XapaKTEpU3y-
IOUMMCS YpE3MEPHBIM, MPEeBbIINAKIM UM GU3UOJOTUUYECKME TPAHUILIB CpaB-
HUTECIBHO NPONMOPUHMUOHAIBHBIM 3HI/I(1)I/I3aprIM N NEPpUuoOCTAaJbHBIM DPOCTOM
KOCTei, YBeJMYEHUEM MSITKMX TKaHEi M opraHoB. Y B3POCJBIX, MOCKOJbKY

IMOCJI€E OKOCTCHECHUA SHHq)HBaprIX xpﬂmef/i najibHEU Ui POCT HEBO3MOXEH,
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pa3BuBaeTcs akpoMeraausi (OT akros — KpaiiHuii, megas — Goubwoii). [Mpwu
9TOW MAaTOJOTMU TaKXe OTMeYyaeTcsl YCKOPEHHBI poCT Teaa, HO He B AJUHY,
aB IIMPpUHY 3a CYET MATKUX TKaHCVI, YTO NPOABIACTCA JUCIIPONMOPLUMUOHATD-
HBIM NEPHUOCTAJIBbHBIM POCTOM KOoCTe Ml CKeJieTa, YBCJIUUYCHUEM MaACChl BHYT-

PEHHUX OPraHOB M XapaKTEePHBIM HapylleHUEeM OOMeHa BEeU[EeCTB.

DNuAEeMHOJOTUS

PacnmpocTpaHeHHOCTh aKpOMeETrajJuu cocTaBiasgeT okoso 40—60 ciyyaeB Ha
MUJIJIUOH HaceJeHUs, 4acToTa HOBBIX cllyyaeB — 3—4 Ha MUJJUOH Hace-
JeHUSs B ron. BcTpewaeTcsi c OfMHAKOBOW 4YacTOTOW Yy MyXYUH U XKEHIIUH,
KakK mpaBuyio, B Bo3dpacTe 40—60 get. TMraHTU3M sIBJAsEeTCS Ka3yuCTUYECKU
pPEenKOW MaToOJOTUEM.

Kiaunuyeckue nposiBjieHUs

AKpoMerajusi, Kak NMpaBUJIO, XapaKTEepU3yeTCs MOCTEMEHHBIM Haya-
JIOM UM TOPNUIHBIM TE€YEHHUE C MEAJEHHBIM HapacTaHUEM CUMITOMATHUKHU
M U3MEHEHUEeM BHEIHOCTU. JIMarHo3 akpomMerajiluu B CpeJHEM ycCTaHaB-
JMBaeTCsl NpUMEpPHO yepe3 7 JieT MocJje peajlbHOro Hayajaa 3abojJieBaHMS.
OCHOBHBIMM CUMIITOMAaMU SIBJASIOTCSH:

e Jli3MeHeHHS BHENIHOCTH BEChbMa XapaKTEPHBl U BMONAaBIASIOMIEM OONb-
IMUHCTBE CJIyyaeB MMEHHO OHU TO3BOJSIOT 3aNMOTO3PUTh aKpOMeErajiuio.
XapakTepHO orpybeHue 4epT Julla, CBSI3aHHOE C YyBeJIUMYEHUEM HaIAOPOB-
HBIX IYT, CKYJTOBBIX KOCTell, HUXHel uyenoctu. OTMevaeTcs runeprpodus
MSTKUX TKaHeW juma: Hoca, ryd, ymeil. YBenlnueHHe HUXHEU YeNIOCTH
BelIeT K M3MEHEHUI0 NMpUKyca (IPOTHATU3M) 3a CUET PACXOXIEHUS MeX-
3yOHBIX MTPOMEXYTKOB (aAmacrtema). S3bIK yBeJuueH (MaKporjoccus), Ha
HEM YacTO BUIHBI OTNeYaTKu 3yO00oB. U3MeHeHUEe BHEIIHOCTHU pa3BUBAaETCs
MOCTAaTOYHO MEAJIEHHO, TaK UTO MAallMEeHT caM ero He 3aMmeuaeT (puc. 2.6).
Kpome TOoro, mpoucxXxonuT yBeJIMUYEeHUE pPa3MepPOB KUCTEW U CTOM (mMalueH-
THl YaCTO yKa3blBAalOT Ha yBeJUUYeHHE pa3Mepa OOyBU, MOPOU 3HAYUTENb-
Hoe) (puc. 2.7). [Ipu ruraHTuU3Me, B OTJIUYUE OT aAKpOMETaJuu, MPOUCXOIUT
yBeJMYeHUEe NTUHEWNHOTO pocTa.

BripaxeHHass runeprpodus XpsSlUeBOl TKaAaHU CYCTaBOB OOYCIOBJIHU-
BaeT apTpajruM. YBeJMYEHMUE KOJMYECTBAa U MOBbIMIEHUE GYHKLUUOHATD-
HOM AaKTUBHOCTHM TMOTOBBIX XeJie3 BeAYT K 3HAYUTEJIbHON MHOTIMBOCTH
(nmIpyM OCMOTpPE MOXHO MHOIJIAa YBUIETb DPYYelKM NOTa, CTEKaWIIUE IO
Tesy OOJIbHOTO). AKTHUBAaU U U runeprTpodus caibHBIX XeJie3, YTOJIIE-
HUE KOXM NMPUBOASAT K €€ XapaKTepHOMY BuAy (mjaoTHas, yTOJUIEHHas,
c rIy0OKMMHU CcKaaakaMu, 0oJjiee BbIpaXEHHBIMU Ha BOJOCHUCTOM 4YacTu
TOJIOBBI).
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Puc. 2.6. luHaMKUKa BHEIIHOCTH MallMeHTa ¢ aKpoMeTraJlueii:
a-1972r.;6 - 1979 r; B - 1991 1.

e CnjaHxHoMerajaus c moc-
JeAYIIMM Ppa3BUTHEM OpPraHHOWM
HeaocTaToyHocTH. Bnuguue TI'P Ha
MBIIIIIBI W BHYTPEHHHE OpTraHB Ha
HavyalbHBIX OdTamaxX 3a0oNeBaHUS
Malo3aMeTHO, a MopoW, OCOOGEHHO
Y CMOPTCMEHOB W JMII (GHU3UYECKO-
ro Tpyla BOCHPHUHHMMAaeTCs IMO3U-
TUBHO, IMOCKOJBKY YBEJIMYUBAIOTCS
paboTOCTIOCOOHOCThL M pU3UUECKaASs

aKTUBHOCTb, HO IO Mepe mporpec-
cupoBaHusA 3aboseBaHUSA MblIIEY- Puc. 2.7. YBenuuyeHue KUCTH, YTOJ-
Hbl€ BOJIOKHa [IereHepupynT, obyc- IMIeHWEe TajJblieB INPU aKpOMeErajiuu

JOBIMBAA HapacTalWmylo ciaabocTh, (psgoM KHMCTb 310POBOrO YeJI0BEKa)
nporpeccupyloliee cHuxeHue pabo-
TocnocobHocTu. HeKoMNmeHcUpOBaHHAasg AJUTEJNbHAs TUNEPNPOAYKUUS
T'P BeseT K pa3BUTUIO KOHUEHTPUUYECKONW runepTpoduu Mmuokapma, KoTo-
pasg cMeHsieTcsl runeprpoduuyeckoil Muokapauoauctpoduei, a B 3amy-
IMEHHBIX cayyasix 3ab0oJieBaHUS OHa MEPEXOAUT B OIUJATALUOHHYIO, 4YTO
BElNET K MpoOrpeccupyroleit cepaieyHoil HEeNOCTaTOYHOCTHU, SBJsAOMIASACSH
NMPUIYMHOMK TUGeAU 6GO0NbHBIX. ¥ 30 % MaliMeHTOB C aKpoMeTalueil BBHISIB-
JsieTCcsl apTepualbHas TUNMEPTEH3US.

e TonoBHbIe 00JIM, CBI3aHHBIC CACCTPYKILMEW TYypelUKOro cemja, €ro
nuadparMbl ¥ BHYTPUUYEPENMHOW TUMEPTEH3UEH.

e CHHAPOM amHO3 BO cHe pa3BuBaeTcs y 90 % GOJNBHBIX C aKpOMeTalau-
eii. DTo cBsA3aHO C pa3pacTaHMEM MSITKUX TKaHeil BEpPXHUX AbIXaTeJIbHBIX
nyTeid M MOpakeHUEeM AbIXaTeJbHBIX LIEHTPOB.
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e Tunodu3zapHas HeZOCTATOYHOCTDb CBsI3aHa C pa3pylIeHUEM U caaBiie-
HUueM runoduia onyxonbio. PenmpoaykTuBHBIE paccTpolicTBa (HapyumeHHUs
MEHCTPYaJlbHOTO IIUKJA, dPEKTUJbHAS NUCOYHKUUSI), MOMUMO Hapylie-
HUSI TMPOAYKLUUM TOHAAOTPOMUHOB, YACTO CBSI3aHBl C TUNEPNPOJTAKTUHE-
Muel, KoTopas B CBOIO ouepedb MOXET OBITh CBSI3aHA C COMYTCTBYMOIIEH
TUMEPNPONYKIMENW TNpoNaKTUHA OMYyXoJblo (NMPOTaKTOCOMATOTPOMUHO-
Ma), Tubo0 co cCraBJIeHUEM HOXKHU runocdusa.

e XuazMaJabHbId CHHIAPOM (CcM. 1. 2.3).

e CuMnToMaTHM4YecKHWii caxapHsblii nuadet (1o 50 % mMauMeHTOB).

e Pa3puTHe N00pPOKAYEeCTBEHHBIX U 3JIOKAYE€CTBEHHBIX OMyXxoJjei pa3-
JUYHOW NOKaJW3alMU BCIECACTBUE XPOHHUYECCKOUW THNMEPMOAYKIMH pPOC-
ToBBIX GakTOopoB (MP®-1 wm ap.). IIpu akpoMeraaiuum HepeaKO BHISIBISIOT
y310BOi uau nuddy3Hbil 306, afeHOMATO3HYIO TUNIepNJa3nio Hagmoyey-
HUKOB, GUOPO3HO-KMCTO3HYIO MacTOMaTUO, MUOMY MaTKH, MOJUKUCTO3
SUYHMKOB, MOJUINO3 KHUIMeYHUKa. [lodMNBl KUIIEYHHMKA BCTpedyarmTCs
B 20—50 % cnyuyaeB, KMIIEYHbIEe aJlE HOKADUUHOMB — B 7 % Bcex ciyyaes
aKpoOMeTaJluu.

JIMAarHOCTHKA

1. [ToBbimeHue Oa3zanbHoro ypoBHs I'P BBISIBIAIOT y OOJNBIMIMHCTBA
MaUMEeHTOB C Pa3BEPHYTON KIMHUYECKOW KaAapTUHOUW aKpOMETaJuU.

2. OpanbHbIii TAIOKO30TOJIEPAHTHBIA TECT MOJApa3yMeBaeT HcCCIeqOoBa-
Hue ypoBHss ['P umcxomnHo, a Takxkxe B mpobax kpoBu 4epe3 30, 60, 90 u 120
MUHYT MOCJe MpueMa BHYTPb 75 T TNI0OKO3bl. B HOpMe mpu Harpyske IJIIO-
K030# ypoBeHb I'P cHuXaeTcsa. B akTuBHOI (a3ze akpoMerajluu YypoBeHb
I'P He yMmMeHbmIaeTcss HUXE 2 HI/MJ WUJU BBIABIAAETCS MNapaloKcalbHOE
noBeimeHue ypoBHs [P. I'mioko3oTonepaHTHBIW TeCcT MOKa3aH B CUTya-
LU, KOTAAa y MAallUEHTa C KIMUHUUYECKUMU NMPOSBICHUSIMU aKpOMeraiuu
ompeneysieTcs] JUIIb yMepeHHOe TNOBbHIIeHMEe O6a3zanbHOro ypoBHs [P,
nub6o oH B HopMe. KpomMe TOoro, TecT mcmoiub3yeTcs AJNSI OLeHKU dbdek-
TUBHOCTH J€UYECHMUS.

3. BecbMa MHGDOPMATUBHBIM HCCIEOOBaHUEM SBISAECTCS OIpeHeTcHHE
ypoBHSI UP®-1 (comatomenuna C). Y B3pOCHBIX EeIMHCTBEHHOW MPUIYUHOM
MoBHIIMEeHUST YypoBHSA MP®-1 gaBisieTrcss akpoMeraius, a BISIBJIeHHE HOpP-
MaJbHOTO ypOBHI MP®-1 mpakKTUYEeCKHM MCKJIHOYAET 3TOT fMarios. UPD-1
B oTiu4yue oT I'P mMeeT Gojee MIMTENbHBIM MEePUON MOJYXMU3HU B IJIa3Me
M oTpaxaeT ypoBeHb [P Ha MpOTSAXEHUU AJIUTEIbHOTO BPEMECHH.

4. MPT runodu3a 115 BU3yaJlu3alluud alcHOMBI.

5. OOGcnenoBaHMe Ha MNpeIMeT BO3MOMXKHBIX OCJOXHEHHH (MOJUIMO3
KWIIeYHUKa, caXapHbIil 1muabeT, MHOTOY3JIOBO# 300 M Ap.).
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JduddepennuaibHas THATHOCTHKA

F'urautusm nuddepeHUUPYIOT OT APYrux (GpopmM BBICOKOPOCIOCTU (KOH-
CTUTYIHMOHAaJlbHO BBICOKUU pocT, cuHApoMm KriaiiHdenrepa, MepBUYHBIHI
TUTIOTOHAAU3M Pa3JMYHOW ITHUOJOTUM). AKpoMmeralunuio tudbepeHUIUPYIOT
OT TSXEJOro runotupeosa, 6one3Hu Ileaxkera, MHIMBUAYAJIbHBIX OCOOCH-

HOCTEW BHEIIHOCTH.

Jleuenue

ueﬂblO JJedyeHUu4d akKpoMeraiuu ABISAIOTCHA JUKBU AL UA AaBTOHOMHO I
runepnpoaykuuu I'P, HopMmanusauus ypoBHs MP®-1 B KpoBU M OTCyTC-
TBUE MOBBIIIEHUS MJa3MeHHOTro ypoBHs ['P B rioK0O30TOJEpaHTHOM TecTe
(75 r rawKo3bl) BbilIe 1 Hr/MJ. YKa3zaHHble KPUTEPUU COOTBETCTBYIOT
peMuccuu 3aboseBaHusi. OOWIMUK AaJITOPUTM JIEYUEHUST aKpOMeETraJlluu Mpea-
cTaBJieH Ha puc. 2.8.

. MeTonom BbIOOpa Mpu JeYeHUUM OOJIbBHBIX C aKpoMerajluei sIBISIET-
csaTpaHccheHouaaibHoe yaajieHue ageHoMmbl runodusa. [1pu MukpoageHo-
Max B 85 % cayvyaeB ypoBeHb ['P mocie omepauuu Bo3BpaliaeTcsi K HOpMe.
B ciayyac HeOOoJdbIIUX MHKAaNCYJUPOBAaHHBIX aJ€HOM OIEpPAaTUBHOC JICUC-
HUEe, KakK NMpaBUJO, NMPUBOAUT K CTOMKON pemuccuu 3aboneBaHus. Ilpwu
MaKpoaJeHoMax NMOJHOE M3JeYeHUEe Mocje MepBOil onmepauuu JO0CTUTAETCH
B 30 % cnyyaeB. Hauxyamuil mMpOrHo3 UMEIOT OMYyXOJHU C dBKCTPACEJIsIp-
HBIM POCTOM.

e AHalord cCoMaTocTaTuHa (OKTPEOTHUI, OKTPEOTUA AIUTEIBHOTO
NeHCTBUS, JAHPEOTUI) MO3BOJSAT HOpMaiu3oBaTh ypoBHu I'P u UDOP-1
y 50—70 % mauueHToB. PaszMmeps ameHOMBl runocdu3a yMeHbIIAOTCS pexe,
TonbkKo B 30-50 % ciayyaeB U OOBIYHO HEe HAMHOTO.

e bBuaokatopsl penentopoB [P (merBucomMaHT) yMEeHbINAIOT CHUHTE3
MDP-1, KOHKYpUpPYSI ¢ 9HITOTeHHBIM ['P 3a cBA3BIBaHME C €r0 PEIENMTOPOM.
ﬂo npeaBapuTeJbHBIM OJAaHHBIM IIPpU TEpalmuU NErBMCOMAaHTOM YPOBCHDb
NUP®-1 cHuxaercs y 90 % mnmaumeHTOB. B CcHJIYy OTCYTCTBUS HaHHBIX 00
OTHAaJEHHBIX pe3yJbTaTax JeueHMUs IMOoKa HUCMNoJb3yeTcs mnpu Hedahdek-
TUBHOCTHU AOPYIrux METOLOB.

e JlyyeBas Tepamusa HU3KO 3PdeKTHMBHA UM MOXET MCHNOJb30BaThCSH
KaK BCIIOMOTATEJIbHbI U METOI JICYCHMU. Bo.nee NEPCONECKTUBHBIM METOOOM
SIBJISIETCS HaNpaBJeHHOEe OO0JIlydeHUEe OCTAaTOYHOW OMmyXoJu 7-4acTULlaMU
(ramMMa-HOX).

IIporuos
CMepTHOCTb NPpM aKpoMeraiuum B 2-4 pasa BbIIIE, YeM CpPEAM HaCCICHMS

B L[eJIOM, IpexXae BCEro M3-3a CEpPACYHO-COCYAMCTBIX 3aboneBaHuii. [lpwu



CoMaTponiHoMa

- MaKpoafieHoMa: GuaBneHe
MukpoaaeHoma OKPYRAKWNX CTPYKTYP ORyXOMbH0,
- - NPOAEBNIOLLBECH HAPYWHHEM

IPOHHA, mnoaHon Gonuio

Tpaucd;eﬂou,qanbnaF AOEHOMIKTOMMUA

Ypaseub I’P< 1 Wrimn, chaenb res 1 Hrmn
YpoBeHh N®P-| B Hopme YposeH WPP-1 noswiuen

HaGnionenwe | k:c’%-l;amn

GGMBTOCIZTHHa

-

YpoaaHb {'P> 1 Hrimn,
YpOBaHh NP I nogbien

|

[Mauanne GhokaTopom
peuentopos MNP (nemsucoManToMm)

Y_p.oaeub P> 1 wrfmn,
YpoeaHe AGP-} noasiwen”

” Nporweonokazanns k orepaun
{ Hi OTKA3 OT HOG

U

TNeHpHNG aHANOAMKH COMATDCTATUHE J

{

—

Vpuaém, rP<t Hrfmn,
YpoeeHs MEP-I 8 Hopme|

HaGnioaenwe ‘J

YpoeaHs res 1 HEfMAR,
Ypopout WOP-| noptiien

TNeaenve Grokaropom
peyenTtopos NP
(NergMcomMaHTOM}

[Vposem; P> 1 Hr/mn,
!Zpoaeub VIOP;I NoBLILeH

Nyvesan Tepanuni

, Nyqepan repanwa
[ Puc. 2.8. AIropuT™ JeueHHS AKPoMETATHH
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HopManu3anuu ypoBHss UD®P-1 u yctpanenuu runepcekpenuu CTI cmep-

THOCTb CHUXACTCA JO CPEOAHECTATUCTUYECCKOTO IIOoOKa3aTead.

2.6. TUMOMUNTYNTAPU3M

lmnmotanamMo-runodusapHass HEJOCTAaTOYHOCTbh (THNONMUTYMTAPHU3IM)
— KJIUHUYECKHUU CUHAPOM, pa3BHBAONIMUCSA B pe3yiabTaTe AECTPYKIIUU
ageHorunodusa ¢ MOCAECAYIOIIUM CHUXEHHUEM MPOAYKIUHU TPOMHBIX rOp-
MOHOB ¥ HapyHmieHUEeM JesaTeJbHOCTH TepuUdepUUYeCcCKUX SHIOKPHUHHBIX
xene3 (taba. 2.6).

Ta6n. 2.6. TunoranaMo-runodusapHas HEIOCTaATOUHOCTh

Omnyxosin, onepaTUBHBIE BMEIIATEeJIbCTBA U OOJIyUYeHUE
TUMoTasaMo-runobu3apHoOil 06JacTH, aNMOTIIEKCHUS
runnodusa (cunapom luena-CumMoHaca), UHOUIb-
DTUONOTUSA TpaTUBHbIe 3a00JeBaHUS (CapKOUI03, reMOXpOMaTo3),
TsXKeJasi 4epenmHO-MO3ToBasi TpaBMa, CUHIPOM <ITyC-
TOTO» TYPEIKOTO CeJjia, BPOXIECHHBIE U HACIENCTBEH-
HbIe CUHIPOMBI

BcnenctBue neduiiuta TPOMHBIX TOPMOHOB rumnodusa
HACTyIaeT BTOPUYHASA TUMOGYHKIUSI KOPBl HAAIO-
YeYHUKOB, IMUTOBUIHON U MOJOBBIX Xeje3. Jlehuuut
ropMoOHa pocTa

ITaToreHes

Tunodu3apHBIt HAHWU3M BCTPEYAETCS C YACTOTOU

15000 ncumeneii; depuyum eopmona pocma, enepeévie
DNUAEMHUOIIOTUSI .
BO3HUKIIUI BO B3POCIOM BO3pacTe, BCTpedyaeTcs

cyactotoi 1:10000

OmnpenensiloTcsi BO3pacTOM pa3BUTHUS 3abojeBaHUs,
a TakxXe HaboOpOM M TSIXeCThio NeGpUIUTa TOPMOHOB
ageHorumnogusa

1. [TapuuaabHBIi THUTONMUTYUTAPU3M (BTOPUUYHBIM
TUMOTUPEO30M, TMIIOTOHAAU3MOM U TMNMMOKOPTHUILIU3-
MOM, B pa3JIU4YHBIX coueTaHusaXx + neduuut ['P)

OCHOBHBIE
KINHUYECKHE
MPpOABIECHUS

2. [Manrunonutyutapuim npu cuaapome lluena-
CummoHnca (cunopom «TA»): AMeHopesi, ArarakTus,
nmorepsi AKCUJIJISPHOTO OBOJIOCEHUS, A€MUTMEHTAL U
Apeon, «AnebGacTpoBasi» GJIEIHOCTh M TUMOTpoduUs
KOXHU, Amatusi, AtuHaMus

3. TunoduzapHbIilt HAHU3M
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Oxonuanue maba. 2.6

1. AHaMHe3 (omepaTUBHBIE BMEIIATeAbCTBA U TIPOY.)

2. Bropuunslit runokoptuuusm: AKTI'4, kopruzon>1,
TECT C UHCYJIUHOBOW THUIMOTINKEMUE

JIuarHoCTHKaA 3. Bropuunbiit runotrupeos: TTI'l unu B Hop™me, JAi
4. BropuuHblii runoronaausm: 1/ dCr~, E2/T4'

5. lebunur FP: TP!, NP®-li, TecT ¢ HHCYAMHOBOIA

TUINIOTJIUKEMUEH

Y 63pocavix’, TsKenbie 3a060JIeBaHUS, COMPOBOXIAIOIIN-
ecsl BBIpaXeHHOU ToTepell Beca (OMyxoyu, TyOepKyie3

M TIpOY.), HEpBHAsA aHOPEKCHUSA, ayTOUMMMYHHBIE TTOJIH-
AudbdepeHunanb-

Hadgd AMarHocTuka

IIaHIYASIpHBIE CHUHIPOMEI.
Y demeii (npu cuHApOMEe HaHU3Ma): ceMeiiHass HU3KO-
pOCTOCTh, TsXXejasi coMaThHyecKasi MaToJOTHsI, PeAKHe
HACJeICTBEHHbBIE CUHAPOMBI

Jleuenue 3aMecTUTeNbHAsI Tepamnus

Omnpexaensiercs: 3a00JeBaHMEM, BbI3BABIIMM THIOTUTY-
UTapu3M

[Iporuos

BRI Iensi10oT MAHTUNOMUTYHUTAPU3M — HePUIUT BCeX TOPMOHOB aIeHO-
runodu3a U BCTpEeYaOIMUNACA 3HAYUTEAbHO Yalle MAaPpUHAJIbHBIA THIONM-
TYAUTAPU3M.

DTHOJOTUS

1. Onyxoau runodu3a, NpUBOASAIIUE KETO AECTPYKIIUU C BBIMAAEHUEM
NPOLAYKLUUU TPOIMHBIX TOPMOHOB.

2. Okonorunoduszapupie onyxoau (KpaHnodapuHruoMma, MEHUHTUOMA,
MeTacTa3bl Pa3JIMYHBIX OMYyXO0Jed U Npoy.).

3. OnepaTuBHbIEe BMEIIATEJNbCTBA B runoTajamMo-runodusapHoid obiac-
THU, 00JydyeHHe runodusa.

4. Anonaekcus runodusa (CENTUKO-3MOOIUYECKUN UJIM UTHIEMUUYECKU I
uHpapkr) unu cundpom Iluena-Cummondca (CLIC). Knaccuueckuit CHIC
OMMCaH y XEHUIMH NOocje POJOB, OCIOXHEHHBIX CEICUCOM, TPOMOOOIMOOIU -
SMHU U MaCCUBHOUW KpoBomoTepei. [unmeprpodus nepeaHeit noaum runodusa
BO BpeMsi OepeMEHHOCTHM, CMEHSIOLAascsd €e MHBOJILMWEHd Tmocje pPOaoB,
CMocoOCTBYET TOMY, YTO BCE MEPEUYUCIEHHBIE OCIOXHEHUS BEAYT K Hapylie-
HUI0 KpoBooOpauieHuss B runoduse, aHruocnasMaM, TUMOKCUU U HEKPO3Y.
B mocaeanue roabpl BcTpedaeTcsi peako. Cunapom aHanorudydsiii CILIC onu-

CaH INpU KPOBOMNOTEPAX APYroro reHe3a, B TOM YUCJIC U Yy MYXYUH.
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5. AuduapTpaTuBHbIE 3200J€eBaHud (CapKOUI03, JUMGOUUTAPHBIA TUNO -
Gu3uT, TEMOXpPOMaTO3, TUCTUOLIUTO3).
6. Tskelasi yepenHo-MO3roBasi TpaBma
7. CHHAPOM «IYCTOro» Typeukoro cenya (cMm. 1. 2.8). Kak npaBuio, jer-
KU MapuualbHBIi TUNOMUTYUTApW3M, YacTO B COYETAHUM CTUMEPIPO-
NTaKTUHeMUEeil, obHapyXuBaeTcsa He Gonee yeM y 10 % mamueHTOB.
8. BpoxK/JeHHbIe U HACJEACTBEHHbIE CUHIAPOMBI:
HaclieJICTBEHHBI AedUUUT TOPMOHA pocTa U pdja TPOMHBIX TOPMO-
HOB (MyTauus redHa ropMoHa pocta, reHoB Pit-1 u Prop-1);
nedexTbl pas3sBUTUS THUNOTajaMO-TUNOGU3aPHONW CUCTEMBl (rojo-
npo3sHuedanus, cenToonTuyeckas AMCNaa3usd, BPOXIEHHas ana-
3Us M runomngasus runodusa u ap.);

— wuauonatuyeckuid feduuut 'P 1 TponmHBIX TOPpMOHOB runodusa.

ITaTtorenes

B ocHoBe maToreHe3a NAaHTUNONMUTYUTApU3Ma JIEXUT NeDUIUT TPOI-
HBIX TOPMOHOB M ropmoHa pocta (['P). B 3aBucuMocTuU OT JoKaiau3alnuu,
OOMMPHOCTH W MHTEHCHUBHOCTH JAECTPYKTUBHOTO Tpollecca BbBIIageHUE
UM CHUXEHUE TOPMOHOOOpa3oBaHUS B runoduse MoxXeT OBITH paBHO-
MEPHBIM M MOJHBIM (MAaHTUMNOMUTYUTAPU3M) UIU YACTUIYHBIM, MPU KOTO-
pOM CcOXpaHsIeTCs MPONYKIUIUsS OAHOTO WUJIU HECKOJIbKUX TOPMOHOB. XOTHA
HEKPOTHUYECKHUE Mpolecch B runoduse ormedyeHol B 1,1—8,8 % Bcex ayror-
CHii, YyacTUYHasI TOPMOHAaJbHAasA HENOCTATOYHOCTh pa3BUBAETCS MPU IMoOpa-
xeHuu 60—70 % mnepenHed MOJTU, a NAHTHUNOMNUTYUTAapU3M — TMPH Mopa-
xeHuu 90 % u Gomee. B pesynbraTe HacTymaeT BTOPMYHAS TUNODYHKUIUS
KOpBl HAaANMOYEYHUKOB, IMMTOBUIHON M MOJNOBHIX Xene3. B peakux cnyvyasx
ONTHOBPEMEHHOTO BOBJICUEHHUS] B MATOJOTMUYECKMU Tpollecc 3aiHel HoNuU
UIM HOXKHU TUNMOodu3a BOBMOXHO CHUXEHUE YPOBHS Ba3ompeccUHa C pas3-
BUTUEM HecaxapHoro nuabera. OOJHOBpeMEeHHOE CHUXEHHE CONEpXaHWUS
AKTI ¥ KOpTMKOCTEpPOUIOB, aHTATOHUCTUYHBIX Ba30MPECCHUHY B OTHO-
MeHUU BOAHOTO OOMEeHa, MOXET HUBEJIMPOBAaTh, CMIr4aTh KIMHUUYECKUE
NMpOSIBICHUSI HENOCTATOYHOCTH Ba3ompeccHMHa. BrimageHue NPOAYKUUU
NpojlakTMHAa TNPUBONMUT KarajrakTuu. [lpu mapumaibHOM TUNOMUTYU-
Tapu3zMe Haubojee YacTO CTpalalwT TOHAZOTPONMHAs W COMATOTPOMHAas
byHKIUMU, 3HauuTelbHO pexe Hapymaetrcsd mnpoaykuus AKTI u TTT.
Y B3pocnbiX CHUXeHHe mpoaykinuu [P cero yHUBepcaJlbHBIM BIUSHUEM
Ha OEJNKOBBI CUHTE3 NMPUBOAUT K Mporpeccupyromeit arpoduu Tiaankoit
U CKEJeTHOUW MYCKYJIaTypbl U BHYTPEHHUX OPTaHOB.

BpoxaenHbit neduuur I'P B HaubGosee MaHudectHoit dbopmMe nposB-
JsIeTCs CUHAPOMOM HaHu3Ma (OT JaT. nanos — KapJHUK), KOTOPBIU Xxapak-
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TepU3yeTcsd PEe3KUM OTCTaBaHUEM BpoeTe U (PU3UMUYECKOM pPa3BUTHUMU.
T'unodu3zapubiii HaHU3M, HeEe SIBJSIETCSI OAHOPOIHBIM IO 3TUOJOTUMU U Ma-
TOTE€HE3y COCTOSHUEM: y OOJIbIIMHCTBA OOJBbHBIX BO3HUKAET NaTOJOTUS
pEeryassUuMu U CEKpeUuUuM APYrUX runodu3apHblXx TOPMOHOB, KaK NMpaBUJIoO,
umeloTca Hapymenus cekpeuuun OCT, JIT, TTI, uto conmpoBOXaaeTcsd pa3-
JUYHBIMU COYETAHUSIMU SHIOKPUHHBIX U OOMEHHBIX HApYIWIEHUN (MaHTU-
MOMUTYUTAapHBIM HaHU3M). HacineacTBeHHBbIe BapUAaHThl HELOCTATOYHOCTH
I'P, covertaomeiics ¢ 1eGbUUUTOM OIPYTUX TPOMHBIX TOPMOHOB, Yalle BCETO
cBsA3aHBl c nepuunutom daktopa Prop-1 unm daktopa Pit-1. ®@akrtop Pit-
1 yXe B paHHMX cTagusiXx 3MOpuUOreHe3a NPUCYTCTBYEeT B comaToTpodax,
naktoTpodax u Tuporpodax, Tae HUrpaeT BaXHY pOJb B MHULMALUU
9KCNPECUU TEHOB, OTBETCTBEHHBIX 32 CUHTE3 TOPMOHOB 3TUMU KJIETKaAaMHU
aneHorumodusa. @akrop Prop-1 (prophert, npenBectHuK Pit 1) ompeaenser
nepBOHAYaJbHYIO 3aKJaAKy COMaToO-, MpoJakTo- U TUpeoTpodoB, nudpde-
pPeHLUMAUUS KOTOPBIX NMPOUCXOAUT MPU yYyacTUM aKTHUBATOpa TPAHCKPUI-
uuu Pit— 1. MyTauuu B yKa3aHHBIX FeHaX BbI3BIBAIOT KOMOMHUPOBAHHBI i
neduuut I'P, nponaktuna u TTI. BoabmWIMHCTBO ciydyaeB runo®u3apHoOro
HaHU3Ma MPUXOASATCSA Ha mauonaruueckuit nedbuuut I'P.

DNUuaeMHUOJIOTHS

To4yHBIe HJaHHBIE O PACTIPOCTPAHEHHOCTH Pa3JUYHBIX GOPM TUMOMUTYM-
TapuidMma oTcyTrcTByloT. CIIIC B Hacrosimee BpeMs clienyeT paccMaTpuBaTh,
KaK BecbMa peakoe 3abojeBaHUE; B OOJBIMMUHCTBE CAyJYaeB OH ONMMUCHIBAET-
cs yXeHIWUH B Bo3pacte 20—40 ner. 'unodu3apuplii HAHU3M BCTpeyaeTCs
cyactoToir 1:15 OOO xwuteneil; pa3HuUuLa B 3a00JeBAeMOCTU Yy MYXUYUH
M XKEeHIIMH OTCYTCcTBYeT. JedUIUT ropMoHa pocTa, BIEepBbie BO3HUKIIMIKA
BO B3pOCJIOM Bo3pacTe, BcTpeuaeTcs ¢ yactoroir 1:10 OOO.

Kiaunuyeckue nmposiBjieHUs

1. [TapuuaJbHbIii THNOJUTYUTAPU3M KJIUHUYECKU MPOSBIASIETCS BTOPUY-
HBIM TUNOTUPEO30M, TMINOTOHAAM3MOM UM FHMNOKOPTULM3MOM B pa3iuy-
HBIX COYETAaHUSIX, a TaKXe BechbMa HeCHEeHU(PHUUECKON CUMITOMATHKOW
nebunura I'P (tabn. 2.7).

2. TlaHrMmoOmUTYHTApM3M TIPU KJIACCHYECKOM TEYEHUU CHUHIpOMaA
MMuena-CumMmonaca (CIIC) B GonbUIMHCTBE CJydyaeB pa3BUBAeTCs Mel-
JIEHHO, B TEUYEeHUE HECKOJIbKMX JeT. XapaKTepHa HEYKJOHHO HapacTam-
mass moTeps MaccChl Teja, MPU TAXEIOM TeYeHUUM gocTurarwimas 25—30 kr.
McTtomeHne 0oGBIYHO paBHOMEPHOE, MBIIIIIB aTPOOUPYIOTCsA, BHYTPEHHUE
opraHbl YyMEHbIIAWTCS B 00beMe. XapaKTepHbl M3MEHEHUS KOXHBIX TMOK-
POBOB: HCTOHYEHUE M CYXOCTh MPHUAAIOT KOXE BUI MalMlUPOCHOW GyMmarwu,
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Taon. 2.7. KnuHuyeckas KapTUHa TMNONMUTYUTapuU3Ma

M euuuTHbII

Knunuyecksie mposiBjieHMs
TOPMOH

CHUXeHUEe pabOTOCIOCOOHOCTU U TOJNEPAHTHOCTHU K (pU3U-
YeCKMM Harpys3kam, CHUXEHUE TOlledl Macchl Teia, OXUpe-
HUE, aTepPOCKIEPO3 U MOBBIIIEHUE CEPACUYHO-COCYAUCTOTO
pucKa, AeTpecCUBHBIE PacCTPOUCTBA

I'p

Youcenwun: aHOBYNALIMSI, aMeHOpesI, NUCIIapeyHUs

Y myxucuun: spekTuNbHass AMCOYHKUMSA, aTpodUs AUYEK
Oéa noaa: cHUXeHUe TMOUIO0, MOTEPS IMTOJTOBOTO OBOJIOCE-
HuUs, Oecraonue

JAT/®CT

AHaJOTMUYHBI TAKOBBIM TMPU MEPBUYHOM TMIOKOPTHUIIM3ME
(cM. 1. 4.5), 32 UCKJIIOUEHUEM OTCYTCTBUS TUIEPNUTMEHTa-
UM U MPOSABICHUN AedUIMTA albIOCTepOHA (TUMEePKaIn -
eMUS, TUTIOTOHUS).

AKTT

AHaAJOTUYHBI TAKOBBIM Opu NEPBUYHOM TUIIOTUPEO3C

TTr (cMm. 1. 3.6.).

[TponakTuu AranakTus

OTMEYaloTCs CMOpIIMBaHUE, IIeJylIeHUEe B COYETAHUM C OJEINHO-XKeJ-
TYIIHOW, BOCKOBUIHOW OKpackoii. Mcue3amwT BOJOCH B MOIMBIIIEYHBIX
BHaAMHax U Ha JOOKe, NEMUTMEHTUPYIOTCSI COCKM U KOXa B 00JlacTH TpPO-
MEXHOCTU. XapaKTEepHbl aMeHOpesl, CHUXEeHUEe NUOUuIO0, IPEeKTUJbHAS
OUCHYHKIUS, TMOCTeNmeHHasT aTpodus MOJOBBIX OPTaHOB ¥ MOJOYHBIX
xene3. [lpu pa3BuTuum 3aboseBaHUSI MOCJIe PONOB XapaKTEepHBl arajiak-
TUSI. BTUnuuyHoM ciydyae oOHapyXuBaeTrcsi cuHapoM <«7A» (AmMmeHopes,
ArajakTus, notepss AKCUJIISIPHOTO OBOJOCEHUS, AENUTMeHTaLUus1 Apeol,
«AnebactpoBasg» OJenHOCTb M rUunorpodus Koxu, Anatusg, AZUHaMusd).
Ins mo3OHUX CTAaAuM XapakTepHa pe3kas obuas ciabocTh, anmaTus, aiu-
HaMHUS, BIJOTh OO MOJTHON 06GE3IBUXKEHHOCTU, TUMOTEPMUS, OPTOCTATH -
YyeCKMU KoJJanc U KOMAaTO3HOE COCTOSIHUE, KOTOopbie 0e3 JedyeHUus Npu-
BOASAT K rubenu 6onpHOoro. OcTpas aneHorunodu3apHass HEeIOCTATOYHOCTb
(runoduszapHass KoMa) MpeAcCTaBaAsieT cO00 coueTaHUEe OCTPON HaAIMmouyey-
HUKOBOUW HEIOCTATOYHOCTH M TUMOTUPEOUTHOMN KOMBI.

3. T'unodusapHblii HAHU3M TMPOSIBISIETCS PE3KUM OTCTaBaHUEM BpoOeTe
U dusnyeckoM pa3Butuu. K 1oasimM KapJIMKOBOTro pocTa OTHOCSAT MYXYHUH,
uMewmux poct Huxe 130 cm, M XeHIIUH — HUuxe 120 cm. HaumMeHbiui
ONMMCAaHHBIU pocT Kapiauka coctaBuia 38 cM. JleTu ¢ Kiraccuuyeckoih coma-
TOTPOMHON HEIZOCTATOYHOCTHIO Yalle POXIAITCS C HOPMaJbHOW Maccoit
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M AJMHOM TejJa, U HAYMHAIOT 3aMETHO OTCTaBaTh B Pa3BUTUU C 2—4-JIETHETO
Bo3pacTta. [Ins nereit ¢ opraHuuyeckum reHe3om neduuurta 'P (kpanuoda-
pPUHIUMOMa, YepemnHO-MO3TOoBas TpaBMa M T.II.) XapaKTepHBbl 6ojiee MO3AHUE
CPOKM TpOSBIeHUS nedbUIUTa pocTa, mocie 5-6-meTHero Bo3dpacrta. [lpwu
MAMOMAaTUYECKOM runoduzapHoM HaHu3Me Ha ¢GoHe OTCTaBaHUS Bpoe-
Te OTMEYaloTCs HOpPMaJbHBIe NMPOMOPUMU Teda pebGeHKa. YHeleYeHHBIX
B3POCJBIX OTMEUAalTCS NETCKUEe mnpomnopuuu Ttena. YepThl JAMlla MeJaKue
(«KYyKOJIbHOE JHMLO»), mnepeHocuua 3anagaeT. Koxa OnegHas, C XelTo-
BaTbIM OTTEHKOM, cyxas, HMHoOrga HabOMwAalTCS LMAaHO3, MPaMOPHOCThH
KOXU. YHeJNeYeHHBIX OOJNbHBIX pPaHO TOSIBISIOTCS «CTAapooOOpPa3HOCTH»,
MUCTOHYEHHUE M MOPLUIMHUCTOCTb KOXM (repomepma), 4TO CBSA3aHO C HEIO-
CTAaTOYHOCThIO aHabonuueckoro aeicrsuss [P u 3aMeqneHHONW CMEHOI
KJIEeTOYHBIX reHepauuii. PacnpenesreHre MOAKOXHONW XUPOBOM KiIeTYaTKU
KoJie6JIeTCs] OT MCTOIEHUS MO0 OXUPEHUSA C MPEUMYIIECTBEHHO BEPXHUM,
UIU <«KYIIUHTOUAHBIM» (BUCLEpPaJbHBIM) OTJIOXeHUeM. Bojgochl MoOryTt
OBITh KAK HOPMANbHBIMU, TAK U CYXMMU, TOHKUMU, JOMKUMU. BTopuuHoe
OBOJIOCEHHME Yalle OTCYTcTByeT. MplimeyHass cuctemMa pa3Bura ciaabo.
Y ManbuMKOB, KaK NMpaBWJIO, MMeeTCs MUKpomeHuc. [losoBoe pa3BuTHe
3aJepXaHO U HacTynmaeT B CPOKM, Korga KOCTHBIM BO3pacT peOGeHKa AJOCTU-
raetr nmybepTaTHOTO YpoBHSI. 3HaYyMTeJdbHasl nons neteit ¢ nedbunurom [P

“UMeeT COMYTCTBYIOIIUN Ae(PUUUT TOHAZOTPONUHOB.

JIlMmarHocTUKa

JInst TMaTHOCTUKYU TUTMONMUTYUTApU3Ma y B3POCHBIX BaXHelIlee 3HaUe-
HUEe UMEIOT AaHHbIe aHAMHe3a (omepaluu M ob6JayyeHue runodusa, ocaox-
HEHHBIE MAacCCHUBHBIM KpPOBOTEYEHUEM pOABl U T.A.). [IpM TOpPMOHalIbHOM
UccleJOBaAaHUM OMNpeneseTcss COUYeTaHUE HU3KUX YPOBHEHd TOPMOHOB
nepudpepuuyecknux OSHAOKpUHHBIX Xene3d (T4, TecTtocTepoH, 3CTpaguoln,
KOPTH30J) CO CHUXEHHBIMU MJIU HU3KUMU YPOBHSIMU TPOMHBIX TOPMOHOB
u 'P. B GonpmuHCTBEe clayyaeB HeOOXOOMMO MOATBEpXIeHUEe nedUIUTaA
TPOMHBIX TOPMOHOB U ['P B cTuMynsuumoHHbIX npo6ax (cMm. Tabxa. 2.1). Bcem
namgueHTaM nokazaHo nposegeHue MPT ronoBHoro mosra.

OCHOBHBIMHM METONAaMU KIMHUYECKON JAUATHOCTUKU THNOGU3APHOIrO
HAHM3MA SIBJISIIOTCSI aHTPONOMETPUS U COMOCTaBJIeHUE €€ pe3yIbTaToB
C MEePIHEHTUJIbHBIMU TabauuamMu. Jns MCKIOUYEeHUS pPa3TUYHBIX CKeIeT-
HBIX JOUCHAa3uil (axoHApOMJIa3us, TUINOXOHIPOMJa3us) OLEHUBAIOTCS
nponopuuu Tteaa. [Ilpu peHTreHorpaduuM KUCTEW U Jydye3almsCTHBIX CyC-
TaBOB ONpeaesieTcs] KOCTHBIM (PEHTreHOJOTHMYECKUIl) BO3pacT, NpU 3TOM

o FI/I]'[O(bI/IBapHOFO HaHU3Ma XapakKTE€pHa 3HaAaYUTEJIbHad 3aA€pXKKa OKOC-
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TeHeHUsa. Jebuuutr 'P HeoOXoAUMMO NMOATBEPAUTh NMPOOO C MHCYIUHOBOI
runornukeMueir (tabn. 2.1). BecbMa IIeHHBIM HCCIeNOBaHUEM BAMATHOC-
Tuke nepunura ['P aBasiercsa onpenenenue ypoBuss UPD-1.

JduddepenunanbHas IMarHoCTHKA

Y B3poCHBIX THUNOTajJaMO-TUNO(MHU3apHYI HEIOCTATOYHOCTb HEO0O0XO-
nuMo nuddepeHUUpPOBaTh C LEJbBIM psAOM 3ab0oJeBaHUN, NPUBOASIUIUM
K MOXYJAEHUI0 (3JIOKAYeCTBEHHBIE OMNMYyXOJU, TyOepKyjae3, dHTEPOKOJIUTH,
Cpy M COPpynonoOHbIe CUHAPOMBI, MopduUupuHOBass 60J€3Hb U ApP.), B TOM
yuciae OT HepBHO#W aHopekcum (cMm. m. 11.4). CoyeTaHMe HEOAOCTATOYHOCTH
HECKOJbKMX OHAOKPHUHHBIX XeJe3 BCTpeyaeTcss B paMKax ayTOMMMYHHBIX
MOJUTTAHAYJSAPHBIX CHHAPOMOB (cM. 1. 9.1).

NUnunonatuuecku it runodusapuplii HAaHM3M 1M GG EePEeHUUPYIOTOTAPYTUX
GopM HU3KOPOCIOCTHU: MPU BPOXIEHHOM TMIOTUpPEO3€e, PaHHEM MOJOBOM
CO3peBAaHUM, BPOXKACHHON NUCOYHKLUUU KOPbl HAATMOYEUYHUKOB, CAXapHOM
nuabetre (cuHapoM Mopuaka, HoOGekyp), Ha dhoHe THAXeNbIX coOMaTUuYeC-
KUX 3a00NeBaHUi, MPU TFEHETUYECKUX OCTeOapTpOMaTHUIX, a TakKXe C Tak
Ha3blBAaeMO ceMeilHON HU3KOPOCIAOCTbI0 (KOHCTUTYUMOHAJbHAas 3aaepXKa
pocta). B mociaenHem ciyyae, KakK NpaBUJIO, yAaeTcCs] BbIIBUTb aHAJOTUY-
Hble CJIy4Yal HU3KOPOCIOCTU y OOTHOTO U3 POAUTENEI.

FTmnodpuszapHbpifi HaHU3M HeobOXxoauMmMo nudpdepeHIUMpOBATH OT psaa
pPEeNKUX TEeHETHYEeCKUX CUHIAPOMOB, TaKUX KaK Jporepus (CUHIAPOM
letrunHcoHa-Tundopna), cunanpom Jlapona (nmepudepuyeckas HeEUYyBC-
TBUTEJNbHOCTh, K[ P B pesynpTaTe anedexrTa reHa ero peuemnrtopa), CHHI-
pom Paccena-CuabBepa (BHYTpPUYTpPpOOHas 3aJepXkKa poOCTa C aCUMMeET-
pueilt TynoBuimia), cuHapom Cekkedass (MTUILETOTOBBIe KapJIWMKHW), CHHIPOM
IIpagepa-Buaam (3apepxkka pocTa C POXAEHUS, OXMUPEHUE, KPUNTOPXU3M,
runocnaaus, onaurobpeHus), cuHapoMm Jloypenca-Myna—Bapne-Buaas
(HU3KOpOCIOCTh, MUTMEHTHAas NereHepalMu CeTYaTKU, aTpodUU AUCKOB
3PDUTENbHBIX HEPBOB, THIMOTOHAaIM3M, 3aJepXKa YMCTBEHHOTO pa3BUTHUS),
axoHApomJaa3ud (3amepXkKa pocTa 3a cYeT JUCIPOMOPIUOHAIBHOTO YKOPO-
YeHUS KOHEYHOCTEMH).

JleuyeHue

1. [Ipy BO3MOXHOCTHU yCTpaHeHHe NPUYMHBI 3a0ojeBaHusa (ygajeHue
Onyxoau runoduiza UIM rumoTajsamyca).

2. 3aMeCTHUTEJIbHYI0 TOPMOHOTEPANHI0) HAYMHAKT C KOMIEHCAlUU BTO-
PUYHOTO TUNMOKOPTUIM3MA NpenapaTaMu KOPTUKOCTEPOUAOB (cM. m. 4.5).
Ha3zHauyeHue TUPEOUIHBIX TOPMOHOB OO KOMMEHCAUUM TUINOKOPTULHM3IMA

MOXET INPUBECTU K PAa3BUTHUIO OCTpOﬁ HaJAMOYEYHUKOBOW HEZOCTATOY-
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HocTU. HemocTaToOYHOCTh MOJOBBIX XejJe3 KOMIEHCHUPYETCsS C MOMOIIbIO
3CTPOTEHOB, MPOTECTUHOB U MpenapaToB TecTocTepoHa. [MITOTUPEO3 KOM-
MEeHCUpyeTCcs MpenapaTtaMu JEBOTUPOKCHUHA.

3. BocHOBe maToreHeTUYeCKON Tepanmuu runopu3apHOro HaHM3IMA
JIEXXUT 3aMecTUTeJbHAss Tepamnus TmpemapaTaMd TeHHO-MUHXEHEPHOTO
yenoBeueckoro I'P (0,07—0,1 EJ/kr mMacchl Teja €XEIHEBHO MOIKOXHO
B 20.00-22.00 yaca). Ansg neyeHus aepunura I'P y B3pocabix peKOMeHAY-
eMble N103bl mpemnaparta cocrtaBiasT 0,125—0,25 EO/kr).

4. JleyeHue NpU TUNONUTYUTAPHON KOMe aHAJOTUYHO TAKOBOMY IpHU
OCTpO¥l HANMOYEYHUKOBOM HenocTaTOYHOCTHU (cM. . 4.5.3).

IIporuos

OmnpenensieTrcss KOHKPETHBM 3a00JeBaHUEM, IPU KOTOPOM Pa3BUJICS TUIO-
nutyurapusm. [lpu KpynHbIX ageHoMmMax runodusa, Mo MNOBOAY KOTOPBIX
NPpEeANPUHUMANOCH ONMEPAaTUBHOE BMEIIATEAbCTBO, aTakXe NP MHOOUIb-
TpPAaTUBHBIX 3a0oJieBaHUIX npouecc oObIYHO HeoOpatruMm. Ilpu runodpu-
3apHOM HaHU3Me BOBpeMS HauaTas 3aMecTUTeabHas Tepanus [P mo3Bonsier
JOCTUYDb MAalMEHTy NPUEMJIEMOTro IJs COLMalbHON afanTayuu pocra.

2.7. HECAXAPHbIVI ONABET

Hecaxapuwit nuabetr (HJ, diabetes insipidus) — KIMHUYECKUU CUHADPOM,
OOYCIOBIEHHBI I CHUXEHUEM CIOCOOHOCTH MOYEK KOHIIEHTPUPOBATh MOYY,
CBA3aHHBIU C AePUUMTOM AaHTUAUYPETHUUYECKOTO TOPMOHAa (LEHTPAIbHBII
HJ) unu ¢ HapyumieHHueM YYBCTBUTEJNbHOCTH MOYEUYHBIX KaHalbI[€B K €ro
nevictBuio (mouyeuynwuiii HA) (ta6xa. 2.8). HI xnaccuduumupyercs Mo 3THO-
JIOTUM U matoreHe3y (tabu. 2.9).

DTHoaorus

B monmaBasiiomeM OONBIMIMHCTBE cjlyyaeB peyb HUAET O ueHTpaabHom HJ,
KOTODPBIM Yalle BCEro CBS3aH C NECTPYKTUBHBIMU MpolleccaMHu B 00JacTH
runodusa (mepBUYHO Trunodu3apHbie HUJIU MeTacTaTHUYECKHUE ONYXOJH,
onmepaTUBHbBIE BMelnaTelbcTBa U npouee) (tabdn. 2.9). Heckonbko pexe HJL
pa3BMBaeTCs CIIOHTAHHO M NMPU BU3yadM3alUU TUNodHu3a OPraHMYECKOW
MaToJOTUU He BBISABIsIeTCS {uduonamuueckuti HJ). B mocienHem cliyuyae
y 4acTU MALMEHTOB BBISIBIASAIUCH aHTUTEJAa K BA30MPECCUH-TIPOAYLUPYIO-
UM KJieTkKaM aneHorunocdusa. B peakux cnyuasx HJl sBiasieTrcss Hacienc-
TBEHHBIM 3ab0oJieBaHUEeM; HauboJee M3BECTEH ayTOCOMHO-PELECCUBHO
HacnenyeMblit cuHapoM Boanbdpama (DIDMOAD), KoTOpblif MOXET OBbITH
MOJHBIM (MMEIOTCS BCE MPOSABICHUS) U HEMMOJHBIM (HalpuMep, COUeTaHUE
caxapHOTro U HecaxapHoOTo nuabeTa).
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Tabn. 2.8. HecaxapHusiii nuabet

DTHonorus

1. leHTpadbHBIN (rUMOTadaMO-TUNIO(GU3aAPHBIN):
UAUOTATUYECKUI, CUMIITOMAaTUYEeCKHNIl (Omyxouu),
BPOXIEHHBIW.

2. [ToyeyHBIi: MPUOOPETEHHBIN (TOKCUYECKUI,
MaToJIOTUS TOYEK), BPOXAECHHBII

ITaTtoreHes

Ilenmpaavnoii HJ[: ne iUt Ba3onpeccuHa MPUBO-
OUT K HAPYIIEHUI0O KOHI[EHTPALMK MOYM Ha yPOBHE
NUCTalbHBIX KaHalbleB HedpoHa.

Iloueunstii MJ]: HEeUyBCTBUTEIBHOCTD MOYEK KIHIO -
TeHHOMY Ba30TPECCUHY

DNUAEeMUOIOTUS

Penkoe 3aboneBaHue, yamie B Bo3pacte 20 — 40 yert;
KaXAbli 5-il ciiyyaili oOycliOBJIeH HEUpOXUPYpPTU-
YeCKUM BMeEIIaTeIbCTBOM. BpoxneHHBIE HOpPMBI

u moueyHblit HJI — kKazyncTuuecku peaku

OCHOBHBIE KJIMHUYEC-
KHE MPpOABICHUA

Monuypusa (>4-5 1 BaeHb; n1o 20 u 6ojee J/0eHb),
MOJMUAUIICUS, HUKTYPUsI, SHYype3 y AeTeil

JluarHocTUKa

1. Monauypus (>3 n)

2. HopMornukeMus: (MCKIIOYEHHME cCaxapHOTO oua-
oera)

3. Hu3kas OTHOCUTEJIbHAS MIOTHOCTb MOUYU (HE
6osiee 1005)

4. TunoocmoasipHocTh Mouu (OO0 mMOcMm/Kr)

5. Tecm c cyxosdenuem: Bo3aepXKaHUe OT XKUAKOCTHU
Ha npoTsxeHuu 8—I12 yacos; npu HJ — cHuXeHUe
Beca, HET MOBBIIIEHUS OTHOCUTEIbHOMN MIOTHOCTHU
U OCMOJSIDHOCTH MOYU

6. MPT runocdusa (MCKIIOUYEHHUS OMYXOJHU TUIOPU-
3a WM TUIoTajlaMyca)

OubdepeHumnanbHas

I[TcuxoreHHasd nmoauauncus, noyeyHslit HI, npu-
YUHBI HeHTpadbHOro HJl (MAMOMaTUYECKU U

OIUaTHOCTHKA .
CUMIITOMATUYECKU)
Mevenue Hecmonpeccun 0,1—0,4 Mr per os vnu no 1-3 kanau
2—3 pas3a BAcHb MHTpaHa3aJbHO
IIpu OTCYTCTBUM OTPaHUYEHUS XKUIAKOCTHU
MalMeHTy, KaK NMpaBUJIO, HUYETO He yrpoxaerT.
Mporuos JlaHHBIX 00 yXyAlLIeHHWE TMPOTrHO3a IJisg MalUuecHTOB

c unuonaruyeckuM HJl Ha dhoHe TeUyeHUS HET.
IMocneonmepauunoHHblii HJl B 60NBIIMHCTBE cay4yaeB
TPAH3UTOPHBIA
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Ta6a. 2.9. Knaccudukamuss ¥ ITpUIMHBI HecaxapHOTO nuabdeTta

1. IlenTpanbHbiii (runorajamo-runodusapusiii) HJL

1.1. Mpuonaruveckuii ( /3 Bcex cayyaeB HJI)

1.2. CuMnOToMaTUYeCKHU M (2/3 peex cnydaeB HJI)

1.2.1. [IpuoOpeTeHHBbIN (TPaBMBbl, OMYXOJU U UHOUIBTPATUBHBIE MPOLECCHI

B runortajamMo-runodu3apHoil o6JacTu, MEHUHTUT, 3HLE(ATIUT, MeTacTa3bl

3JI0KaYeCTBEHHBIX onyxojei, cunapom lllueHa)

1.2.2. BpoxXaeHHBIli: ayTOCOMHO-IOMUHAHTHBIN (MyTalus TeHa Ba30oNpecCcU-
Ha), cunapom DIDMOAD (Bonbsdpama): Diabetes Insipidus, Diabetes Mellitus,
OnTuyeckux HepBOB ATpodus, miyxora [aHTia. Deafness]

2. IMoyeunwrit HJI

2.1. [IpyuoOpeTeHHBI: IeKaPpCTBEHHbIE MIpenapaTbl (JIUTUI), MeTaboIUUYECKU L
(rumepKaJbllMeMusi, ToYeuyHass HeJOCTATOYHOCTh IPYyTroro reHes3a, mocTo6-
CTPYKTHBHAsI ypOMaTUs

2.2. BpoxaeHHBbI: X-ClUENJeHHbI peleCCUBHBIN (MYyTallMs reHa peuenropa
Ba30IMpeccuHa), ayTOCOMHO-PELIECCUBHBIN (MyTallusl TeHa akBanmopuHa-2)

ITaTtorenes

IIpu wentpaabHom HJI neduuut Ba3zonmpeccuHa NPUBOIUT K Hapylue-
HUI0 KOHUEHTpalMUMU MOYU Ha YpPOBHE NUCTaJbHBIX KaHalbleB HedpoHa,
B pe3yJbTaTe Yero BbIAEASIeTCS 3HAYUTEJbHBIK O00BEM MOYU C HU3KOM
OTHOCUTENbHOW MNAOTHOCThIO. CTUMYNSUUSA LEHTPa XaXAbl MNPUBOAUT
k nonuauncuun. Ecaum mauueHty ¢ HJl 1oCTynHB HEOTrpaHUUYEHHBIE KOJU-
YyecTBa XUIKOCTHU, €ro XHU3HU NOJroe BpeMs HUYero He yrpoxaer. [lpu
BO3JE€pXaHUM OT IMpUeMa XUIKOCTU pa3BUBaeTcs TUNEpPOCMOJSIpHas
neruaparauusd. Jasg Toro 4yto6b 00beM BTOPUYHOW MOYU He MpeBbICUT 4
JUTPOB B CYTKHM, moctatodyHo 10 % HopMmalbHO paboTamNIUX Ba3zompec-
CUH-TIPOAYUUPYIOIIUX KIETOK Helporunodusa. I[lpu aautenbHo cyuiec-
TBylOlleM UeHTpalbHOoM HJI, mpu OTCYTCTBUM JIeUEHUS BO3MOXHO pas-
BUTUE BTOPUYHOU HEUYBCTBUTEJIbHOCTU IMOYEK KIK30TE€HHO BBOAUMOMY
AJIT. Kpome Toro, noctossHHas neperpys3ka XUIKOCTbIO MOXET MPUBECTH
K OMYUEHUIO XeJyAKa, IUCKUHE3UU XEJUHBIX NMyTeil, CAHAPOMY pa3apa-
XXKEeHHOro KumeyHuka. HJI, pa3BuBIIMiicd mNocjie HEUPOXUPYPTUUYECKOTO
BMeIIaTeabCTBA, MOXET OBITh KaK MOCTOSAHHBIM, TaK U TPAH3UTOPHBIM CO
CNOHTAaHHOUN peMUCCHEN B CPOKM OT HECKOJbBKUX AHENH NO HECKOJIbKUX JIET.
Teuenue HJI, pa3BuBLIETrocs Mocjie YepPeNMHO-MO3TOBOM TpaBMBbI, HENpen-
CKa3yeMo: CIIOHTAaHHBbIE BbI3JOPOBJIEHUS ONMUCAHBl U Yepe3 HECKOJbKO JIET

mocijie TpaBMBI.
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ITovyeunntit HJl gaBasieTcs peakuM 3abosieBaHMEM, uyalle HabOaomaercs
yaeteil u oOycioBJeH 1MO0O aHATOMUYECKOW HEMOJHOLEHHOCThIO HedDpOHa,
nmubo GpepMEHTATUBHBIM UJU PEUENTOPHBIM AePeKTOM, KOTOPBI nmpensgaTc-
TBYET peajM3alluyu NeMCTBUS BAa30MpPECCUHA HA MPOHULAEMOCTbh KJIETOUHOIM
MeMOpaHBbl A5 Boabl. Bo3MOoXHO pa3BuTtue HepporeHHoro HJl npu XxpoHu-

YecKMX 3a00JieBaAHUSIX TMOUYEK U Ipu MEOAUMKAMEHTO3HBIX Ty6y]’[01’[aTI/IHX.

DnuaeMUuoJorus

H/JI otHocuTtenbHo penkoe 3aboneBanue (0,5-0,7 % Bcex HOAOKpHMHOIA-
TUH), KOTOpOe BO3HUKAET C ONMHAKOBOW vyacTtoToil ynuu oboero mnoia,
yame B Bo3pacte 20—40 ger; uM3BEeCTHB cayyau 3aboJieBaHUS B JIIOOOM
Bo3pacte. Kaxnaweit 5-i1 cayuait HJl oOycinoBJieH HEUPOXUPYPTUUYECKUM
BMellaTelbCcTBOM. BpoxneHHble ¢dopMbl, kak 4 mouyedyHblit HJ — Kkasy-
MUCTUYECKHU penkue 3ab00JeBaHMSI, KOTOpPbe OTHOCHUTEJIbHO Yallle BCTpeda-
I0TCS y AeTeil, HO MHOTIA BBISIBISIOTCS 3HAYUTEJNbHO mo3nHee. CHUHAPOM
DTDMOAD 00BYHO AMATHOCTUPYIOT B AETCKOM BO3pacTe, HO HU3BECTHBHI
cjyyau yCTaHOBJIEHMS 3TOTO AuMarHo3a U B Bo3pacte 20—30 ner.

Kiainnuyeckue nposiBjeHus

BripaxkeHHOCTDH MOJHYPHM WM HOJMAUNCHH, 3aBUCUT OT CTENMEHHU HeLOCTa-
TouHoctu ANIl. Tlpu HenmonHoMm npedbuunurte Al xnauHuYecKass CUMII-
TOMaTUKa MOXeET ObIThb He CTOJb OoTuyeTiAuBa. KoiuuecTBO BHIMHMBaEeMOIil
XUAKOCTU Koysebaercss or 3 no 18 nm BAeHb, HO MHOTAA NMPU MYUYUTEIb-
HOIl XaxJjae, He MOKuOameid 6GO0TbHBIX HU JHEM, HU HOUbIO, TpebyeTcs
20—40 n1 BoABl. Y neTeil yyalleHHOE HOYHOE MoOYeUcCNycKaHue (HUKTYpUS)
MOXeT ObITh HaYaJbHBIM MPU3HAKOM 0O0JIe3HU. ¥ MalleHbKUX JeTeil BMECTO
BbIpaxXeHHOW nmoauypuu HJL MoxeT mposgBiasTbcsd auapeeit. Boiaensemas
Moua obeclBeuyeHa, HEe COAEPXUT HUKAKHMX MAaTOJOTMYECKHUX DJIEMEHTOB,
OTHOCHUTENbHAsd MJIOTHOCTb BCeX MopuMilt oueHb HU3Kass (1000-1003). IMpu
uavonatuuyeckomM HJ Hauvano 3ab6ojeBaHUsA OOBIYHO OCTpPOE, BHE3amHOE,
pexe CUMITOMBI MOSBASIOTCSA NMOCTENEHHO U HapacTalT. [IpoBouupoBarh
MaHudecrauunio HJl MoxeT 6epeMeHHOCTb.

[Ipu naurtenbHo cymwecTBylouem HenedeHHoM HJI moxeT ObITh 0OHapy-
XKEeHO pacliMpeHUEe MOUYEBOTO MYy3bIpsi, MOYETOUHUKOB U JOXaHOK. B cBs3mu
C XpPOHUYECKOW BONHOW mMeperpy3koil XeJynoK HepeaKo pacTsATUBaeTcs
u onyckaetcss. [lpu OOCTATOUYHOM TMOCTYMNJEHUU XUIKOCTU B OPraHU3M
CepleyHO-COCYyIMCTasi CUCTEMA OOBIYHO HE cTpajaeT (XOTS UMEETCS CKJIOH-
HOCTb K TUIIOTEH3MHU), HO MO Mepe HapacTaHHUS NeTUIpaTalUUU B clyyasx,
Korja tepsieMass ¢ MOYOM XUIKOCTb HE BOCMOJHSAETCH (OTCYTCTBUE BOJABI,
npoBeleHUEe AeruIpaTallUOHHOTO TecTa C CyXOsiAeHUEeM U Ip.) BO3HHKa-



68 MaBa 2. N'MnoTtanamo-rnnodpursapHbole 3aboneBaHns

I0OT CUMIOTOMBI 00G€3BOXUBaHMS: pe3kas obuias ciabocTbh, Taxukapiaus,
TUTMOTEH3UsA, Kouajamnc. Jlaxke Mpu BBIpaXeHHOW AeTHUApPATAIMU, HECMOTPS
Ha yMeHblIeHUEe OO0beMa UUPKYIUPYHOLEd KPOBU U CHUXEHUE KIyOou-
KOBOU GUIBTpa MU, MOJUYPUS COXpPaHSIETCSI, KOHIEHTpPAIUsI MOYM U ee
OCMOJISIDPHOCTb MOUYTU He Bo3dpactaloT. Ecam HJl oOGycnoBieH MHTpakpa-
HUATbHBIM O0Opa3zoBaHUEM, OTMevaeTCs] HeBpPoOJIOTUYEeCcKass CUMITOMAaTHKa

U KIMHUYECKHE MPOSBIEHUs runodu3apHoil HEJOCTATOYHOCTH.

JmarHocTtuka

1. lonuypusa (He MeHee 3 IUTPOB BAEHD).

2. HopmornukeMmus (UcKJIIOUYeHUE caxapHoro nuabera).

3. Huskas oTHOCHUTeJdbHAasg MJIOTHOCTbL MOYM (IpHU ToOKa3saTeyje OoJjee
1005 nuarHo3 MOXET OBITh HAaleXHO MCKJIOUEH).

4. TunoocmonsipHoctsh mouu (< 300 mOcm/Kr).

5. OrcyrcTBMEe MaTOJOrMU TNOYEK, TUMNEePKaJbLUEMHUU U FHNOKAIHU-
eMUHU.

6. Tect c cyxosimieHueM: BO3AepXaHUE OT XMAKOCTH Ha MPOTSIXKEHUU
8—12 vacoB; B ciyuyae HJl mpoucxoquT cHUXeHUe Beca OGonee yeM Ha 5 %
U HE IPOUCXONUT MOBBIIIEHUS OTHOCUTENbHON MIAOTHOCTU U OCMOJSIPHOC-
™ Mouu (<300 MmOcm/Kr).

7.MPT nns uckinwvyeHuss o6beMHOTO 0Opa3oBaHUs TMIIOTAJaMO-TUMNO-

buzapHoii obaacTu.

JdunddepennnanbHasg IMATHOCTHKA

e JlcuxoreHHass moJuauncus oOycioBJIeHa UYpPe3MEPHBIM MNPUEMOM
XHUAKOCTH NMPU HEBPOTUYECKUX U MCUXUUYECKHMX pacCTpOCTBAX, a UHOTIA
Npu OpPraHUYECKOW NaTOJOTUU TOJOBHOTOo Mo3ra. Jluypes MmpuU INCHUXO-
TeHHOW TOJUIMUINCUU MOXET CYIeCTBEHHO NpeBHIIaTh nuype3 npu HI.
OAuddbepeHunalbHY OUMAarHOCTUKY MO3BOJISIET MPOBECTU mpobGa c cyxo-
SITCHUEM.

e Jloveunblii HJI mo3BoasgeT UCKIWOUYUTh 3G (PEKTUBHOCTL NMpenapaToB
Ba3zonmpeccuHa (KynmMpoBaHUE MOJUYPHUU U MOJUIUTICUN).

o Jiudbdepenunanbuaa auarnoctuka npuuynn HJ[. B nepBylo ouepenb
HEOOXOOMMO UCKIIOUYHUTh MEPBUYHYIO UM METacTaTUYECKYIO OIYXOJb
runotanraMo-runoduszapHoit obractu. O mocieaHeil B MepByl oYepelb

HYXHO OIyMaTh B ciydae pa3BuTuss HJl B moXusioM Bo3pacrTe.

JleyeHnue
CHHTEeTHMYEeCKU aHaJlor Ba3oNpeccHMHa — AeCMONpeccUH (aguype-

TUH) UCHNOJb3YIT B ABYX ¢dopmMax: B Buae TableTOK U clnpesi BHOC.
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TabnetupoBaHHBI necMonpeccuH HaszHavaetrcs B gose 0,1-0,4 mr 3 pasa
BIeHb. MHTpaHa3albHOCIpPEl Ha3HAYalOT HECKOJBKO Pa3B AcHb. JleueHue
HedpporenHoro HJIl He pa3paboTaHo. [einaloTcsa MOMNBITKM Ha3HadYeHWUS
BBICOKMX 03 HE€CMONpPEeCCHHA, THA3UIAHBIX OUYPETHKOB (mMapamgoKCalb-
HBId aHTUAMYpPETHUYECKUNH 3PdHeKT), HECTEepPOMUAHBIX NMPOTUBOBOCHAJIM-

TCIbHBIX Mpe€mapaToB, Mpe€rnapaToB JUTHUA U IIPOY.

IIporuos

ITocneonepauvonub it HJI, B 6oJbIIMHCTBE cliyyaeB, OKa3blBaeTCsl TpaH-
3UTOPHBIM; uauonatuueckuin H/J HaobopoT, cTolikuit. JaunHbsie 00
YXYAWIEHUU TpoTrHo3a nJisgs nmauuMmeHToB ¢ HJI, moaydyamwimiux agekKBaTHYIO
Tepanuio, OTcyTcTByloT. Ecam HJ pa3BuBaeTcs B paMKax THMIOTajlaMo-
runodu3zapHOil HEAOCTATOYHOCTHU, MPOTrHO3 omNmpeaesaeTcsd ageHorunodu-

3apHO HemoCTaToOYHOCThIO, a He H/I.

2.8. CMHAOPOM «MYyCTOIo» TYPELLKOIO CEAJIA

Cundpom «nycmoeo» mypeykoeo cedsa (IITC) — nepBuUYHas WMJIU pa3BUB-
mrasicsi mocje HEeWPOXMPYPrUYeCKOro BMEIIaTeJbCTBA HEZOCTATOYHOCTH
nuadbparMbl TYpeUKOro ceajia, MPUBOAsiIIAs K BHEAPEHUIO B €ro MOJOCTH
MSITKOW MO3roBOW O0GOJOYKM, CAABJIECHUIO M YMEHbLUIEeHUIO runodusa, 4to
KIMHUYECKU MOXET MPOSIBASTHCS PSATOM JIOKAJbHBIX U OOMEHHO-3HIOK-

PUHHBIX CUMIITOMOB (Ta6a. 2.10).

DTHoaorusa

TCpMI/IHOM CHUHAPOM <«myCTOro» TypeukKoro cenja 0603Ha‘laeTCﬂ MHBaArum-
Hauus cybapaxHOMIaJlbHOTO NMPOCTPAHCTBA B MHTpPACEHJNSIPHYIO 00JacTh.
B TEX AJOCTATOYHO pPEAKUX ClyydyadX, Korga MNOABIACTCIA MHmaToJormuyeckas
CUMIITOMAaTHUKa, TOBOPAT O CMHAPOME <«IIYyCTOro» Typ€HKOIro ccaja. ﬂ,)’[ﬂ
0603Ha‘{CHI/IH CIIOHTAHHBIX HU3MEHEHUMN NCNOJNb3YIOT TEPMHUH NepBUYHO
«mycToe» ceano. TepMUHOM BTOPHYHO <«IMYCTOE€» HMJIH <«OMyCTeBIIEee» CeIJ10
0603HayYalTCA clAydyau, KOTJa M3MEHEHMS pPa3BMBAIOTCH MOCJIe TUMO-
TaﬂaMO—FI/IHO(I)I/ISaprIX 3aboneBaHU nin B p€3yjabTaTe nx JC€YCHUI,
HalnmpuMep Imocie HCﬁpOXMpprHqCCKMX BMEIIAaTECJIbCTB Ha FI/I]'[O(i)I/IBC,
Ipu CUHAPOME u_[I/ICHa, Ha (I)OHC MEOUKAMCECHTO3HOIO JIEYECHUA aA€CHOM
runodpusa (nNpojsakTUHOM — JNODaMUHOMUMETUKAMU, COMATOTPOMMU-
HOM — aHaJoraMm comMaTocTaTuUHAaA, Ha (I)OHS 3aMECTUTEIbHOM T€panuun
NEPBUYHOIoO TMIIOTUpPECO3a, NPpUBCAIIECIro K pasBuTUuIo BTOpH‘[HOﬁ AJCHOMBbI

runodpusa 1 T.Mm.).
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Taoa. 2.10. «I1ycToe» Typelkoe ceaio

Cumnrtom I[NTC — uHBaruHauus cybapaxHOUAaJIbHO-
ro MpPOCTPaHCTBa B MHTpaceJJsIpHYlo obaacTh. [Ipu
HaJIU4YUU MATOJOTUYECKOUW CUMMITOMATUKU — CUHAPOM

DTUOJNIOTUS
IITC. CnoHTaHHble U3MeHeHUs — nepBuuyHoe MITC.
CnenctBue rumnoraiaMo-runodu3apHbIX 3ab601eBaHUN —
BTopuyHoe [ITC
Ha ¢pone psana npeapacnonaraomux ¢akTopoB Beleac-
TBME aHATOMUYECKOTO NedeKTa UJIN HEeMOoJHOTO dhop-
m MUpPOBaHUS AuadparMbl TypelLKOro celja MPOUCXOIUT
aToreHes . . o
BBIOYXaHME MSITKOW MO3rOBOW 00OJIOYKM IMOJI BO3IEiic-
TBUEM JIaBJEHUS LepeOPOCHUHAIbHON XUIKOCTH, YTO
COMPOBOXIAeTCSI MOCTEMEHHBIM cIaBieHNeM rumnodbusa
Cumnrom [ITC Habnonaercs y 10 % HaceneHus
ONUAEMUOIOTUS (80 % — XeHIIMHBI); UMEET MaToJOTHUYeCKOoe 3HAYeHHeE,
He Oojiee yeM B 10 % ciyuaeB
OCHOBHBbIE lonoBHble 600K, TUIIEPIPOJaKTUHEMHUSI, B psilie clydyaeB
KJIMHUYECKHUE C mpucylleil eit cuMnToMaTukoil. Penko — cuMnTombl
NpOSIBJICHU S runodusapHoil HELOCTATOUHOCTU
MPT: 30Ha HUBKOMHTEHCUBHOTO CUTHaJa, TUNTODU3
JIuarnocTtuka MOYTH HeBUIEH («IIyCTOE» CEIJI0) MJIU Ceprnoobpas3Ho
pacmiacTaH Mo CTEHKE TypelKOoro cemia
Cumnrom IITC Kakoro-aub6o JeyeHuss He TpeOyeT.
Jleuenue B ocranbHBIX ciaydasix JiedeHUEe U MPOTHO3 OTMPENesIoT-
M MPOTHO3 Ccsl OCHOBHBIM 3abojieBaHMEM, NpUBealleM K GopMUpOBa-
Huw [ITC (onyxonu runodusa u ap.)
ITaTorene3

B ocHoBe martoreHesa nmepBuyHoro cuHapoma IITC ngexut Henopa3BUTHE

nuadbparMb TypeuKoro cenjga, Kak NpaBUJO, B COYeTaHUU C pakTopamu,

NpUBOAAINIMMU K €0 HEAOCTATOYHOCTU, K KOTOPBIM MOXHO OTHECTHU:

* TMOBBIIIEHME BHYTPUUYEPENMHOTro NaBleHUs (JleroyHasi, cepieyHass Hexpo-

CTaTOYHOCTb, apTepUajbHas TMNEPTEH3US U T.1.);

busnonoruyeckyo HJM TNaTOJOTHMYECKYI0O Trumepnaasuio runodu-

3a UJAM ero crebisgd (MHOTOYMCJIEHHbIEe OEpPEMEHHOCTHU, AJMUTEJbHBI

NpUEM OpaJIbHBIX KOHTPAaUCNTUBOB, NJUTCJIbHAad H€aA€CKBaTHasd 3aMeEC-

TUTEJbHasi Tepamusi HEAOCTATOYHOCTU MNepudepUyYeCKUX DHIAOKPHH-

HBIX XeJie3);
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CIIOHTAHHBIE HEKPO3bl OMNMyXoJeil, MOsABJIeHMEe W M3MEeHeHHe pa3mepa

KUCT runodusa.

B ciyyasiXx mepBHYHO <«MyCTOro» ceajia M3-3a aHATOMUYECKOTro nedekra
He MOJHOCThI0O CPOPMHUPOBAaHHON nuadparMbel TYPEUKOTO CeIjia CO3IaeTCs
BO3MOXHOCTb BHIOYXaHUSI MATKOW MO3TOBOW OGOJOYKM MOJ BO3XEHCTBUEM
OaBIeHUs LepeOPOCHIMHAIbHON XMUIKOCTH, YTO COIMPOBOXIAETCS IMOCTE-
MEHHBIM YIJOIEHUEM TuNnodu3a U yBeJUIYEHUEM pa3MepoB TYpPEIKOTO
ceana (puc. 2.9).

IMMonuasa popma IITC BcTpevyaeTcds npuMepHo B 75 % ciaydyaeB, Torjga Kak
B 25 % ciny4aeB UMeETCS JHMIIb YaCTUYHOE 3aMOJHEHNE MOJOCTH TYPELKOTO
celyia mepeOpPOCTMHANBHON XUAKOCThIO. [TaToreHe3 SHAOKPUHHO-OOMEH -
HBIX CAMIITOMOB CBSI3aH B OCHOBHOM CO CIaBJICHUEM He caMoOro runodmusa,
a ero HOXKH.

DNUAEeMHOJIOTHS

CUHIOIPOM «IYCTOTO» TypeuKOTo cenna Habnogaetrcs y 10 % HaceneHus
uB 9 caydasx u3 10 He cONMpPOBOXAAEeTCS CUMITOMAMU THINOTANAMO-
runodpuszapuoit nuchbyukuuu. B 80 % IMTC BcrpevyaeTcss y XEHIUUH, MPH
3TOM 75 % MalUUEHTOB CTPAagalOT OXKUPEHUECM.

KiuHuyeckue mnposiBjieHUs

1. Heiipoodranbmosiornyeckue cuUMOTOMbI: Haubonee uvacto (70 %)
BCTpedYawTcs TOJOBHas 6OJIb M FOTOBOKPYXEHHUE, MOBBIIIEHHAS YTOMIS-
eMOCTh, CHUXeHHe pabortocnocobHocTu. Cocyaucras KOMINpeCCHUOHHas
HeWpomaTus 3pUTEIbHBIX HEPBOB, XMa3MalbHass CUMINTOMAaTHKAa, JUKBO -

Mrrxan
MO3roBan é’
ofionoura—- XET
b\, 4
== Easanapwe
ApPaXHOWAANLHOS
pnpoc:ga::rno UMCT@PHb! Lusdiparma
(HCHO) TYPeLXOro,
Teepgan ceana
MO3roaan o
oBonovK \ ADPBXHOMRETEHO® NPOCTPAHCT|
Repegnan aona
mnodusa
a 6

Puc. 2.9. ®opMupoBaHUE «IIyCTOTO» TYPELKOTO Celia:
a — HOpMaJbHble aHATOMHWUYECKNE B3aMMOOTHOMIEHUS; 6 — «IIyCTOE» Typell-
KO€ CeIJIO; €ro pacIliupeHne O0yCIOBAEHO BHISYMBAHNEM apaXHOUIAIbBHOTO
nmpocTpaHcTBa yepes nedekrt guadparmMsl cemia
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pest BcTpeuvaloTcsi KpaliHe peako, MPU 3TOM OHM OOYCIOBIEHBI He cobc-
TBEHHO <«IyCTHIM» TypeLUKHUM CEIJIOM, a ONMyXoJbio rumnoduisa uIM Npen-
OIECTBOBAaBIIMM ONMEPAaTUBHBIM BMEIIATEJIbCTBOM.

2. DHIOKPUHHO-OOMEHHBIE HAapyIIEHUS: CPeIN BCEX BO3MOXHBIX CHUMII-
TOMOB ¥ 1a6opaTOpHBIX (PEHOMEHOB Yalle BCEro BCTpevYaeTCsi YMepeHHas
runepnponaktuHemus (25 %). He Gonee uem B 10 % ciyyaeB BcTpeuyaeTcs
CyOKJIMHUYECKN NpoTeKalouas ageHorunodusapHasi HEIOCTATOYHOCTb,
KakK MpaBUJIO, B BUJE YMEPEHHOTO fedULIMTAa TOPMOHA pPOocTa. 3HAYUTEIbHO
pexe oOHapyXMBAaOTCs BTOPUYHBIM TMNOKOPTULM3M, TUNOTUPEO3, TUIO-

roHaIu3M; KpaliHe peqKo — HecaXapHBIU auaber.

JIuarHocTukKa

IITC, kak npaBuio, obHapyxuBaeTrcsas npu MPT, mpoBoaumMoii ¢ Leablio
TOMMYECKOW NUATHOCTUKM Omyxoyeid rumocdusa, yaue BCero mpu oOHa-
PYXEeHUU TUNEepNpoakKTUHeMUuu. [Ipu 3TOM B MOJOCTH TypeuUKOro cenyia

Puc. 2.10. MPT «myctoro» Typeukoro cemia. BuleH pacmiacTaHHBIM MO IHY
Typeukoro cemira rumodus. IlosocTe cemna BHIMONHEHA LepeOpPOCTMHAIBHOMN

XKNUOAKOCTBIO
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ompeaensieTcss 30HAa HU3KOMHTEHCUBHOTO CHUIHajga, YTO CBUIETEIbCTBY-
eT O HallUYUM B MHTPACEJJAPHOU 06TAaCTHU XKMUIKOCTHOU CTPYKTYpH —
HepeOpOCNUMHAJIBbHON XUAKOCTH, runocdu3 npu 3ToM aedOpMUpPOBaAH,
uMmeer GopMy cepma HMJIM TOJYJIYHUS, pacljacTaH NO IHY TYypeLKOTO
ceana (puc. 2.10).

JleyeHue U MPOTHO3

OnpenensiloTcsi OCHOBHBIM 3abojieBaHUEeM (TMNEPNPOTAKTUHEMUYECKHU A
TUTIOTOHAAM3M, BTOPUYHAS MHKpoaJeHoMa Tunodusza NMpU MEPBUIYHOM
runotupeose u ap.). Co6crBeHHo [ITC kak MPT-dbeHOMEeH eyeHUus He
TpebyerT.



MNnasa 3
3ABOJIEBAHUA LWUMTOBUOHOW XEJIE3bI

3.1. AHATOMWNA N1 DN3NOJ10TI MNA
LLINTOBUOHOW XXEJIE3bI

Ilumosudnas oceseza (UL XK) saBasercsa caMoil KpYymHOW OHIOKPHUHHOMN
XKejne30i 4YeT0BEYEeCKOTo OpraHu3ma, HUMelUell TOJNbKO BHYTpPUCEKpE-
TopHylo dyHKuuio. Ee mMacca y B3pocioro 4yejoBeKa COCTaBJISIET OKOJO
15—20 r. 02K cocTouT M3 ABYX HOJie U mepelmieiika, pacrnoyjaralonuxcs
Ha TepeJHell TMOBEPXHOCTU Tpaxeu U mo ee 6okam (puc. 3.1). MHorma ot
nepeueifka OTXOAUT AOMOJHUTENbHAad nMupamMuganbHasg gonas. LXK pas3pu-
BaeTCs U3 BBIMSYUBAHUS CepeIUHBl 1HA NMepBUYHOU rnoTku. Ee 3akmanka
MPOMCXOAUT Ha 15 Hemele BHYTPUYTPOOHOro pa3Butus, K 18—20 Hexmene
OHAa HAaYWMHAaeT MPOAYLUUPOBATb TUPEOUTHBIE TOPMOHBI. [Ipu HapymeHUIX
sMmbOpuorenesa LXK moryr pa3BuBaTbcs pa3jMYHble aHOMAJUU €€ paclo-
noxeHUss. K HUM OTHOCSATCH KUCTH IHIUTOS3BIYHOTO MPOTOKA, SA3bIUHAS
LI 2K, a Takxe cpelMHHbIe U OOKOBblE OCTATKU TUPEOUJAHON TKAHMU.

LI2K cocTOUT M3 KIETOK ABYX Pa3HBIX BUAOB: (POJNTUKYISIPHBIX U Ma-
padonaukyasapHbeiXx (C-kaeTku). O onNIuKyIsapHbIe KIETKNU, TPOAYLUUPYIO-
mue TupokcuH (T4) u rpuitontuporHun (T3), bopMUpPYIOT B XXeJie3e MHOTO-
YyucieHHble GONTUKYIB, KAaXAblii U3 KOTOPBIX COCTOUT U3 LEHTPAJbHOIM
MOJOCTU, 3aNOJHEHHOW KOJJIOMAOM, TJaBHOW coOcCTaBisilOLleld KOTOPOTO
SABJsIeTCS OEJIOK TUPEOTrJOOYyJIUH, OKPYXEHHOW ONHUM ClI0eM KYOOBUIHBIX
AMUTENUANbHBIX KJIeToK (puc. 3.2). IlapadonnukynsapHbie KiaeTku (C-
KJIE€TKU) MPOAYUUPYIOT OENKOBBIMI TOPMOH KaJbUUTOHUH.

T4 uT3 cuHTEe3UpPYWOTCS M3 aMUHOKUCIOTH TuUpo3umHa. Kpome Toro,
CyllecTBYeT OMOJTOTrMYEeCKM HEAKTUBHBIH PEBEPCUBHBIH TPUUONTUPOHUH
(pT3), KoTopHBlit 0Opa3yeTcss MpU AeHHOAUPOBAHUM BHYTpeHHeTro Koybia T4
(puc. 3.3).

HeoO6X0oauMMBIM CTPYKTYPHBIM KOMIOHEHTOM THUPEOMAHBIX TOPMOHOB
sABAseTCS od. DTOT MUKPOBJIEMEHT NPakKTUUYECKU MOJHOCTHIO BCACHIBAET-
cs B KMUIEYHUKE, OTKYyJa B MOHU3UPOBAaHHOW dopMe mocTymaeT B mia3mMy
kpoBu. IlepeHoc iioga BHYTpb TUPOLIUTA SHEPTrO3aBUCUM M OCYILIECTBISET-
CsI COTMPSAXEHHO C 0OpaTHOW TPaHCMOPTUPOBKOW HATpUs HATpUU-Homunm-
HeIM cuMmnoptepoM (NIS). B kimeTkax MoH ioga OKHCIsIEeTCS, TOCJE 4Yero
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TMoabA3LIYHAA KOCTD

CpeauHnas wuro-

Bepxuss roprannas NOTLAILIYHAS CBAIKA
apTepus
BepXHAA WIHTOBHAHAA
aprepus Tupamuanas foas
HinTonoabA3byHaR
Mbiga
Bepxuas WHTOBKAHASA
IuToBHANBIA XpRUL aprepus
BepxHas WHTOBHAHAR
BeHa
Jlesas noas
IMpasas aons
[epemeex
0i eJe3ni
IMTepcTHemMTOBHARAS Qs -
MbllLIa
TMepeTHeMHTOBHAHBIA HHXHAA WHTOBHAHAR
Xpsm BeHa
Huxnas wHTOBMAHAR
apTepus Henapuoe muToBHAHOE
cnaeTenue
Tpaxen
HuKHAS WMUTOBHAHAR
apTepus
Cpejnine IHTOBHAHBIE Camas HHXHAS
BEHBI

WHTOBHIHAA APTEPHA

Puc. 3.1. llutoBuaHag xejae3a

nmoaBepraeTcss OpraHMGUKALUUM, TNPUCOEIMHSASICH K OCTaTKaM MOJEKYI
AMUHOKHUCIOTH THUPO3MHA, KOTOPbie MPHUCYTCTBYIOT B THUPEOTIOOYyIHMHE,
CUHTe3upyeMoM  (GONIUKYIIp-
HbBIMU KieTkamu. I[lociae artoro

THpeoFHOﬁyJ’[HH U3MEHAET CBOIO

CTPYKTYpy TakKuMmM o0Opa3om, UYTO

CoeannnTeabna;
TUPO3UJIbHBIE OCTAaTKU cOIMXKa- u.pmnennnu.:.:-;u

I0TCSI APYT C Apyrom, obiuerdyas

yDoanuxyn mutoswanoh

peakUMI0 KOHAEHCALUU MEXIY Py

HuMu. MogupoBaHue THUPO3UIb-
HBIX OCTaTKOB M peaKUMUs KOH-
NEeHCAalUuU NPOUCXOAAT NPU ydac- Puc. 3.2. Tuctonmormueckoe CTpOCHUE
TUW TUPEOMAHON TMepoKCHAAa3bl  IIUTOBUAHOU XKeJe3bl
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| | N (TITO), n0KanM30BaAaHHOW BMUK-
2

OH o CH;—~{—COOH pocomanbHOi ¢paknuu donmu-
H

KYJASpHBIX KJeToK. J[lanee conep-
XAl MU CBA3aHHBIE WOATHUPOHMUHBI
TupokcuH (T4) TUPEOTTOOYIUH TPaHCHOPTUPYET-

cs yepe3 aNuKajJlbHY MeMOpaHY

i ! NH; M OTKJIaAbBIBAaeTCsI B KOJJOUIHOMN

CH 0O CH,—-?—COOH nonoctu GoONIMUKYNa, IOCTE YETO
H BHOBb TOCTylmaeT BTUPOLMUTH,

nepeMemaercss K ux Oa3aJlbHOU
TpnopTUPOHUH(T3) MeMmMOpaHe, BBICBOOOXIaeT MHONTH-
POHUHBI, KOTOpbie BBIAEISAIOTCS

Puc. 3.83. CtpykTypa ropMOHOB LIUTO 5 kposb. Monas B kpoBb, T4 uT3

BULHOM SKejesbl Pa3HOCSATCS MO OPTaHU3MY B OCHOB-
HOM B CBSI3aHHOM C 6eJIKaM¥ nMjaa3Mbl (THUPOKCHUHCBSI3bIBAO UMK TTOOYJIUH,
npealbOyMuUH (TpaHCTUPETHH), albOyMuH) Bune. I[lepuoa MONYXHU3HHU
B KpoBM 0751 T4 paBeH 7-9 nusam, aasa T3 — 2 nHaAM.

CB0oOOAHBIE WOATUPOHUHBI OTHOCHUTEJIbHO JIETKO MNMPOHMUKAKWT CKBO3b
MeMOpaHy KJeTOK. BHyTpukiaeTouHble 3(hpbdeKTH TUPEOUIHBIX TOPMOHOB
TECHO CBS3aHBbl C MpoueccaMu MX MeTtabonau3Mma (B MEpPBYIO ovyepedb C Me-
XaHM3MaMu neioagupoBaHusi). CaMbiM BaXHBIM M3 TaKUX MNpeBpalleHUit
saBasieTcsi KoHBepcusi T4 B 6onee akTuBHBIM T3 TlocKoJbKy ¢ peientopaMu
TUPEOUAHBIX TOPMOHOB HEMOCPEACTBEHHO B3aMMOAECHCTBYET MpPEUMYILIEC-
TBeHHO T3 , aHe T4, mociaenHU MMPUHSATO paccMaTpUBaTh KaK MPOTOPMOH,
aT3 — Kak MCTUHHBIU ropmMoH. T3 BO3IEWCTBYS Ha cneuuduueckue
SIAepHBIE pPEUEeNTOpPbl, KOTOPblE MPUCYTCTBYIOT B OOJBIIMHCTBE KJIETOK,
NMPUBOIUT K UBMEHEHUIO 3KCHPECCUU PAa3JIUUYHBIX TEHOB, YTO MPOSIBISETCS
dbusumonoruueckumMu s3bdekTaMu TUPEOUIHBIX TOPMOHOB, TJAaBHBIM U3
KOTODPBIX SIBJISIETCS PEryjsius M MoajepKaHue OCHOBHOro oomena. JIuiup 5-
10 % uupkynupylomero B KpoBu T3 cuHTe3upyercss HenmocpenctseHHo 12X ;
ero 6osblass yacTh oOpa3yeTcs B pe3yabTaTe neiiogupoBaHus T4 B nepude-
pudyeckux TkaHsax. [lpeBpamenue (koHBepcusi) T4 BT3 «kartanusupyercs
pa3AUYHBIMU AcliONMHAa3aMU, o0JaflaloMMU TKaHEBOW CNelMOUUHOCTHIO.

Oyuknus LXK perynmupyercs aneHOrunmo®u3oM MO NMPUHIUINY OTPH-
uateabHolt obpatHoil cBsizu. TupeorponHbit ropMmon (TTI) rumocdusa
CTUMYJUPYET MPONYKUUIO TUPEOUIHBIX TOPMOHOB, KOTOpble MNOOAaBIASIOT
npoaykuuio TTI (puc. 3.4).

DOddeKkTH TUPEOUAHBIX TOPMOHOB MHOTOoOOpa3Hbs. OHU obecreuyunBa-

I0T MogAepXaHUe OCHOBHOTO oOMeHa B OOJBIIUHCTBE KIETOK, PEeryaupys
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e MunoTanamyc

N

MepepHan
pona runogusa

Nepwdepn-
HeCcKue TKaH

Puc. 3.4. Peryasiuus ceKpelMu TUPEOUIHBIX TOPMOHOB

UX MeTa0O0JIMYeCKYI0 AKTHBHOCTBH, a TaKXKe MPOLECChl mpoJiudepamuu
u anonto3a. HopMasbHblii ypPOBEHb THPEOUIHBIX TOPMOHOB HEOOXOAUM
i (GYHKIHOHMPOBAHUS BCeX 0e3 MCKJIOYEHHMSA CHCTEM OpraHusma,
anpu HapymeHusax ¢pyHkuuu 12K maTojiornyecKkue M3MeHEHUSA HOCHAT
NOJMCHCTEMHBbI XxapakTep. TupeouaHbie TOPMOHBI HEOOXOAMMBI AJS
(opMUPOBAHUSA HEPBHOH M APYrHX CHCTEM IJI0JAA U HOBOPOXKIEHHOrO.
Jle(pMIUT TUPOKCHUHA B 3TOT NMEPHUOJ MPUBOJIUT K 3HAYUTEJIbHBIM HEBPO-
JOru4yecKumM HapymeHusim. B menom 3¢dd ekt THpeouaHbIX TOPMOHOB
TPAAUIIMOHHO ONMHMCHIBAETCS KaK KAJOPHUTeHHbIHA: MOA HMX JeicTBHEM
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NIPOUCXOOUT MOBBIIICHNUE OCHOBHOTO oOMeHa 3a cueT pocTa HOTpeGJ’IeHI/IH

Kucjaoponga M YBCINYECHUA TCHNJIONPOAYKIUN TKaHEMu.

3.2. METOAbl OBCJIEAOBAHUNA MAUMEHTOB
C 3ABOJIEBAHNAMU LLNTOBUNOHOW XXEJE3bI

3.2.1 ®dusukanbHble MeToabl

Knuuuueckass nuarHoctukaszaboneBanuiilll KnoagpaszymeBaeTBhIsSIBICHUE
y HallMeHTa CUMITOMOB TUPEOTOKCKKO3a, TUMOTUPEO3a, a TAKXKe M3MEHE-
Huit ctpyktypsl L[ 2K, KkoTopbie MOTYT mpoTeKkaTh Ha GOHEe €ee HOPMAJbHOIA,
CHUXEHHOW M MOBBHIIIEHHON GpyHKIUU. B nuarnoctuke 3aboneBanuit 12K
BaXHOE MECTO 3aHMMAKT NaHHBIe MajbNaluu. Y MOAABIASOIIETO 4YKCIa
noaeir 2K B HOpMe AOCTAaTOYHO XOpowo maiabnupyercs. I[laapmanus
MOXET OBITh 3aTPYAHEHA Y TYYHBIX NALUEHTOB U Y MyXUYUH C BBIPAXEHHON
Mmyckynatypoir meu. IlpomyneiBanue II[XK ocymecTtBiasercs BO BpeMs
NporJaThiBaHUS CHIOHBI, Korma roprtaHp Bmecte ¢ LUI2XK cHavamna moaHu-
MaeTcs BBepX, a 3aTeM omnyckaeTcs BHU3. B a3tor MomeHnT LK mepekaTsi-
BaeTCs 4yepe3 MajJblbl U OMYIIAaeTCs] KaK MATKO-3TaCTUYHB U Banluk. Bpau
BO BpeMs MajbMallMUd MOXET CTOSITh JMUOM KJIULY MamueHTa (MPU 3TOM
majbnanusi OCYUIECTBISIETCS ABYMS OOJNBIIMMHU MalblaMU) HMJIU HAXO-
OUThCS c3aaM (MalMEHT NMPU 3TOM CUAUT) M maabnupoBaTh LXK aByms
yKa3aTeJAbHBIMU U CPEAHMMU MadbuaMu (puc. 3.5).

Cnenyetr mMeTh B BUAy, uto manbmanus LXK sBasiercs HexocTaTo4yHO
TOYHBIM METOIOM OIEHKHU pa3MepoB " cTpykTypnl II2K — BeposiTHOCTH
omunbovyHOTro 3aknoueHus nocturaet 30 % u 6onee. Tem He MeHee Mmoka3a-
HHUEM JIJIS UCTIONb30BaHUS 600Jlee TOUHBIX METONOB olleHKU dyHKuuu LI XK,

a 4]

Puc. 3.5. Metoan majabnanmuy HIUTOBUIHON XeIE€3bL
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TakKuX Kak Y3U, aBAA0OTCI UMEHHO pe3yJbTaThl MaJibnanuu. B HacTosmee
BpeMs Haubojee pacnpocTpaHeHa kjaccudukauus, npengoxeHnas BO3
IJsi OUEHKU pa3MepoOB DHIEMHYECKOro 300a MPU BMUAECMHOTOTHUECKUX
nccanenoBanugax (ta6xa. 3.1). OTta kmaccudpukanmumsg UCXOAUT M3 TOTO, YTO
pasmepnsl noiyeir LI2)K B HOpMe COOTBETCTBYIOT MO pa3Mepy AUCTAIbHOU
dananru GoNbUIOro Majblla MalMeHTa. ECAM MOAAaHHBIM MalbMalluU 10
LI2X mpeBblIaeT 3TOT pa3Mep, HO caMa Xeje3a He BUIAHA MPU OCMOTpEe —
roBopsaT o 300e | cremenu. Ecium xene3a BUAHA NPU OCMOTpPEe — TOBOPAT
0 300¢e Il cteneHu (BUAMMBII 300). JloOCTOMHCTBAMHU BTOU KJIaccudukamuu
SBASIIOTCSA €€ TNPOCTOTa M AOCTYNMHOCTb, a TakKXe BO3MOXHOCTb CpaB-
HUTH JaHHBIE O PACIIPOCTPAaHEHHOCTHU 300a B pa3HbIXx permoHax. Cienyet
MMETh B BUAY, YTO 3Ta KjaaccuduKauus co3jaBajach NMPEeUMYIIECTBEHHO
OISl SMUAEMUOJOTHIYCCKON OLMEHKHU PACTIPOCTPAHEHHOCTU DHAEMHUYECKOTO
300a.

Ta6n. 3.1. Knaccudukauus 306a (BO3, 2001)

CreneHb XapakTepucTHKA

0 306a HeT (00beM Jo0Jiell He MPEBHIIIAIOT pa3Mep AUCTATIbHOM
¢amaHru GonpIIOrO Majblia 00CIEIYEeMOTO)

| Manbnupylorcst yBeaudeHHbie noqu LXK, Ho cama oHa He
BUIHA MPU HOPMaJIbHOM MoyioxXeHuu men. Cioga Xe OTHOCATCS
y3JI0Bble 00pa30BaHUsI, KOTOpble HE NMPUBOASIT K YBEJIUYEHU IO
camoii I XK.

I1 VeenunuenHnas 2K BuaHa nmpu HOpMaJbHOM TOJOXEHUHU ILIEHU

3.2.2. JlabopaTopHble MeToAbl

OcHOBHBIM MeToaoM oleHku dyHkuuum XK gaBasseTrcda ompemeneHwue
ypoBHs TTI. Be3 onpenenenus ypoBHss TTI no coBpeMeHHBIM TNpeacTaB-
neHusaM ouneHka GyHkuumum HI2K B OGonbmMMHCTBE clydyaeB HEKOpPpEeKTHA.
IIpu obHapyxkeHUuM NMoBbIMeHHOTO YypoBHsA TTI ucciaenoBaHue AOMOJIHS-
eTcs ompeneneHueM ypoBHS T4, mpu cHuxenHoMm ypoBHS TTI — T4 u T3
(puc. 3.6). YacTto mpakTUKyeMoe Ha3HadYeHHUE cpa3y TpeX TOPMOHaJIbHBIX
TectoB (TTI, T4 u T3) nnga nuarHoctuku 3aboneBanuin L[2K (mam KoHT-
ponsi 5pbeKTUBHOCTU MUX JIEUEHUS) SABISETCS SIBHO M3O0BITOYHBIM U 3Ha-
YUTEJbHO MOBBIIIAET CTOUMOCTh OOCJIEAOBAHUS.

Mpoaykuus TTI runoduzom u T4 HIXK HaxomsTcsi B OTpUIATEJbHOU

norapudpmMuuyeckoit 3aBUCUMOCTHU. A pyrumMu cioBaMHu, NMPU MHUHHUMAIb-
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TIT

| <0,4 MEQ/n > 4,0 MEg/n

1

T4

MNoBbileH 0a1H
13 HUx unu oba

CHuxeH

Hopma J ] Hopia_ _!

CyBrnUHU4ECKHiA CybknuHu4eckui
TWPEOTOKCUKO3 rMnoTMpecs

ManudecTHbIA
THPEOTOKCHKO3

Puc. 3.6. OueHka GyHKIUU IUTOBUIHOMN XKeae3bl

MauuchecTHbIA
rMNOTUPEOo3

HOM M3MEHEHHU YPOBHS NMPOAYKUMU TUPECOUIHBIX TOPMOHOB MPOUCXOAMUT
MHOTOKpPAaTHOE MPOTUBOMOJOXHOEe u3MeHeHue ypoBHsas TTI. Bra 3akoHO-
MEpPHOCTh J€XHUT B OCHOBE BBIIEICHUS TakK Ha3bIBaeMBIX CYOKIMHHYECKHX
Hapymenuii ¢yakouu II12K, mom koTopslMu moapa3yMeBamwT M30JIUPO-
BaHHOe uM3MeHeHUe ypoBHsS TTI mpu HoOpMalbHOM YpPOBHE THUPEOMIHBIX
ropMoHOB. CyOKIMHNYECKHi rTHNOTHPE03 (MU HUMaJbHAasI HENOCTATOYHOCTh
IIX) — »To m3onupoBaHHOe MoBbhmeHNe YPOoBHS TTI mpu HOpMalbHOM
ypoBHe T4, a cyOKIMHMYECKHiIi THPEOTOKCHKO3 — CHUuxeHue ypoBHs TTT
npu HopMmajsbHOM ypoBHe T4 u T3. B nocinenHem ciayyae, TO ecTh Npu oOHa-
pyXeHuu cHUXeHHOTO ypoBHs TTI, xak yka3biBajioch, HEOOXOAMMO OTpe-
nejeHue o00uUX TUpeOUIHBIX TOpMOHOB (T4 u T3), MOCKOJBKY BO3MOXHBI
cutyauuu, korna cuiuxenue TTI compoBoxmaeTcsi HOpMaJbHBIM YPOBHEM
T4, Ho moBrimeHHBIM T3 (T3-TUPEOTOKCHMKO3), YTO Yallle BCTpevyaeTcsd
NpU MHOTOY3JIOBOM TOKCHUYECKOM 300e y MOXHUJIBIX MAaLUEeHTOB. BaxHo
OTMETHUTh, YTO GaKT HAJTMYMUSA UIM OTCYTCTBUS KIMHUYECKUX CHUMIITO-
MOB AJiI IUATHOCTUKM CYOKJIMHUUYECKOTo HapymeHus byHkuuu LXK He
MUMeeT 3HaUYeHMSA: 3T GEeHOMEHBl MMEIOT MCKIIOYUTENbHO JTabopaTOpHEIE
Kputepuu nuarHoctuku. [lon saBHeIM Win MaHuGECTHBIM THMOTHPEO30M
noapa3yMeBalOT CUTyalMi0, KOrja HapsAy C MOBBIIIEHHBIM ypoBHeM TTT
ompenensieTrcsi CHUXeHUe ypoBHS T4, amnmon ABHBIM HId MaHU(ECTHBIM
THPEOTOKCUKO30M — CHUTyallMIO, KOrja HapsAy CO CHHMXEHHBIM YpPOBHEM
TTI noBbilneHa KOHIeHTpauus B KpoBu T4 u T3 (puc. 3.6).
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CoBpeMeHHbBIE METONbH TOPMOHAJTBbHOTO WCCIENOBaHUSI TMO3BOJNSIOT
onpenaensth oobmue ppakuuum T4 u T3 (cBOOGOAHBIN TOPMOH + CBSI3AaHHBI)
U OTAEeNbHO ypoBeHb cBoOOAHBIX T4 1 T3 OmnpeneneHue mociaelHUX 3a pell-
KMUM MCKJIIOYEeHUEM (MaLMEeHThl PEaHUMMAaLUOHHBIX OTIEJIEHUI) UMEEeT 3Ha-
YUTEeNbHO OOJbIIee NUAaTHOCTUUYECKOE 3HAaUeHUEe. Bo-mepBHIX, 3TO CBSI3aHO
C TeM, YTO UMEHHO CBOOOAHbIE TUPEOUTHbIE TOPMOHBl 00JagalOT OUOJOTH-
YeCKOU aKTUBHOCTHIO, a8 BO-BTOPBHIX, Ha UX KOHIEHTPAaI[MU HE OTpaxXalwTcs
KoJeOaHUsl YPOBHS CBSI3bIBAlOIIMUX OEJIKOB, KOTOpble MNPOUCXOASAT MNpPHU
nejgoM psige 3a00JeBaAaHUN U COCTOSIHUM .

OmnpeneneHue YPOBHS THPEOTJOOyJIMHA HUCTOJb3yeTCs OO MOHUTO-
pPUHTAa MAaLMUEHTOB, MNOJYYMBLIMX KOMIJEKCHYIO Tepanuio (TUPEOUId-
KTOMHUS + Tepamus ’3’1) MO0 TOBOJY BHICOKONUGGbEPEHIUPOBAHHOTO
paka HI2K. ¥ mauueHTOB, KOTOpPbIM OblJa NMpoBejeHa MOJHas abirauusd
TUPEOUNHON TKaHU, MOsBIeHUE (MOBBINIEHUE) YPOBHS TUPEOTIOOyIMHA
B KPOBM MOXET CBMUAETEJIbCTBOBATb O PELUIUBE OMYXOJH.

JAnsg AMAarHOCTUKM ayTOMMMYHHBIX 3aboneBaHuii UK wucnonszyercs
onpejejeHue YyPOBHS pa3JMUYHBIX ayroaHTured. K KiaccuyeckKuM aHTUTE-
JlaM OTHOCSTCS aHTUTeNa KTupeornodbynuny (AT-TI) u anTuTena K TUpe-
ouaHoir nepokcupaze (AT-TIIO). Dtu aHTUTENa SIBASIOTCSH CYpPpPOTaTHBIM
MapkepoM n060ii ayTouMMyHHOI matonoruu LXK, To ecTh onmpeneneHue
WX YPOBHSI He mno3BojseT fuddepeHUUpPOBAaTh MHOTOYMCIEHHBIE ayTo-
uMMyHHBIe 3aboneBaHus LUl2XK. OuHu ompemensitorcs mpumepHo y 70—90
% NauMEeHTOB C aYyTOMMMYHHBIM TUPEOUIUTOM, Y 75 % mauumeHTOB c 60-
ne3Hblo I'peiiBca u He MeHee yeM y 10 % 310pOBbBIX Nlofeld 6e3 HapyLUIeHHUS
dynxkuuu HIXK. DBonee cnmeuuduuHbBIM HccielOBaHUEM SBISIeTCS OIpe-
nenenue antuten K peuentopy TTI (AT-pTTIl), koTopsle ompenensiioTcs
B OOJbIIMHCTBE ciydyaeB 6one3Hu [peiiBca.

OnpeneneHue YPOBHS KaJbHUTOHHHA MCMOJb3yeTCs OJISI TUATHOCTUKHU
MeayianspHoro paka HIX (pak, npoucxoasmuit u3 C-kjgeTok), Npu 3TOM
MOXET OlleHUBAThcs ero 0a3albHBIM YyPOBEHb U €TO NTMHAMUKa MOCJIE BBe-
IEeHUs TaKUX CTUMYJISITOPOB, KaK MEHTAaraCTpUMH U TJIIOKOHAT KaJlbLUs.

OnpeneneHue 3KCKpPeNWH iHOAa ¢ MOYOHW HMCMOJb3yeTCs B paMKax 3MHU-
NEeMUOJOrMYeCKUX MCCAeNOBaHUUN NJisI OUEHKHU BBIPAXKEHHOCTU MHOLHOTO
nebunuTa BTOU WIU MHON MECTHOCTU. B KIMHUUecKOW TNpakTuke, TO
€CTh AJISI AMAarHOCTUKU KaKUX-TUOO 3ab00JeBaHUN 3TO MCCIAeJOBaHHE He
ucmonb3yercsi. MckiaoueHHe COCTABASIOT WOAMHIAYUMPOBaAHHBIE 3aboye-
BaHus Il 2XK, npu KOTOPHIX A5 NOATBEpXAeHUSI paKkTa MOCTYNJIEHUS B Op-
raHu3M U30BITKA Hoxa MOXeT OBITh OIleHEH YPOBEHb HOAYPUU, KOTODPHU
B TaHHOM cJiiyyae OyneT 3HAYMTEJbHO MOBBILIEH.
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Puc. 3.7. IMonepeunsiii cpe3 [2K Ha MOHUTOpPE yIbTPa3ByKOBOTO amnmnapara (a) u
Ha cxeMe (0)
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3.2.3. VHcTpyMeHTasnbHbIe
MeToAabl

K uMHCTpyMeHTalbHBIM MeTOLaM
obcienoBaHUS MNaLUEHTOB c 3ab0-
neBanusmu WH[X otHocsarcas Y3U,
CUMHTUrpaduUsi, TYHKIIMOHHAas OUO-
MCcusi, KOMNbIOTEPHAass U MATHUTHO -
pe3oHaHcHass ToMorpadus, aTak-
Xe psan Apyrux metonoB. Hawubonee
NpocThiM, MHGOPMATUBHBIM, 0€30-

IHaCHBIM U HCHMHBA3MBHBIM METOOIOM T

e
T
uccanenopanusa LXK asnserca Y3U, ( c/ \
MO3BOJNSIIOIIEEe AOCTATOYHO TOYHO \
~.L S

OnmpeneNuTh pa3Mepbl AOJel, Halu-

P 38
e 2o Omnpenenenue odobvema LK

. . n_unu n,
HUil, O0COOEHHOCTEH OIBXOCTPYKTY- P

ype U pa3Mep Yy3J0BbIX oOpa3oBa-
M(mm Y3U. O0beM xenesbl
pol (puc. 3.7 a, 6). YabTpa3ByKOBOil  paBeH cyMMe 00bEeMOB €€ 10Jieli, KOTO-
KOHTPOJb CYLUIECTBEHHO MNOBBIIIAET pPble paCCUYUTHIBAIOTCA Mo dopMmyJe:
UHPOPMATUBHOCTh NYHKLUUOHHOMU A BC 0,479
6uoncuu LI XK.

OcoOEeHHOCTH BXOCTPYKTYpbl Kak camoit 2K, Tak M oOHapyXeHHBIX
B Heil y3710BBIX O00Opa3oBaHUN B COYETAaHUU CAAHHBIMU APYTUX METOLOB
HCCIeNOBAaHU MOTYT MMEThb BaXHO€ JUAarHOCTHUYECKOe 3HadeHHe, TeM
He MeHee, camMo mno cebe Y3UM He mo3BoJiseT ycTaHaBJIMBaTh MopdoOJo-
TUYECKYIO CTPYKTYpPY BBISIBIEHHBIX M3MEeHEeHUI. BaxHbM Bompocom, Ha
KOTOpBIM MoO3BOJAsAeT OTBeTUTh Y3 U, aBasiercsds oumeHnka oobvema LI XK. dusa
pacuerta oo6bema goau LIXK ompenensitor ee HaubGoAbIIME pa3zMepbl B Tpex
npoexuusx. [IpousBeneHUe TNOJYUYEHHBIX pe3yJbTaTOB YMHOXAalOT Ha
koabobuuuent sanauncountHoctu (0,479) (puc. 3.8).

Y B3pocabix XxeHwWUH ob6bem LIXK B Hopme He mnpeBbinaer 18 ™,
Y B3pocablx MyX4YuH — 25 ma. Takum oGpa3zom, 3000M MJIU MATOJOTU-
yeckuM yBenauuenuem U[XK creayer cuyurtath mnpeBbIIIeHUE ee oObema
yXeHImUuH Ooyee 18 Mia, ayMyXuyuH — Oonee 25 Ma mo gaHHbeM Y3U
(tra6n. 3.2). Enunbie nmoaxonsl K oueHke oobemMa LXK y nereit B HacTtosuiee
BpeMsI OTCYTCTBYIOT. HaubGoyiee mMpoCTO MCMOJb30BaTh OPUEHTUPOBOUYHEBIE
BO3pacTHbie HOPMATUBBI; B d3MUIEMUOJOTHUYECKUX MCCIEAOBAHUAX, Kak
NMpaBUJO, MPUHSITO UCTIONb30BAaHNUE HOPMATUBOB, B KOTOPBIX YUYUTHIBAECTCS

mjomiaab MOBEPXHOCTU TEJa p€6€HKa.
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Ta6n. 3.2. OueHka odbemMa IMMTOBUIHON XeJe3bl C YyUEeTOM Bo3pacTa

I'pynna nun Hopmaapubiii 00bem I 2K (ma)
Hetu 6-10 nmer <8
Hetu 11-14 nmet <10
15-18 met <15
KeHImHBL < 18
MyX4YUHBI <25

Ecau ropMoHanbHOEe wucclenoBaHue oumeHuBaeT GyHkuuio XK,
a manpnanusa u Y3U — ee cTpykTypy, To cumHTturpadus LXK moszBoxaser
MOoNy4YuTh €€ MOpPbObDYHKUMOHANbHYIO XapaKTepPUCTUKY, B YaCTHOCTH,
OLEHUTHh ABA OCHOBHBIX MapaMeTpa: 3axBaT paguodapmmnpemapara U ero
pacnpenenenue BILL XK. CoOcTBeHHO AN OLEHKM pa3Mepa, BBISIBICHUS
CTPYKTYPHBIX M3MeHeHUI (Hanuuyue y3i0B) M dyHkuumu K cumHTH-
rpadusa mMmanrouHpopmatuBHa. Aasg cuunturpadpuu LUK HambGonee vacrto
MCMONb3yeTCs] H30TON TEXHELUS 99TTC—H6pTeXH6TaT (99TTC), KOTOPBHI i
nmpejacTaBisieT cO60 MOHOBAJEHTHBII aHUOH, MONOOHO HOAUAY aKTHUBHO
saxBaTeiBatomuiics LH[2XK, Ho Borauume OoT Homa He MNOABepralwmUiics

opranudukauuu. KopoTKuii mepuon mojypacmana " Te (6 4) Hapanmy
C HE3HAYUTEJbHBIM morjoumeHnueM nzorona LXK 3HauuTenbHO yMeHbIIaET
n03y OOJMYyYeHUS . ""T¢ BoasaT BHYTPUBEHHO M MPOU3BOMSIT UCCIeNOBaHUE
MpakTU4YeCKH cpa3y mocyie BBeaeHUs n3otona. OCHOBHBIMU MOKAa3aHUSAMU

"

K TPOBENEHUIO CUMHTUTpahum ¢ "Tec apnswoTes:

+ nudbdepeHUUManbHass AUWATHOCTHUKA pPa3JUUYHBIX HaTOTEHETHUUYEC-
KHX BapUaHTOB THPEOTOKCHUKO3a: MCTUHHONW runmepdbyHkuuu XK
(6one3Hb I'peiiBca, byHkunoHasbHasd aBToHoMus L[ XK) u nectpyk-
TUBHOTO THUPEOTOKCHMKO3a (MOCIEPOMNOBBIH THPEOMAUT, MOTOCT-
pPHIi TUPEOUIUT, aMHUONAPOH-MHAYIMPOBAHHBIH TUPEOTOKCHUKO3
2 tuna). B mepBoM ciiyyae nmpu cuMHTUTpaduu OyAeT onpeaeasiTh-
cs moBmmenue zaxpata " Tec (puc. 3.9 a), a BO BTOPOM — €ro CHHU-
XeHUEe UJU MOoJHOe oTcyTcTBUE (puc. 3.9 0);

IUAarHOCTUKAa KOMIEHCUpPOBaHHOU (Ha ¢oHe »3yTupeo3a) wupe-
KOMIEHCUPOBAaHHOW (MpPU THUPEOTOKCHUKO3e) GYHKIMOHATbHOU
aBToHoMuu L[XK. I[To sToOMy moka3aHUIO UCCIAEeIOBaHUE Yalle BCETo

MPOBOAUTCS MPHU y3TOBOM U MHOTOY3JIOBOM 300¢€.
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a 0

==

991
Puc. 3.9. Cuunrturpadpus LXK c Tc. O6BeneHHbIE YyYaCTKM COOTBETCTBYIOT
y3J10BbIM 00pa30BaHUSIM, BbISIBIEHHBIM nipu Y3U:

"

a — nuddysHoe ycuieHue 3axBaTa "Te npu 6one3Hu [peiiBca;

0 — nuddy3Hoe CHUXEHUE 3axBaTa 99TTc MpU AECTPYKTUBHOM TUPEOTOKCHU-
K03e (MOoAOCTPBIA TUPEOUTUT);

B — «ropsumii» y3en jgeBoil monu LI2K B coueTaHuu co CHHUXEHHUEM 3axBaTa
99TTc ocrasueiica LXK (y3noBoit Tokcudyeckuilt 300);

I — <«XOJIOAHBIM» y3es mpaBoi goau HIXK (y3710BOil 3yTUPEOUAHBIH KOJJIOUI -

HBIU  npoaugepupyrouuii 3006)

Ilpu nguarHocTuke GYHKIUMOHaAbHOUW aBTOHoMuu UK BeaenaswT
HECKOJNbKO CHMHTUTpadUIECKMX XapaKTEePUCTUK Y3TOBBHIX OOpa3oOBaAHUU.

«lopsiunit», MAM aBTOHOMHO GYHKUMOHUPYIOWMUN y3ed, OUAarHOCTUPY-
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eTcsl B Tex cayyasx, kKorma ob6nactb LXK, ompenensiemas npu Y3U kak
y3e], HakanjiuBaeT OoJblle HM30TONMa, yeM HopMmajibHas TkKaHb (puc. 3.9
B). HakomnieHue u3oTroma B TKaHU, OKpYyXawlleil y3ed, MOXET ObBITh JUOO
CHUXEHHBIM, JUOO MOJHOCTHIO MOAABJIEHHBIM; MPU 3TOM BU3YyalU3UPYETCs
TONBKO TUNEPOYHKUMOHUPYIOW UK y3ed. «Temubie» y3Jbl MMEIOT TaKOoW Xe
ypOBEHb HaKOMJEHMs HM30TONMa, Kak M OoKpyXawliasi TKaHb. «XOJOTHBIE»
y3Jbl OMpeNeNsiloTcsl KakK AedeKThl HAaKOMJEHUS M30TOMa HAa CLHUHTUTPAM-
Me (puc. 39 r). B pyHKUUMOHATBHOM OTHOIIEHUU OHU UMEIOT HOPMAJbHYIO
MW NMOHUXEHHYI akKTuBHOCTb. CumHtTurpacdus L[XK He mo3Boaser cue-
JNaTh 3akKjJl4YeHUe O MOopdosoruu y3jJoBbX oOpa3oBaHUI: Haumboee LIEHHA
B 9TOM IIJlaHEe TOHKOHUIOJbHasg OuUOMmCHsI. «XOJOMAHBbIE» Y3Jbl OKa3blBAIlOTCS
3I0KAYECTBEHHBIMU OMYXOJSIMM NpPUMepHO B 5—8 % ciayvaeB, «ropsiuue»
y3Jbl — UCKIIOUYUTEIbHO PEOKO.

Hapsany c "TTec nnss cuuHTurpadpuu LHIXK ucnonbizyercd nBa u3oTomna
itoma: *'1 m ®*1. M3-32 OTHOCHUTEIbHO GOJNBINON JYyYeBON HATPY3KH MO -
CTaTOuHO GOJbWIOro Mepuoga Mojypacnajga McHolb3oBaHue °'1 orpaHu-
YUBaeTCs CHUTyallMsIMU, KOTJa Ha OCHOBaHMM IoOKa3zaTeJell ero 3axBaTa
usnuMmuHanuu u3 LUK paccuuTsiBaeTcs seyebHas 103a 3TOTO Xe M30TOMa
(tepanus 1311 ToKcuueckoro 306a u paka I[X). Kpome Toro, oH moxer
MPUMEHATHCS AJS BU3yalu3aluu GYHKIUOHUPYIONIMX, HE TMOTEPSIBIIUX
CMMOCOOHOCTh 3aXBaThIBaTh OJ, MeTacTa3oB BbICOKOAUGGEepeHIMPOBAH -
Horo paka LI X. C 3Toil LeNbi0 3HAYUTEIBHO YIOOHEe MCMONb30BATh '~ 1,
MOCKOJNbKY CIIMHTUTpad MO B IaHHOM cliydae MOXHO TPOBOIUTH CHYCTS
HeOOJBIION MEepUON BpeMEHHM MOCJe BBEAECHUS M30TOIA.

[TockoabKy B OTAUYUE OT 99TTc M30TOMNBl iHoJa MOABEPralTCs OpPraHMU-
buxkauuu, oOHM He3aMEHUMBl OJs1 STHUOJOTUYECKOW NUATrHOCTUKHU BPOXK-
JIEeHHOTO TUNOTUpeOo3a, CBSI3aHHOTO c fedeKTaMu opraHupukauuu nona.
KpoMe Toro, umsoronbl iioga MOTYT MCHOJb30BaTbhbCs ISl BU3yajlu3alLUU
3KTOonmupoBaHHOW TKaHu LI[XK.

ToukouroabHas acnupanuonHas Ouoncusa (TADB) HIXK mokaszaHa npu
BCEX MaJbIUPYEMBIX Y3JIOBBIX 0Opa3oBaHUIX, a TaKXe NMPpU 0Opa3oBaHUAX,
npeBplimammux (mo ntaHHelM Y3UW) Bauamerpe 1 cm. Ilpu y3n1oBbIX oOpa-
30BaHUSIX MeHbuiero paszmepa TADB MoxeT ObITh MOKa3aHa B TOM cliyyae,
eciu uMeroTcsa nogo3putenbHbie Ha pak HI2XK sxorpaduueckue mnpusHa-
ku. OcHoBHoe Ha3HaueHue TADB — nuddepeHuManbHasgs AUAarHOCTHUKA
3ab0o0JieBaHUI, TpoTeKalIMUX C y310BbIM 3000M. IlpoBeneHnue TADB mon
YyAbTPAa3BYKOBBIM KOHTPOJIEM 3HAUYMTEJIbHO MOBBIIIAaeT UHGOPMATUBHOCTD
MCCIeTOBaHUs, OCOOEHHO B cliyuyae KUCTO3HBIX U HEOONBIIUX MO TMAMETPY
y310BbBIX oOpa3oBaHuii. CiaeayeT oTMeTUTh, 4To 3a TADB craemyer nurono-
ruyeckoe, a He TUCTOJOTMUYECKOE UCCIEeJOBaAaHUE, TO €CTh U3YUEHUE Pa3po3-
HEHHBIX TpyNnn KJeToK, a He cpe3a LI XK.
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N3 1ONMONHUTENbHBIX METONOB MCCIEAOBAaHUS B IMAarHocTuke 3aboyeBa-
Huit 2K moryt ucnonb3oBarbcsas MPT u KT. [Toka3zaHus n0Jas HUX OTpaHU-
YUBAKTCSA JOCTATOYHO PEAKUMMU CIAydyasiMU, KOrga HeOOXOAUMMO BU3yaTU3U-
poBaTh KPYMNHBIA 3arpyduMHHBINA 300, CAaBJIMBAOIMIUNA OpPTaHbl CPEIOCTEHbS.
B nanHoM ciayvyae 3HauuTenbHO Oonee mHPpopmatrusHa MPT. Kpome Toro,
OHa MOXET MCMOJb30BaThCs O OIUATHOCTUKM U OLEeHKU 3DHEeKTUBHOCTU
JIe4YeHUs SHAOKPUHHON obTanbmonatruu. Cpeau MHCTPYMEHTAJbHBIX METO-
IOB MCCJeNOBaHUs He MOoTepsijia CBOEro 3HaUYeHUS peHTreHorpadusi opraHoBs
mweun (Tpaxeu, NUUIEBOJA) U 3aTPYAUMHHOTO NMPOCTPAHCTBA C KOHTPAaCTUPOBa-
HUeM nuueBona 6apueM. laHHOe MccleqOoBaHUE MOKA3aHO MPU NOLO3PEHUU
Ha CMelUleHUe Tpaxeu nNpu 300€ 3HAYUTEIbHOTO pa3mepa.

3.3. KIIACCNDUKALNA SABOJIEBAHNN
LLINTOBUNOHOW XEJE3bI

O6menpuHsaTtas kKiunaccupukauusa 3ab6oneBanuit II2AK orcyTcTByeT.
Hau6onee mpocToil IpUHI M, KOTOPBI I MOT OBl IeYb B OCHOBY TaAKOM KJac-
cubukauuu — GYHKIUMOHAAbHBIUH (CHHAPOMaNbHBIN), T.e. B 3aBucumocTu
or yHkuuu MK (runeprupeos, runotrupeos, 3yTupeos). B radbauue 3.3.
npencTaBleH COKpalleHHbI BapMaHT Takoil kJlaccuduUKaL UK.

[IpenBapsssgs ob6cyxXxneHue KiaccupUKaAalUU HEOOXOAMMO paccMOTpeTh
psSi TEPMUHOJOTHYECKMX BOMpocoB. [log TepMHUHOM THPEOTOKCHKO3 TOA-
pa3dyMeBaeTCs] KIMHUYECKUU CUHAPOM, OOYCIOBIEHHBI I M30BITKOM THUDE-
OMAHBIX TOPMOHOB B OpraHu3Me, MPU 3TOM MATOTEeHETUUYECKU OH MOapas-
nensieTcsl Ha TPW BapuaHTa:

e Tuneprupeo3 — TUNEPNPOAYKIUS TUPEeOUAHBI X ropmMoHoB MK
(6one3np I'peiiBca, MHOTOY3JOBOW TOKCHUYECKHI 300)

e JleCTPYKTUBHBIN (THPEOJUTHYECKUII) THUPEOTOKCHMKO3, KOTODPBIU
npencraBisieT coboli TUMOBYIO maTojiorudeckyio peakunuio 2K Ha psan
BHEWHUX M BHYTPEeHHUX (aKTOpPOB, 3aKJIOYAUIYIOCs B MAacCUpPOBaH-
HOW HEeCTPYKUUM TUPEOUTHBIX (POJTTUKYITOB C BBHIXOIOM HMX CONEPXKUMOTO
(TUpEOMAHBIX TOPMOHOB) B KpPOBEHOCHOe pycyo. I[Ipu B3ToM BapuaHTe
runepbynkuusg II2K orcyrcTtByer. 3aboseBaHUsd, MNpoTeKawllUe C Jae-
CTPYKTUBHBIM THPEOTOKCHUKO3OM, HAaNpUMeEp NOAOCTPbIA U MOCIEPOIO-
BBII TUPEOUITUTHI, COMPOBOXMAIOTCS 3HAYUTEJNbHO MeHee BBIPaXEHHBIM
TUPEOTOKCUKO30M, UyeM obOycnoBiaeHHbie runepdynkuuein IIXK (6one3Hsb
I'peitBca). Kpome Toro, oHM, KaK NpaBUJIO, UMEIOT XOPOUIMU MPOTHO3.

e MeauKaMeHTO3HbIi THPEOTOKCHKO3, CBSI3AHHBIU C MEPEeIO3UPOBKOU
npenapaToB TUPEOUIHBIX TOPMOHOB.
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Taon. 3.3. dyukuunoHalbHasg (CHMHApPOMaJibHAsA) KjaaccuduKauus 3abojieBaHUM

IMUTOBUIHOMN XKee3bl

CHHIPOM THPEOTOKCHKO3a
/. Tupeomoxcuko3, o6ycaoeiennvtii nosviuennoi npooykyueti 2opmonos II[K
1. bone3us I'peiiBca
2. MHOTOYy3JI0OBOil TOKCHUYECKUI 300
//. Tupeomoxcuxo3, o6ycaoeiennviii npoodykyueii mupeouonvix 2opmonos ene II[K
(XOpUOH3NUTENIMOMA, Struma ovarii)
III. Tupeomokcuko3, ne céazauuwli c cunepnpodykuueli 2opmonos LI[K
1.MeaukaMeHTO3HbIIi TUPEOTOKCUKO3
2. TupeoTokcuuyeckass asza 1eCTPYKTUBHBIX TUPEOUAUTOB (MOJOCTPHIA,
MOCJAePOAOBBIIN)

CHUHIPOM THNIOTHPEO03a

/. Ilepeuunsiii eunomupeos

II. Tunomupeo3 uenmpaavnozo 2eneza (86mopuumnvLii)

III. Hapywenue mpancnopma, memaboausma u O0eiicmeust mupeouoHvlx 20pMOHOE

3ao6oaeBanus I 2K, nporekawmue 6e3 Hapyumenus GyHKIMu
/. Dymupeoudnviii 306
1.306, 00yCIOBIEHHBI HapylleHMEM CHMHTE3a TUPEOUIHBIX TOPMOHOB
2. 300, 0OyC/IOBJIEHHBIII 3000reHHBIMM BelLIECTBAMMU
//. Tupeouonas neonaasus
1.Jlo6pokadyecTBEHHbIE OIYXOJIU
2. 310KaYeCTBEHHbBIC OMYXOJU
///- Tupeoudumot

HIX ortHocuTcs K runoduszaBUCUMBIM Xejle3aM, HEJAOCTATOYHOCTHb
KOTOpPBIX MOApa3aesigaeTcss Ha NMEPBUYHYIO M BTOpuuHylo. [loa mnepBuy-
HbIM THNOTHPEO30M TMoOIpa3yMeBalOT AedDUUUT TUPEOUIHBIX TOPMOHOB
B OpraHu3Me, OOYCJHOBJECHHBIM MmaTojorueil (paspyumieHuem, yaaJleHUEM)
camoit 2K, a moan BTOPUYHBIM THNOTHPEO3OM — AE(GUUUT TUPEOMUIHBbIX
TOPMOHOB, OOYCHOBJEHHBIH CHUXEeHUEM (OTCYTCTBHEM) TpodhUUECKUX
u cexkpetopHbix addpektoB TTI nHa XK (runortaramMo-runodusapHBbIid
TUTIOTUPEO3).

[Toa 3060M (cTpyMoOii), KakK yKa3blBalocCh, MOoaApa3yMeBaeTCs yBeJauue-
Hue o6bema IWI2K Bbilie ycTaHOBJEHHBIX HOpMaTuBoB (18 M — y XeH-
WUH, 25 M1 — y MyXxuuH). [lo MakpocKomuuyeckoil XxapakKTepUCTUKE OH
nonpasaensiercss Ha oduggysnuii (yBenudyeHa Bcs LK), yzaoeo0ii, muoco-
y31060i (nBa U OoJiee y3JIOBBIX OOpa3oBaHUA) M cmewaHHbid (codyeTaHHUeE
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o6mnrero ysennyeHnus H[XK ¢ HantudYmeM OTHOTO MJIU HECKOJBKHUX Y3JIOBBIX
obpasoBaHuit). I[lo dbyHkuumoHanbHoMmMy coctosHuio LXK 300 ObiBaer
OYTUPEOUITHBIM, TOKCMYECKUM U MPOTEKAWIUM CO CHUXeHUEeM OYHK-
uuu I XK.

HecMoTpss Ha BCIO MOpPOCTOTY M JOTMKY Kiaaccudukauuum 3aboneBa-
Huit L[ 2XK, xotopasg npuBeneHa B Taby. 3.3, oHa MUMeeT PSAJ HEIOCTATKOB.
OCHOBHOM M3 HUX 3aKJII0OYaeTCs B TOM, YTO NPH 0OJBIIMHCTBE 3200JeBaHUI
¢yuknus 2K He aBiaseTcss NOCTOAHHONH. DTO OTHOCUTCS KO BceM 3aboie-
BaHusaM U[2K, nmpoTekalom UM C 1€CTPYKTUBHBIM TUpPEeOTOKCcUKO30M. [Ipu
XPOHUYECKOM AayTOMMMYHHOM THUPEOMAMTE TOW HUJIU HMHOU IIUTEIBHOC-
TU dyTupeouaHass ¢aza MOXET 3aKOHUYUTHCS CYOKIMHHUYECKUM, a 3aTeM
SBHBIM TUNOTUpeo3oM. I[lpu MHOroysnoBoM 300e B perMOHaX HOIHOTO
nebuuuTa Mo Mepe HapacTaHUs GYHKUUOHANIbHOW AaBTOHOMHUMU TUPOLHU-
TOB 3YTUPEO3 MOCTENMEHHO CMEHSAETCSI TUPEOTOKCUKO30M. B cBsI3uM ¢ aTUM,
B HacTosllee BpeMs LejecooOpasHee mnoapa3nensTh 3ab6oneBaHus XK
B 3aBUCUMOCTHU OT UX 3TUoJoruu (tabdn. 3.4).

K mepBoil rpynme OTHOCHUTCS LOCTaTOYHO MHOTO ayTOMMMYHHBIX 3a60-
nepanuit Il XK. Ilo cBoeil oOmeil MONMyASUMOHHONW PacNpOCTPAaHEHHOCTH
OHU 3aHUMAIOT MMepBOe MECTO B PSAAY APYrodl ayTOMMMYHHOU MaToOJOTUU
yenoBeka. FEime uvame BcTpeyaloTcss JOOpOKauyeCTBEHHBIE THUIEPNIACTH-
yeckue npouecch LI 2K, K KOTOPBIM OTHOCSATCS pa3JuuHbie GOPMBI KOJ-
JoUAHOTO Tponudepupyomero 306a. Haumbonee yacto GoOpMUPOBAHUIO
300a cnocoOCTBYIOT pa3JMYHbie 3000reHHBIe (HaKTOpbl, CaMblM paclpo-
CTpaHEHHBIM CpeIu KOTOPHIX SBIsIeTCS NeDUUUT MOCTYNIEeHHs KHoma
B opranusM u LK. 3xech ciaeayeT OTMETUTb YHUKAJbHYI OCOOEHHOCThH
TUPEOUTHOW MAaTONOTHU B IEJOM: CHEKTpP, PacIpPOCTPAaHEHHOCTb W MPO-
rHo3 GosbmwiMHCcTBA 3aboneBaHuil L[2XK Oymer Bo MHOromM 3aBUCETb O TOTO,
B pETMOHE C KaKuM mnorpebireHneM ifoma (HEZOCTATOYHBIM, HOPMAJIbHBIM,
U30BITOUYHBIM) MPOXMUBAECT MALMEHT.
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Taba. 3.4. DTuonaoruveckas Kiaccudukamnus 3adonepanuii 11K

1. AyTonMMyHHBIE THPEONATHH
1. Bone3ns I'peiiBca
1.1. U3onupoBaHHas TUpeomaTus
1.2. C 3KCTpaTUPEOUAHBIMU MPOSBICHUSIMU (IHAOKPUHHAS OopTanrbMO-
rmaTus)
2. AYTOUMMYHHBI1 TUDPEOUIUT
2.1. XpoHuueckuii
2.2. TpaH3UTOPHBIU
2.2.1. be36oneBoit («MoyaIIUit»)
2.2.2. TlocneponoBslii
2.2.3. UMTOKMH-UHAYLUMPOBAHHBI I

I1. Konxnouanslii B pa3Hoii crenenn npoandepupywommii 306*
1. Auddy3HbI 9yTUPEOUAHBIN 300
2. Y3710BOil U MHOTOY3JI0BO 3YTUPEOUIHBII 300
2.1. be3 pyHKUMOHATbHON aBTOHOMUU
2.2. C GyHKIMOHAJIbHOW aBTOHOMHUEH

I11. Undexkuuonnnie THpEONATUMN
1.[TogocTpblii TUPEOUAUT
2. OcTpblil THOWHBIN TUPEOUTUT
3. Cneuudpuuyeckrue TUPEOUTUTHI

IV. Onyxoam
1. Jo6pokauyecTBEHHbIE
2. 310KaYeCTBEHHbIE

V. BpoxkaeHnsie (HACJIeACTBEHHbIE) THPEOATHH

VI. 3aboJieBanusi MIMTOBUIHO KeJie3bl PH MATOJIOTHHU IPYTHUX OPraHOB M CHCTEM

* D71y rpynny 3a0ojieBaHU MOKHO 0oJiee aKaJeMHUYIHO 0003HAYNTH, KAK 1O0OpOKaYeCTBEH -
Hblerunepniaacrtuyeckuenpouecco B I 2K.

NHbexkuMoHHBIE TUpPEONMATUU, 34 UCKITIOUYEHUEM MOJOCTPOTO TUPEOU-
IUTa, 3TUOJOTHUS KOTOPOTO IO KOHIIA HE BbISICHEHAa, BCTPEYAKOTCS OTHOCH-
TEeJIbHO PENKO, KaK U B 11eJOM MHMEKIMOHHBIe 3a00eBaHUs BCEX IHIOK-
puHHBIX Xxene3. K oraenbHblM KateropusaM 3aboneBaHuit LIXK oTHocsaTcs
OTMYXOJU, KOTOPbIe 3HAYUTEJbHO OTJHMYAKTCS MO MOP)ONOrMU U MPOTHO-
3y, U BpOXJAEHHBble (HacjelCTBeHHble) 3aboNeBaHUs, O 4aCTU KOTOPBIX
Ha CEeroAHSIUIHUI AeHb yXe M3BECTHa HENOCPEICTBEHHAass NpPUYMHA pas-
BUTUS .
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3.4. BOJIE3Hb N'PEVBCA

bonesns I'peiteca (BI', 60ne3Hb bazenoBa, A1MbGY3HBIUTOKCUYECKU I 300) —
CUCTEeMHOE ayTOUMMYHHOe 3a00JieBaHWEe, pa3BUBamIIeecs BCIEACTBUE
BBIPabOOTKM aHTUTEJ K pelentopy TupeotroponHoro ropmona (TTT), kau-
HU4YeCKU TposiBasoneecss mopaxeHmem IIX c pazButuem cuHIpOoMa
TUPEOTOKCHKO3a B COUETAHUM C IKCTPATUPEOMAHOMN MaTONOTHEM: IHIOK-
pPUHHOW odTanbMonaTuell, NpeTUOMAIBbHONU MHUKCeIEeMOi, akKpomaTueiu
(ta6s. 3.5). BnepBbie 3a6oneBaHue Obiioonucano B 1825 r. Kane6owm I[Mappwu,
B 1835 r. — PobGeprtom I'peiiBcom, a B 1840 r. — Kapinom doH bazenoBbsim.

Ta6x. 3.5. Bone3us I'peiiBca

HeussectHa; accounanus c ranagorunamu HLA-DR3, HLA-

DTuonorua DQAPO501; nporekruBHnbiii ranaorun: HLA-DQAPO0701

BoipaGoTka cTUMYaMpPYOWUX aHTuTea K peuentopy TTT
ITarorenes C Pa3BUTHEM CHHIAPOMA TUPEOTOKCHUKO3a MU BOCHAJTUTEJJbHBI-
MM M3MEHEHHSIMH B PeTPOOYIbOAPHON KieTyaTKe

XKenmuub 6onewr B 10 pa3 yame, B 60JbIINHCTBE ClIyYyaen
mexay 20 u 50 ronamu. PacnpocTpaHEeHHOCTb THPEOTOKCHKO -
DnuaeMuoNorus 32 B Il€JIOM B PerHOHE C HOPMAaJIbHBIM NoTpedaeHneM iioga — 2
% XKEeHIHH; 94aCTOTA HOBbIX caydaeB BI: 3 nua 1000 xenmuu

B roj

Taxukapausa, CYNpaBeHTPUKYJsAIPHbIE APUTMHM, cepaevyHas

OCHOBHBIE HEJAO0CTATOYHOCTb, NOXYJAE€HHUE HA (bone NOBBILIEHHOrO anne-
KJIMHHYECKHE THUTA, MblIIEYHASA cJ'laGOCTb, TPpeMOp, NOTJIMBOCTDb, pPa3apaxu-
NposABJICHUA TE€JIbHOCTb, NJIAKCHUBOCTb, IJIa3HbIe CUMITOMBI THPEOTOKCH -

K032, DHAOKPHHHAsA odTaisbmMonaTus

TTrl, T4uT3 T, ounokpunnas opransmonarus, anddysnoe
yBeanyenue oobvema II 2K, nuddy3noe ycuaenne 3axsara
99mjc no naHypim cumnTurpaduu MK, anTurena K peuen-
Topy TTrT

JlmarHocTuka

Aunddepenunans-

Jipyrue 3a0oseBaHusi, NPOTEKAOUHE C THPEOTOKCHKO30M
HasaA JHMATHOCTHKA

Tupeocraruyeckas tepanusa (THaMa3oJ, NPONMUITHOYPA-
LHMJI); PAJAMKAJbHbIe METOAbI: TUPEOUAIKTOMUSA (NpelebHO

Jleuenne
cyororaasHas pedekuus I[XK),
Tepanus
bararonpuAaTHbIH NPH JOCTHXKEHMHM CTOHKOro 3yTupeosa.
BeposiTHOCTb M3JleYeHUs NMOCJe Kypca THPeOCTAaTHYeCKOM
IIporuos Tepanun — 25—50 %. IlocTossHHAA 3aMeCTUTeJIbHASA Tepanusa

npenapaTaMu TUPEOMIHBIX TOPMOHOB NMOCJ€e NPUMEHEHUS
PAAMKAJBHBIX METOHOB
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B Poccuu B kauecTBe cMHOHUMAa TepMuHa Bl g0 mocinenHero BpeMeHHU
TPAIUIMOHHO UCMOJNb3yeTCsI TepMUH AU PY3HbIIH TOKCUIECKHI 300, KOTO-
pPHIl He JUIIEH psiga CYNeCTBEHHBIX HEJOCTATKOB. Bo-TepBBIX, OH Xapak-
TepU3yeT JUIb MaKpocKonmuueckoe {Oupgysnviii 306) U GYyHKIMUOHANIbHOE
(mokcuueckuii) usmeHnenue LXK, koropoe He sgBasIeTcs OOJIUTaTHBIM IS
BI': c onHOI CTOpPOHBI, yBEJIMYEHMUS XeJe3bl MOXET He OBbITh, C APYroi,
OH MoOXeT ObITh He nuUbdGy3HbM. Kpome TOoro, nuddysHoe yBeluueHUe
HIX B coueTaHUM C TUPEOTOKCMKO30M MOXET MMETb MECTO NPHU APYTUX
ee 3aboseBaHusIXx. Mcmonb3oBaHue 6oJjiee MUPOKOTO TepMUHA «OOJIE3Hb»,
a He MPOCTO TOKCHUYECKUU 300, Gonee ompaBIaHO, MOCKOJbKY OH B 0OJb-
mei Mepe MOAYEePKUBAET CUCTEMHOCTh ayTOUMMYHHOTO mpoliecca. Kpowme
TOro, BO BCEM MUpPE TPaIMLUOHHO MCHOJb3yeTCs U y3HAaeTCsI UMEHHO Tep-
MuH BI, a B HEMelIKO-TOBOPAIUX CTpaHaXx — O0one3Hb basenoBa.

DTHOJOTHSA

Bl gaBnsgercs MynabTUDaKTOPHBIM 3abojeBaHUEM, NMPU KOTOPOM TEHETU-
yecKue 0COOEHHOCTUM MMMYHHOTO pearmpoBaHUS peaqudywTcsd Ha ¢GoHe
neiicTBusg GakTOpoB OKpyXawimeid cpenbl. Hapsay ¢ 3THMUYECKHU acco-
LUMUPOBAHHOW TEHETHUYECKOW TMPEeApPacNoOJOXEHHOCThIO (HOCHUTEIbCTBO
ranaotunoB HLA-BS, -DR3 u -DQA1*0501 y eBpomneiiieB), B maToreHe3e
BI' onpeneneHHoe 3HauYeHUE TNPUAAETCI MNCUXOCOUMATbHBIM HCPEAO-
BbIM (pakToOpaM. DMOIMOHANbHbBIE CTPECCOPHBIE U 3K30T€HHBbIEe (GAKTOPHI,
TaKMe KaK KypeHue, MOTYT CINOCOOCTBOBaTh peajM3allMM TEeHETUUYECKOM
npeapacnojoxeHHoctu K BbI'. KypeHue moBbimaetr puck paszsutusa bI B
1.9 pa3za, a pa3BUTUS 3HAOKPUMHHON opTaibMONMaTUU MPHU YXKe UMeIOLIeHCs
BI' — B 7,7 paza. BI' B psane ciayyaeB couyeTaeTcs C APYTMMU ayTOUMMYH-
HBIMU SHAOKPUHHBIMU 3aboneBaHUSIMU (caxapHblii nuaber 1 Tuma, mep-
BUYHBIA TUMOOKOPTUIIM3M); TakKoe coyeTaHUE MNPUHSATO o0OO3HayaTh Kak
AYTOMMMYHHBI MOJUTJaHAyasApHbIi cuaapom II tuma (cm. m. 9.1.2).

B pesynbTare HapylmeHUss MMMYHOJOTMUYECKOW TOJNEPAaHTHOCTHU, ayTo-
peakTuBHbie TUMbpouutse (CD4+ u CD8+ T-numdbouutsl, B-numdbonm-
Thl) MpU yyacTuu anre3uBHbIx Moaekya (ICAM-1, 1CAM-2, E-cenekTuH,
VCAM-1, LFA-1, LFA-3, CD44) undunbrpupytor napenxumy H[XK, rae
pacmno3HalwT psIJd aAHTUTEHOB, KOTOpPbie MNPE3EHTUPYIOTCS AEHAPUAHBIMHU
KJIeTKaMu, MakpodaramMmu U B-numdponuramu. B naibHeimreM IIUTOKHUH BI
M CUTHAJbHBIE MOJEKYJbl MHUIMUPYIOT aHTUTEHCHNEUUDUUYECKYIO CTHU-
Mynsiuuio B-nmumdbouumrtoB, B pes3yabTaTe 4Yero HayMHAaeTCsd MNPOAYKUUS
cneunMGuUUYecKuX MMMYHOTJIOOYJIMHOB TNMPOTHUB pPa3JMUYHBIX KOMIOHEHTOB
TupouuToB. B martoreHe3e BI' ocHOBHOe 3HayeHHMe mpumgaeTcsi obpa3oBa-
HU 0 cTUMyaupywomux anTured Kk peuentopy TTI (AT-pTTTI) (puc. 3.10).
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IKcTpaTUpeonaAHan
natonorua (30N)

'

AKTHBHMPDORARHBIE

T-numbounm. .

CTHMYNHpPYIOWHe
anTurena k pTTl

) o

MUpeoOMQHECUKD3

TUPOUMT

T4AIT3 peuentop TTI

Puc. 3JIO0. OTuonorus u naroreHes 6ose3nu ['peiiBca

B ornuume oOT OONBIMIMHCTBA JAPYIrMX ayTOMMMYHHBIX 3a00JieBaHUM
npu bl mpoucxonuT He pa3pylieHUe, a CTUMYJASILUS OpraHa-MHUIIEHHU.
B maHHOM cnyvyae ayToaHTUTeNa BHIpabaTHIBAIOTCSA K GpparMeHTY pellern-
topa TTI, KoTopblii HaXxoAUTCS Ha MeMmMOpaHe TUPOLUTOB. B pesynbrarte
B3aMMOJEUCTBUS C aHTUTEJIOM OJTOT pEIEeNnTOp MNPUXOIUT B aKTUBHOE
COCTOSIHUE, 3alycKasi MNOCTPEeLEeNTOPHBI KacKaJd CHUHTe3a TUPEOUIHBIX
TOPMOHOB (THUPEOTOKCUKO3) U, KPOME TOTO, CTUMYJUDPYS TUNEPTPOdUIO
TupouuToB (yBeauuenue LL2K). [To He BMoJHE MOHATHBIM MPUYUHAM CEH-
cubunusupoBaHHbie K aHTureHam I[XK T-aumMbouuTtsl MHOUIABTPUPYIOT
U BBI3BIBAIOT UMMYHHOE BOCIajJeHUe B psfe APYTUX CTPYKTYp, TaKUX Kak
peTpoOynbbapHas KjeTuyaTka (3HIOKpMHHAS odTanbMoNmaTus), KieTyaTka

nepeaHeil MOBEPXHOCTU roJieHU (nmpeTuOUMansbHass MUKceaeMa).

ITaTorenes

KnuHuyecku Hauboysee 3HAYUMMBIM CUMHAPOMOM, Pa3BUBAONIMUMCS MpPU
Bl BcneactBue runepctumynsauuu 2K anTturenamu Kk peuentopy TTT,
SIBIAsIETCSA THUPEOTOKCHMKO3. [laToreHe3 M3MeHEHUU CO CTOPOHB oOpra-
HOB ¥ CUCTEM, pa3BUBAMUIMXCS MNPU THUPEOTOKCUKO3e, 3aKjiwdyaeTcs
B 3HAYUTETbHOM MOBBIIIEHUN YPOBHSI OCHOBHOTO OOMeHa, KOTOpOE CO
BpeMeHEeM MPUBOAMUT K AuctpodudyeckuM usMeHeHussMm. CaMbIMU 4YyBC-

TBUTCJIBHBIMU K TUPEOTOKCHUKO3Y CTPYKTypaMH, B KOTOPLIX Haubonee
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BbBICOKAa MJOTHOCTb PELUENTOPOB KTHUPEOUIHBIM TFOpPMOHaAM, SIBIAKITCSH
cepaedyHo-cocynucrtasi (0CoOeHHO MMOKapa TMNpeacepauil) U HepBHas

CUCTEMBEI.

DnuaeMnoIorus

B perumonax ¢ HopManbHBIM ToTpebiaeHuem iona Bl aBasercss Hauboiee
yacThiM 3a00JleBAaHUEM B HO30JIOTUYECKON CTPYKType CUHIpPOMAa THUDPEO-
TOKCUKO3a (eciu He NpPUHUMATb B pacueT 3aboseBaHUSI, NpPOTEKAUIUE
C TPAH3UTOPHBIM TUPEOTOKCHUKO3OM, TaKHUe KaK MNOCIEPONOBBII TUPEOU-
OUT U 0p.). B peruoHax pa3fuMyHOUN BBIpaXXEeHHOCTU HOOHOTO AedULUTA MO
pacnpoCcTpaHEHHOCTM B nonyasuuu ¢ bI' KOHKypupyeT pyHKUMOHAIbHAA
aBtoHomusi XK (cMm. m. 3.9.2). PacnmpocTpaHeHHOCTb THUPEOTOKCHKO3a
B LIEJJOM B peTMOHE C HOPMAaJbHBIM MmoTpebieHueM #ona mocturaet 2 %
cpeAu XEeHUIMH; yacToTa HOBBIX ciayyaeB Bl — 3 nHa 1000 XeHUIMH B Troa.
Xenmuusl 6onewT B 8-10 pa3 yame, B 6ONbIIMHCTBE cliyyaeB Mexay 30
u 50 ronamu. 3ab6oneBaemMocTh bl ommHakoBa cpenu nmpeacTaBuTeaeil eBpo-
MeiicKoil M a3zmaTcKOW pachl, HO HUXE Cpeau HETPOUIHON pachl. Y meTeit
U MOXUIBIX JloAeil 3a001€eBaHUE BCTpPeYaeTCs JOCTATOYHO PENKO.

Kannuueckue npodaBJiIeHUsA

Odnst BI', B OONbIMIMHCTBE CcJaydyaeB, XapaKTepeH OTHOCHUTEJbHO KOPOTKHIA
aHaMHE3: MepBbie CMMITOMBI OOBIYHO MOSABISAKTCSA 3a 4-6 MecsLeB a0
oOpameHuss K Bpauyy M MNOCTAaHOBKM nuarHosza. Kak mnpaBuUJO, KJIOYEBBIE
XKaa00bl CBSI3aHBI C U3MEHEHUSIMU CO CTOPOHBI CEPAEYHO-COCYAUCTOMN CHC-
TeMbl, TaK Ha3blBaeMblM KaTabOJMUYECKUM CHUHAPOMOM UM SHIOKPUHHOMN
obTanbmMomnatueit (cm. m. 3.5).

OCHOBHBIM CHMITOMOM CO CTOPOHBI CepoeUHHO-CcOCYOUCMOl cucmemol
SABJSETCS TaxuKapaAus U JOCTATOYHO BbIpAaXKECHHBIC ONIYIIEHUS Cepale-
OueHuit. TUPEOTOKCUKO3 COMPOBOXIAETCS AMIaTalMeld PEe3UCTUBHBIX
apTepMoOJ U AcLieHTpaJiu3auumeir kpopoobpameHusi. C ofHONX CTOPOHBI 3TO
NPUBOAUT K TOMY, UTO MALMUEHTH MOTYT OIIYIIAaTh CEPALEOUEHUS HE TOJb-
KO B rpYyIHOW KJeTKe, HO U TrojoBe, pykKax, XuBoTe. C Ipyroid CTOPOHBHI,
rUNepKUHeTUYeCcKOoe cocTosiHue cepaua (Beicokast YHCC) B coueTaHUU C Je-
LeHTpajlu3alueid KPOBOOOpAIEHUS] MPUBOJAUT K MOBBIIIEHUIO MYJIbCOBOTO
naBJeHUs (pa3HULA MEXAY CUCTOJMUYECKUM U auactonauvyeckum AJl). YHCC
B MOKOE NMPU CHUHYCOBOW TaXMKapaAMU, OOYCIOBIECHHONW TUPEOTOKCUKO3O0M,
MoxeT gocturath 120-130 ynapoB B MUHYTY.

Ilpyu DAUTENBHO CYIIECTBYIOIIEM TUPEOTOKCHKO3€, OCOOEHHO Yy MOXHU-
JIBIX MAalUMEeHTOB, Pa3BUBAIOTCS BbIpaXeHHble AUCTPOGUUYECKUE H3MEHE-

HHUA B MUOKaApA€, YaCTbIM INMPOABICEHHEM KOTOPBIX ABIAKTCA CYyIpaBCH-
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TPUKYJSIpPHBIE HapylLIeHUS pPUTMAa, a UMEHHO ¢ubpuansuus (MepuaHue)
npeacepauii. DTo OCJIOXHEHUE TUPEOTOKCUKO3a JAOCTATOYHO pPEeIKO pas-
BUBaeTcsl y maumuMeHTOB Mosoxe 50 ner. [JanbHeiimiee mnporpeccupoBan
HUE MUOKApPAUOAUCTPODUU MPUBOIUT K Pa3BUTUI0O MBMEHEHUUN MHUOKapaa
XKEeJTYyLOYKOB M 3aCTOWHON CepHeYHOU HEJOCTATOYHOCTH.

Kak mpaBujio, BbIpaXeH Kkamaboauueckuii cuHopom, T POSBISIIOIUIMCS
nporpeccupyouuM noxyaneHueMm (mopoit Ha 10-15 xr u Goyiee, 0COGEHHO
YJMUI C UCXOOHBIM U30BITKOM Beca) Ha poHe HapacTalole c1abocT U MO-
BBIIEHHOTO anmmeTtuTta. Koxa OGONbHBIX TOpsivasi, MHOTZAa MMeeTCs BBIpa-
XKEeHHBIM THNEePruapo3. XapakKTepHO YyBCTBO Xapa, MallUEHThl HE MEP3HYT
Mpu JOCTATOYHO HU3KOH TeMmepaType B NIOMEIIEHUU. Y HEKOTOPHIX MallU-
€eHTOB (0OCOOEHHO B MOXMUJIOM BO3pacTe) MOXET ObITh BbISIBJIEH BEYEPHUI
cyodebpunurer.

N3MeHeHUus CO CTOPOHbBI HepeHOU cucmembl XapPaKTEPUIYIOTCH TMCUXMU-
YeCKOU NaOUIABbHOCTHIO: 3MU3O0AB AarpPeCCUBHOCTHU, BO3OYXIEHUS, XaOTHUY-
HOW HENpOAYKTUBHOW JESITENbHOCTU CMEHSIOTCS MJAaKCUBOCTbIO, acTe-
Hueil (pasgpaxuTenbHas ciabocTb). MHOTrMe MAaUMEHTBH HEKPUTHUYHBDI
K CBOEMY COCTOSHHMIO W NBITAIOTCS COXPaHUTh aKTUBHBIX 00pa3 XU3HU
Ha ¢OHEe JOCTATOYHO THAXEIOTO COMATUYECKOTO COCTOSIHHUSA. JIUTENbHO
CYWECTBYIIUNA TUPEOTOKCUKO3 COMPOBOXAAECTCS CTOUKUMU M3MEHE-
HUSAMU NMCUXUKU M JIUYHOCTH NManueHTa. YacThiM, HO HecmeUUODUUHBIM
CUMIITOMOM TUPEOTOKCHUKO3a SIBJISETCS MEJKMUIN TpemMop: MeJkKas APOXb
MajblleB BBITSHYTBIX PYK BBISIBIASIETCS y OOJNBUWIMHCTBA mMauueHTOoB. [lpwu
TSXKEJIOM TUPETOKCUKO3E TPEMOP MOXET ONMpPEAEaIThbCS BO BCEM TeJie U Ja-
XKe 3aTpyOHSTh peyb MallMEeHTa.

JAnsi TUPEOTOKCUKO3a XapaKTEPHBl MblIIeyHass cnabocTh M yMeHbIIE-
HUe oO0beMa MYCKYJaTypbl, 0OCOOEHHO MPOKCHUMAaNbHBIX MBIIIIl PYyK U HOT.
WNHorma pasBuBaeTcss NOCTaTOYHO BbIpaXeHHas muonamusa. Becbma pen-
KUM OCJIOXHEeHUEeM (BO3MOXHO mposiBieHueM BI) aBasierca mupeomokcu-
HecKuil eunokaiuemuvecKuil nepuoduueckuil napasuy, KOTOPBIH T POSIBISIETCS
NepUONMYECKN BO3ZHUKANIMMU PE3KUMM MPUCTYyNaMU MBIIIEYHOU cia-
6octu. [lpu naGbopaTOpHOM HMCCIEAOBAaHUU BBHISABISIETCS TUMOKATUEMHUS,
noBbimeHue ypopusas K®K. Yame BcTpeyaeTcss y npeacraBuTelieil asuar-
CKOW pachl.

NuTteHcubukanuss KOCTHONW pe30opOLUUM NPUBOAUT K Pa3BUTHUIO CUH-
dpoma ocmeonenuu, a cCaM TUPEOTOKCUKO3 paccMaTpuBaeTcCsl KaK OJUH U3
Hauboysee BaXHBIX (PakTOpoB pucka ocTeomopo3a. YacTeimMu xanrobamu
MalLUEeHTOB SIBJSIOTCS BbiMaJ€eHUE BOJOC, JOMKOCTb HOITEH.

N3MeHEeHUS CO CTOPOHBI JMHCEeAYOOHHO-KUUWIEHHO20 mMpPAKma DPa3BUBAIOTCS
NOCTAaTOYHO peAKO. Y MOXHUIBIX MAalUEHTOB B pslde cJIyyaeB MOXET OBITH
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auaped. an/I OJIUTEIBbHO CYHECTBYIOIEM TAXEIOM TUPEOTOKCUKO3EC MOTYT
pa3BUBAThCA I[I/ICTpO(i)I/I‘{CCKI/IB U3MECHCHUA B NCUYCHU (THpeOTOKCH‘{CCKI/Iﬁ

rermnaTo3s).

HapynmieHuss MEHCTPYyalbHOTO IMKJIa BCTPEYAIOTCS JHOCTATOYHO DPEIKO.
B ornuyue OT rumoTMpeo3a, TUPEOTOKCHUKO3 YMEPEHHON BBIPAXEHHOCTH
MOXET HEe CONPOBOXIATbCS CHUXEHHUEM ¢pepmuibnocmu ¥ HEe HCKIIOYaET
BO3MOXHOCTM HacTynJeHUs OepeMeHHOCTU. AHTUTena K peuentopy TTTD
MPOHUKAIOT Yepe3 MIaleHTy, B CBSI3U C 4YeM y aeTeil, poxneHHbX (1 %) ot
XeHmuH ¢ BI' (uHorma cmycTs roabl MmocJjie MPOBEAEHHOTO PaaAMKaJlbHOTO
JIe4eHUs ), MOXET pPa3BUThCSI TPAH3UTOPHBIA HEOHATAJbHBIA TUPEOTOK-
CHKO3. Y MYXYMH THUPEOTOKCHUKO3 AOCTATOYHO 4YaCTO COMPOBOXAAETCS
9PEKTUIBbHON NUCHYHKUMUECH.

Ipu TAXenIOM TUPEOTOKCHKO3€ ypsifa MAaLMEHTOB BBIPAXEHBI CUMII-
TOMBI TUPEOTeHHOW (OTHOCUTEJNIbHOW) HAONOYEUHUKOGOU HedoCmamoxHoOCmu,
KOTOpylo HeobOxonuMo nubdepeHIUPOBAaTh OT UCTUHHOU. K yXe mepevuc-
JIEHHBIM CUMIITOMAM AO0ABASIOTCS TUMEPNUIMEHTAI NS KOXMU, OTKPBITHIX
yacteit tena (cumnmom Earunexka), apTepuaibHasi THUNOTEH3US.

B GonbmuHcTBe cayyaeB npu bl mpoucxoauT yBeJau4yeHUe pa3MepoB
I X, kxortopoe, kKak npaBuiao, uMmeeT nuddy3Hbiit xapaktep. Hepeako
Xejae3a yBeJMUYeHa 3HauyuTedbHO. B page cayuyaeB Haa XK MoxHO
BBICJAYIIATh CUCTONMUYECKHMH wmyM. TemM He MeHee 3006 He SIBIsIEeTCS
0o0MUraTHBIM cUMNTOMOM B[, MOCKONbKY OH OTCYTCTBYET HE MeHee 4YeM
y 25—30 % nmauumeHTOB.

KnioueBoe 3HaueHue B nmarHoctuke bl uMeoT u3MeHEeHUs CO CTOPOHBI
ria3, KOTOpbIe obcyxucdaromes 6n 3.5 U AGAAOMCA  CB0COOPA3HOU  «BU3bIM -

Puc. 3.11. BHemwHu#l BUA nmanueHToOB ¢ 6one3Hblo ['peiiBca (a, 6)
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Puc. 3.12. [IpetubuanpHas Mmukcenema (a, 0)

Houi kapmoukoi» BI', T.e. UX OOHapyXeHHUEe y NallMEHTa C TUPEOTOKCUKO30M
MpakTUYeCKU ONHO3HAUYHO CBUAETENbCTBYeT UMeHHO o BI, a He o Apyrom
3aboseBaHuu. OdYyeHb yacTo OJsarogaps HaJlUUYUIO BbIPAXEHHONH odTalb-
MOTNAaTUU B COUYETAHUU C CUMITOMaMM TUPEOTOKcUKo3a amarno3d bI oue-
BUJEH yXe npu ocmoTpe nmauueHta (puc. 3.11).

OApyrum peakum (meHee | % cnyuaeB), accounmupoBaHHbM ¢ BI', 3a60-
JeBaHUEM sBJseTcsl nmpetubuailbHas Mukcemema (puc. 3.12). IlartoreHe3
TMOopaXeHUs KJeTYaTKU NMpeTuduasbHON obOsacTu, BEpOsSITHO, aHAJOTUUYEH
TakoBoMy npu DOIl (cm. m. 3.5). Koxa mepeaHeil MOBEPXHOCTHU TOJIEHU
CTAaHOBUTCSI OTEYHOI, YNJIOTHEHHON, MypNypHO-KPacHOTO I[BeTa («ameib-
CMHOBAasi KOpPKa»), 4aCTO COMPOBOXAAECTCS DPUTEMOU U 3YyIOM.

KnuHuueckass KapTMHa TUPEOTOKCHUKO3a MOXET MMETh OTKJOHEHWUS
OT KJaccuuyeckoro BapuaHTa. Tak, ecau y monoabx bI xapakrtepusyercs
pPa3BEepPHYTOW KJIMHMYECKOW KapTUHOIM, Yy MOXMJIBIX MAallMEHTOB €€ Teue-
HUE 3a4YacTyl0 OJUTO- MJIU NaxXe MOHOCUMITOMHOE (HapylmeHHEe pUTMa
cepaua, cyodebpunurer). [Ipu Tak Ha3plBaeMOM «alaTUYECKOM» BapuaHTeE
TeueHus1 B, KOTOpbI il BCTpeyaeTcss Y TOXMUIBIX MALMEHTOB, KIMNHUYECKHUE
MPOSIBJICHUS BKJIIOUYAIOT MOTEPI0 almeTuTa, AeNpeccuio, THNOAMHAMUIO.

Becbma penkum ocnoxHeHuem BI (kpaiiHe peako apyrux 3abojeBa-
HU, NPOTEKAIIIMUX CTUPEOTOKCHUKO30M) SIBISIETCS THPEOTOKCHYECKHd
KpU3, MaTOTeHe3 KOTOPOTO HE BIOJHE MOHSTEH, T.K. KPU3 MOXET pa3BH-
BaTbcs W 6e3 3ampenebHOTO0 MOBBILIEHMWS YPOBHS TUPEOULHBIX TOPMO-

HOB B KPOBH. le/I‘{I/IHOﬁ TUPEOTOKCUYECKOTO Kpu3a MOIyT oOKa3aTbCid
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conyrcTByomue Bl ocTpeie MHpeKuUUMOHHBIe 3aboNeBaHUs, MPOBeJeHUE
OMepaTUBHOrO BMEILIAaTeJbCTBAa MJIW TepanuM pPaJlUMOaKTUBHBIM MHOIOM Ha
boHe BBHIPAaXEHHOTO THUPEOTOKCHMKO3a, OTMEHa TUPEOCTAaTHUYECKOUN Tepa-
NUKU, BBEACHME TNAUMEHTY KOHTPAacTHOTO iojacojaepXxaulero mnpenapara.
KnuHudeckue MpoOsSIBICHUS TUPEOTOKCHUUYECKOTO KpU3a BKIIOYAIOT pe3Koe
yTSXKEJIEeHUEe CUMITOMOB TUPEOTOKCUKO3a, TUMEPTEPMUIO, CHYTAaHHOCTh
CO3HaHUs, TONIHOTY, PBOTY, MHOTrHa auapelo. Peructpupyercs cuHycoBas
Taxukapauss cBbime 120 ya/mMmuH. Hepeako oTMmeyaercs MepuaTejbHas
apuUTMUs, BBICOKOE IMyJIbCOBOE MaBJIeHHE C MOCHeAyIOUIed BBHIPaXeHHOU
rUNOTOHUENW. B KJIMHMUYECKON KapTUHE MOXET JOMMUHUDPOBATH CepaevyHas
HEeIOCTATOYHOCTh, PECNUPATOPHBIUA AUcCTpecc-cuHApoM. Hepenko Bwipa-
XeHbl MPOSIBJAEHUS OTHOCUTEJbHOW HaIAMOYEUYHUKOBON HEIOCTATOYHOCTH
B BUIE TUNMEPNUTMeHTAaUWU KoxXu. KOXHBIEe MOKPOBB MOTYT OBITH Xe
TYW HBl BCJEJICTBUE Pa3BUTUI TOKCUUYecKOro rematosa. [Ipu nabopatopHoM
WCCIEeNOBAHUU MOXET BBISABIATHCS JNEHKOUNUTO3 (maxke MPU OTCYTCTBUU
CONMyTCTBYlOIEd MHPpEeKUUU), yMepeHHass TrunepkaibUMeMUus, MOBBILIE-
HUEe YPOBHS miedo4yHOil ¢docdarazpl. CMEPTHOCTb NPU TUPEOTOKCHUYECKOM

kpuse mocturaet 30-50 %.

JvMarHocTukKa

K ouaenocmuueckum kpumepusm BI oTHocHT:

1. labopaTOpHO MOATBEPXKAECHHBIM TUPEOTOKCUKO3 (TTl‘i, T4 u/unu T3 T).
2. DHAOKpUHHYI0O odbTanbmomaTuio (60—80 % caydaes).

3. AudbdpysHoe yBeauuenue oobema HIXK (60-70 %).

N

T
4. IuddysHoe ycuneHue 3axBaTa Tc mo nauuslM cuuHtTurpaduu LK.

S. [ToBbIIEHHBI Y YPOBEeHb aHTUTEN K peuentopy TTI.

Ha nepBom stane nuarHoctuku Bl He0oO6X0AMMO MOATBEPAUTH, YTO UME-
jomasicss y malfueHTa KIMHUYeCKass CHMITOMAaTUKa (TaXuKapaus, TOXyHAe-
HUe, TpeMmMop) oOycJoBJIeHAa CUHAPOMOM THUpeoToKcuko3a. C 3Toil Leablo
MPOBONSIT TOPMOHalbHOE HMCCIeNOBaHUE, KOTOpoe OOHApyXHUBaeT CHHUXE-
HUE UJIM gaxe nojHoe nopaBjieHue ypoBHS TTI u moBbllIeHUE YypPOBHEM
T4 u/unu T3. JanbHellmasg AMarHocTukKa HampaBjeHa Ha nuddepeHIU-
poBky BI or apyrux 3ab6ojeBaHMil, MPOTEKAWIUUX C TUPEOTOKCUKO30M.
I[lpu Hanuuuu KAMHUYEeCKU BbipaxkeHHOoi DOIl nuarno3 Bl mpakTtuuecku
oueBUAeH. B paae ciyuyaeB npu orcyTcTBUU sAiBHOM DOIl umeer cMbicl ocy-
IEeCTBUTHh €€ aKTUBHBIUA MOUCK NMPU MOMOIIM MHCTPYMEHTAJIbHBIX METONOB
(Y3UuMPT-opbur).

Y3HU npu BI', kak npaBuyso, obHapyxuBaeT nuddysHoe ypenudenue L[XK
M XapaKTepHYI MdJsI BCceX €€ ayTOUMMYHHBIX 3a00NeBaHUW TUUOIXOTEH-
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HocTh. Omnpenenenune odobema LK momMumMo Bcero HeoOXOAMMO AJisi BbIOOpa
MeTola JedyeHUsl, TaKk KaK NPOrHO3 KOHCEpPBATHUBHOW THUpeOCTATUUYECKON
Tepanuu Tpu 300e OGonbmIOTO pa3Mepa AocTaTouyHo miaoxoi. [IpoBemeHue
cuuHTurpaduum UK BTunuuHbX ciaydasix (Tupeotokcukos, DOIl, nud-
Gy3HBII 3006, MOTOMOI BO3pacT mMallMeHTa) HeoOsA3aTenbHO. B MeHee oueBUI-
HBIX CUTyallMsIX 3TOT MeToJa no3Bojsier ntudpdepeHuuponatrb bI' ot 3a6oneBa-
HUIi, TPOTEKAIUX C NECTPYKTUBHBIM THUPEOTOKCUKO30M (MOCIEpPONOBHI,
MOJAOCTPBIA TUPEOUAUTH M NPOY.) UAU OT (PYHKLUMOHAIbHOW aBTOHOMUU
LUK (MHOTOY3JIOBOW TOKCHUYECKHI 300 C «TOpSIYUMU» y3JlaMU).

Mpu Bl He MeHee yeM y 70—80 % mauuMeHTOB ONpPEREISIIOTCS LUPKY-
JUpylouiMe aHTUuTena KTUpeougHoi mnepokcunmasze (AT-TIIO) wurupeor-
nooynuny (AT-TI'), TeM He MeHee, OHU HeclneUUDUUYHB AN 3TOTO 3a60-
JIeBaHUS M BCTpeyarmwTcsd MNpu J0OO0OKW Ipyrod ayTOMMMYHHOUW MMaTOJIOTUM
XK (ayTOMMMYHHBI THUPEOUIUT, IMOCIEPONOBBIK TUpeouauT). B pane
ciayyaeB nopbimieHue ypoBHS AT-TIIO MOXHO pacueHMBATh KakK KOCBEH-
HBI i nuarHocTuuyeckuit nmpusdHak bI, xorma peub uagetr o ee nudpdpepeHum-
aJbHOW AMAarHOCTUKM OT HEaYyTOMMMYHHBIX 3a00JeBaHUi, MPOTEKalo LI UX
c TUpeoTOKCcUKO30M (dyHkuumoHanbHas aBToHomus U[X). JoctatouHo
cneunMdUUYECKUM TECTOM [JJsd NMAarHOCTUKU U auddepeHIIMalbHOU aua-
rHocTuku bBI saBasgercs omnmpeaeneHue ypoBHsA aHTUTen K peuentopy TTT,
KOTOPBIM NpPU 3TOM 3a60JeBaHUU NMPHULAETCSI OCHOBHOE MAaTOTeHETUUYECKOEe
3HauyeHUe. TeM He MeHee CleNyeT yuecTh, UYTO B psiae CiAydyaeB 3TH aHTUTeNa
HEe BBISIBASIOTCS Yy MalMeHTOB ¢ siBHOW bBI, 4yTo cBsizaHO Cc HecoBeplIEHC-

TBOM OTHOCHUTEIbHO HEAABHO NMOABUBIIUXCA TECT-CUCTEM.

AduddepenunanbHasg JTUATHOCTHKA

OAuddbepennuanbHas nuarHoctuka bl u 3a6oneBaHuil co cXOXeil CUMITO-
MaTUKOU, MpoTeKawuXx ¢ HopMalbHol ¢dyHkuuei LH[XK (mepuanue npen-
cepauii Ha GOHE ATEPOCKIEPOTHUUYECKOTO KapaAUOCKIepo3a), MpocTa B CUTY
NOCTYMHOCTU TOPMOHAJbHBIX HCCIENOBaHUIW, KOTOpbe OUEHUBAT (PyH-
kuuio II2K. OcHOBHBIE CIOXHOCTUH BO3HUKAWT BAubdepeHUMalbHOU
nuarHoctuke Bl u npyrux 3a6oneBaHWil, MPOTEKAMIIUX C TUPEOTOKCUKO -
30M. B aTOM mimaHe, Kak yKa3blBaloCh, OOJbIIYI0 MOMONIb BAMAaTHOCTHUKE
BI' MoxeT okKa3aTh HaluWuMe DHIAOKPUHHONW odpTanbMomaTuu, KoTopas He
BCTpedaeTcss MPU APYrux 3aboJieBaHUAX.

[Ipu nmomoctpoM TUpeoMAUTE, a Takxke APYrux 3aboseBaHMUsAX, MpOTe-
KalIMUX C JECTPYKTUBHBIM TUPEOTOKCHUKO3O0M (MOCIAEPOLOBBIN, «MoJya-
WHUH» I ULUTOKUHUHIAYULUPOBAHHBI UTUPEOUIUTH ,aMUOLAPOHUHAYLLUDPO-
BaHHBI TUPEOTOKCUKO3 2 TUuna), npu cumHturpaduu LUK onpenensiercs

CHMXEHHUEe MJMU Jaxe IMOJHOEe OTCYTCTBUE 3axBaTa paauodapmmnpenapara.
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Kpome Toro, nodocmpwiti mupeoudum xXapakKTepu3yeT spKas KJIUHHUYeCKas
KkapTuHa (6oneBoit cuHapom) U noBbmeHue COD. DyukyuonarvnHas aemo-
Homus I[XK, KN1MHMYECKM yYalle BCEro IMpeacTaBlieHHass MHOTOY3JIOBbIM
TOKCUYECKUM 3000M MaHUGbECTUPYET B MOXHUIOM Bo3pacTe (uyame mocie
50—60 user); mnpu cuumHturpaduu IHIXK BBABISIOTCS <«Tropsiyde» Y3JbI,
OTCYTCTBYIOT NpPHU3HAKMU ayTOMUMMyHHoOUW mnatonoruu (AT-TIIO, AT-TT,
AT-pTTT).

OnpeneseHHbe CJIOXHOCTU MOTYT BO3HMKATh Npu aguarHoctuke BT
y OepeMeHHBIX XeHHmMUH. B HopMe BO Bpemsi GepeMEeHHOCTHU, KOToOpas
conpoBoxpgaercs runepcrumynsiuveit LXK npeumymecTBeHHO 3a CUeT
XOPUOHUYECKOTO FTOHAAOTPONMUHA, Yy MHOTUX XeHmKUH (okono 30 %) mpo-
ncxonut cHuxeHue ypoBHsi TTI HUXe HOpPMBI, a Y HEKOTOPHIX (2 %) Haps-
Oy C 3TUM TMPOUCXOOUT HEKOTOpPOE MOBBILIEHUE YyPOBHS cBobomHoro T4.
JubdbepeHUUpPOBATh BTY CUTYALUIO (MPaH3UMOpPHbII 2eCMAyUOHHbLU 2unep-
mupeo3) ot BI mnosBonser orcyrctBue DOIl u GoNbMIMHCTBA TUNMHUYHBIX
CUMITOMOB TUPDEOTOKCHUKO3a, a TAKXe MOCTENEHHAas HOpMaJu3alus UusMe-
HEHHBIX MOKa3aTejeil Mo JaHHBIM IUHaMUUYeCKOro HabnwoaeHus. Cruenyet
3aMETUTh, YTO BO BpeMsl OEPEMEHHOCTHU y BCEX XEHUIUMH YyPOBEHb 00ULIErO
T4 cymecTBeHHO MpeBbIIIaeT HOPMY, YTO CBSI3aHO C MOBBIIIEHUEM TOI
neiicreueM M30biTKa 3cTporeHoB ypoBHs TCI. B cBSI3U C 3TUM IJd OLEHKHU
dynaxkuuum LK Bo BpeMsi 6epeMeHHOCTH JOJXEH MCIOJIb30BAaThCS YPOBEHbD
cBoboaHoro T4 wu TTI. Jlpmuguuyuyuasrenwii (nipueM TalUEeHTOM OOJbIIUX
03 MpenapaToB TUPEOUIHBIX TOPMOHOB) TUPEOTOKCHKO3 oT B[ ornuuaer
cHuXeHue HakonjeHuss PDPIl mo maHHBIM CHUUHTUrpacdUU M OTCYTCTBHE
MOBbILIEHUE YPOBHS TUPEOTNOOyIMHA, CBOMCTBEHHOE OONBMWUHCTBY 3a00-

JeBaHU, conpoBoxaawmwuxcd runepbdynkuuein LI XK.

Jleuenue
CywecTtByeT Tpu MeTona JjgedyeHus BI (KoHcepBaTUBHOE JIEeYEHUE TuUPpE-
OCTaTUUYECKUMU IpernaparaMu, XUPYpruuyeckoe JeYeHUE U Tepamnus 131I),
MNpv 3TOM HU OJMH U3 HUX HE SABJASIETCS 3TUOTPONMHBIM. B pa3HbBIX cTpaHax
yIeJbHBI BEC MCMOJb30BAaHUS YKa3aHHBIX METOJOB JIEYEHUS TPAaAULIUOH-
HO oTauvaetcsi. Tak, B EBponeiickux ctpaHax u B P® B KxauecTBe MepBUY-
HOTo MeToja JieueHUs1 HauboJjiee MPUHSITA KOHCEpPBAaTUBHAS Tepanus TUpeE-
octatukamu, B CIII A nmogaBiasitonmee 6GOJNbIIMHCTBO MALMEHTOB TOJydyaeT
Tepamnuio

KoHcepBaTuBHag Tepamnus OCYIIECTBJIASETCS NPU MNOMOUIM MpernapaTtoB

TUOMOYEBUHBI, K KOTOPDBIM OTHOCHUTCS muamazos (MepKa3oJuJ, TUPO3OI,
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MeTu301) u nponuamuoypayura (IITY, mnponmuuun). MexaHU3M JIelCTBUS
ob6oux mpemnapaToB 3aKJOYaeTCs] B TOM, YTO OHU aKTMBHO HaKaNJIUBalOTCs
B LXK u O10OKUPYIOT CUHTE3 TUPEOUIHBIX TOPMOHOB OjJaromapsi HMHTU-
OMpPOBAaHMIO TUPEOMAHON MNMepoKcUAA3bl, KOTOpas OCYIIECTBISET MPUCO-
eqUHEHNEe ioga K ocTaTKaM THUPO3UWHA BTUpeoTNoOynauHe. CymecTBYIOT
JOCTAaTOYHO NMPOTUBOPEYMBBIE JaHHBIE O TOM, YTO THaMa30J MapajjelbHO
OKa3bliBaeT HEKOe MMMYHOMOJAYJIUpYIOIlee AeficTBUE, KOTOpPOEe B pSAae CIy-
yaeB CIOCOOCTBYET peMUCCUU 3a00JeBaHUS.

TupeocTaTuueckass Tepamus MOXeT Ha3HavyaThbCs JTUOO B MIaHEe TOMA-
TOTOBKM TMallMeHTa KAPYTUM MeToAaM JeuyeHUs (omepauus), KOTOphIe
npoBoAsiTcss Ha GoHe dyTUpeo3a, TUOO B BUIAE Kypca TUPEOCTATUUYECKOIW
Tepanuu MNPONOJXHUTENbHOCThIO 12—18 mMecsueB. CrneayeT MOAYEpKHYThH,
4YTO Ha (DOHEe MpUeMa TUPEOCTATUUYECKUX MPEemapaToB MOCTEMEeHHOE TOCTHU-
XXKeHHUEe I3YTUPEOUTHOTO COCTOSHUS MOXET OBITh JOCTUTHYTO MPakKTUUYECKHU
y BCeX MAI[MEHTOB: CJIy4Yau PE3UCTEHTHOCTH K TUPEOCTATHUKAM SBISIOTCS
Ka3yUCTUKOM.

OAnutenbHylo (12—18 MecsilieB) KOHCEPBAaTUBHYIO TePAaNMMWIO UMEET CMBICT
NMJIaHUPOBATh AAJleKO He y BceX MallMeHTOB. B mepBylo ouepenb, peuyb UAET
O MallMeHTaX C YMEepeHHBIM yBenuueHueM obO6bema 2K (mo 35-40 wmn);
npu 306e GOJBLIMX Pa3MepoOB MOCJEe OTMEHBl TUPEOCTATUKOB HEMHUHYEMO
pa3oBbeTCs THPEOTOKCUKO3. KpoMme TOro, KOHCEepBaTUBHYIO Tepalnuio He
cienyeT MJaHUPOBATh y MALlUEHTOB C TAXEJIBIMU OCJIOXHEHHUSIMU THUPEO-
TOKCUKO3a (MeplaTelbHas apUTMWs, BBIPaXEHHBI OCTEOMOPO3 W JAp.).
[IpakTuuecku GecnepcneKTUBHO U HeOGe30MmacHO AJisl MallMeHTa Ha3Haye-
HUE MOBTOPHBIX KYPCOB JICUCHUS MPU PAa3BUTUU PEIUIUBA THUPEOTOKCUKO-
3a cnycTsa 12—18 MecsiieB TUPEOCTATUUYECKOM Tepamnmuu.

Ecnu mamueHTy NMIaHUpyeTCs NMpOBEeNEHUE Kypca TUPEOCTATUUYECKOU
Tepanuu, THUOHAMUAB BHayajle Ha3HAYalOTCs B OTHOCUTEJBHO OOJBUIUX
nosax: 30-40 mr tuamaszona (Ha 1-2 mpuema) uiaum IITY — 300-400 wmr
(Ha 3 mpuema). Ha dboHe Takoi Tepamuu cnycts 4—6 Hemeab y 80—90 %
MAaIlUEHTOB C THPEOTOKCUKO30M CpEeNHEeH TAXECTH ynaeTcss NOCTUUYD DYTHU-
PEOUAHOTO COCTOSIHMS, MEPBbBIM MPU3HAKOM KOTOPOTO SIBJISIETCS HOpMa-
nu3auuss ypoBHs cBob6onHoro T4 uT3. VYpoBeubr TTI moxer eme mgojiaro
ocTaBaThCs CHUXEeHHB M. Ha mepuon 1o nocTuXeHus ayTupeosa, a 3adyac-
TyI0o U Ha GoJjiee NJIUTEIbHBIU CPOK, GONBIMMUHCTBY MAal[MEHTOB I1€JIeC000-
pa3Ho Ha3HauyeHHe OeTa-aapeHoOGJIOKaTOpoB (mpompaHosoa — 120—180
Mr/cyrt, ateHonon — 50—100 mMr/cyT), KOTOpBIe JOCTATOYHO OBICTPO KYIH-

PYIOT MHOTHME€ CEPACYHO-COCYOAUCTHIC CUMITOMBI TUPEOTOKCHUKO3a. TMocne
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HoOpMajdu3aluu ypOBHSA cBoOomHOTo T4 no3a TUpeoCcTaTUKa CHUXAETCH IO
noaaepxuBawuein (5—15 Mr Tuamaszona BAEHb). B maibHelimieM BO3MOX-
HO JIBa BapMaHTa TUpeOoCTaTUYyeCKOoi Tepanuu. I[lepBblii BapuaHT (cxema
«bNoKUpYy#i») moapazymMeBaeT HazHaueHUe HebOoabmwoi (5—10 mr/cyr Tua-
Ma3o0Jjla) OJHOTO TOJbKO TUPEOCTATUYECKOTOo Tmpemnapata. Ilpu BTOpoM
BapuaHTe (cxeMa «O0JNOKMpPYW UM 3amMellail») — COBMECTHO C OTHOCHUTEJb-
HO Oonbmeil mo3o0it Tupeoctarmka (10-20 Mr TMamaszoyja) Ha3zHadaeTcs
neBoTupokcuH (L-T4), koTopblii mpenoTBpamlaeT pa3BUTHE y MallMeHTa
MEIMKaMEHTO3HOTro THUNMOTUpeo3a. KpurepueM ageKBaTHOCTH Tepamnuu
ABJAAETCS CTOWKOE moaaepxaHue HopMmajbHoro ypoBHs T4 u TTI (moc-
JeAHUN MOXET MPUXOIUTh B HOPMY Ha MPOTAXKEHUU HECKOJBKUX MeCSIIEeB
OT Hayaja JedyeHMs).

IMognepxkxuBawirass Tepanmusi TNpoaoyxaeTcs orT 12 go 18 wMecsues.
Ha npoTsixeHuMU BCero JeyeHHUs] Yy MallUeHTa HEOOXOAMMO TNPOBOAUTH
omnpeaeiecHUEe YPOBHS JEUKOUUTOB U TPOMOOLUTOB. Peakum, HO TIpo3-
HBIM OCJOXHEHHUEM THOHaMuUIOB (Kak Tuamasona, tak u [ITY) aBaser-
Cs arpaHyJOUMTO3, OYEHb PEIKO — MH30JMPOBaHHASA TPOMOOIMTOTNEHUS.
ITocne okoOHYaHUS Kypca JieYyeHUS TMpemnapaTbhl OTMEHSAWTCS; Haubojee
YacToO pPeUUIMB pa3BUBaeTCsd B T€UYEHUE MEPBOTrO roja mocje MpeKpalueHus
Tepanuu. BeposATHOCTh pa3BUTUS pElLUAUBA AaXe CpeaM MALUEHTOB C He-
0ONBbIIUM UCXOAHBIM yBenudeHueM LXK mocTaTo4yHO BHICOKAa M NOCTUTAET
70-75 %. B cnyyae pa3BUTHUSI pelUIMBAa TUPEOTOKCHMKO3a, a TaKXe €ClIHU
MAalMEHT UCXOJAHO HE COOTBETCTBYET KPUTEPUSAM, AeJalOUIMM TMpPOBEACHUE
NNUTENbHONH TUPEOCTAaTUUYECKOUN TepamuM LieJecooOpa3HBIM, eMy Mokasa-
HO paJuKaJbHOE JIeUeHUEe: ONepalus UJIU Tepamnus 1311.

Llenblo onepamuenozo aewenus, paBHO KaK U T€pamnuu 1311 SIBISETCS yna-
neHue nmpakTuuecku Bced IIXK, ¢ onHO# cTOpoHB obecmeuyuBallnee pas-
BUTHE TMOCJHEONMEepPallMOHHOTO TrMNmoTupeo3a (KOTOPBIM NOCTATOYHO JIETKO
KOMIIEHCUPYETCsA), a C APYroil — WUCKIp4YalmIlee JIOOYH©O BO3MOXHOCTH
peuuauBa TUpeoTOKcHUKo3a. C 3TOW 1eJbl0 PEKOMEHAYETCS MNpOBEeAEHHUE
THPEOUAIKTOMUM WJIH NMpeaebHo cyoToTranbHoi pedeknuu 12K (c octaBie-
HUEM TUPEOUJTHOTrO ocTaTKa He Oojee 2 M), KOTopasd ¢ QYHKIMOHAIbHOIM
TOYKHU 3PEHUS TOXIECTBEHHA TUPEOUASIKTOMHUHU (B TOM M APYromM ciaydae
HCXOMOM SIBISIETCS TUNMOTHUPEO3).

B GonbmuHCTBE cTpaH MUpa OCHOBHas yacTh manumeHToB ¢ BI, paBHO
Kak M ¢ ApyruMu ¢dopmMaMu TOKCHYECcKOro 300a, B KayeCTBE OCHOBHOTO
MeTola pafMKaJlbHOTO JIEeUeHU S TMoJydaeT Teparnuio paauoakTHBHeM '°' 1.

DTO CBsI3aHO C TeM, YTO MeTOA 3 PeKTUBEH, HEMHBA3UBEH, OTHOCUTEJIbHO
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HEIOpOT, JUIIEeH TeX OCIHOXHEHMWIU, KOTOpble MOTYT Pa3BHMThCSI BO BpeMs
onepauuu Ha UK. EAVMHCTBEHHBIMU NMPOTUBOMOKA3aHUSIMU KJIEUCHUIO
1311 SIBISIIOTCS OepeMEeHHOCTh W IPYAHOE BCKapMJIWBaHUEe. B 3HauMMBIX
KOJIn4ecTBax 1311 HakanauBaeTcsa Toabko B Ll 2XK; mocne momamaHus B Hee
OH HayWHaeT pacHmamaThCs C BbIAeJeHUEM OeTa-4acTHIl, KOTOpPbie HMMEIOT
OIuHy mpobera okosno 1—15 MM, uTo obecmeumBaeT JOKAJbHYIO JYyUYeBYIO
HeCTPYKIUP TUpouuToB. CyliecTBeHHOEe TNPEMMYIIECTBO 3aKJodyaeTcs
BTOM, UYTO JieYeHUE 131l MOXHO TPOBOAUTH 0e3 MpeABaAapUTENbHOU TMOMI-
TOTOBKU TuUpeocTaTukamMu. Ilpm BI, kxorma uenbio Je4YeHUS SBIICTCS
paspymenue LI2K, TepameBTHYecKassh aKTUBHOCTb ¢ ydyeToM oObema LXK,
MaKCHUMaJbHOTO 3axBaTa M BPeMEHM TOJYBBIBEIECHHMS 13‘{ n3 MIXK pac-
CUMTBHIBAETCS MCXONS M3 MpeamojaraeMoid MorjaoumeHHoW mo3sl B 200—300
I'peit. [Ipy >MIUpUYECKOM MOAXOJE MALUMEHTy 0e3 MpeABapUTEIbHBIX 103U~
MEeTPpUYECKUX UCCAEeAOBAHUN NpHU 300e HeOOJNBIIOTO pa3Mepa Ha3zHayvyaeTcCs
okono 10 mMmKwu, npu 306e 6onpmero pazmepa — 15-30 mKu. T'unorupeos
00BIYHO pa3BUBAETCS B TeueHHEe 4—O6 MecsleB MOCJHe BBEACHUS 1311‘

Oo6mag cxema seyeHuss bl mpencraBnena Ha puc. 3.13. Takoil moaxon
KJIe4YeHU 3TOoro 3aboieBaHUsI Haubojlee MNPUHSAT B cTpaHax EBpomsl
uB P®. Hapsany c mepedyucieHHBIMHA ¢haKTopaMKu BHIOOp BapuaHTa Jedye-

Hus BT MOTYT ONIpE€ACATb KaK MHIAUBUAYAJTbHBLIC OCOOEHHOCTU MallMEHTa

[ BOMNE3Hb MPEABCA B

TamMeNbiA THPEOTOKCHKG3,
ocnoxHedua (hnEpunnauna

HeGonbwo#n 306, Ndrkva v ‘
npencepans u ap.)

YMEPEHHBIA THPEOTOKCHKO3

J ) TupeocTaTWyecxan Tepanvn
{THaMazon, nponunTHoypauun)
1-1,5rona
TupeonaIsTomna ‘ { [l
PELMAMB (70 - 85%)
[? -I!;auectutéﬁliﬂan TepanuA runoThpeaia | | Cronkan pemnccun (15 - 30%) l

Puc. 3.13. Cxema neuenus G6oyie3nu I'peiiBca
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(oueHb KPYNHBIU 300, COMYyTCTBYMlOIIAas MaTOJIOTUs, MIaHUpOBaHUe Oepe-
MEHHOCTHU), TaK U COllMaJibHbIe (GaKTOPHI.

Ocob6eHHocTb neueHusi bI' 6o epemsa Gepemennocmu 3axnpoyaeTcsi BTOM,
YTO TUpPeOCTATUK (mpeamouteHue ornaercss [ITY, KoTopblii XyXe MpOHUKAET
yepe3 MJalleHTY) Ha3HayaeTCsi B MUHUMAJbHO HEOOXoAMMON no3e (TOIBKO
Mo cxeMe «OMOKUPYH), KOTopast HeoOXoauMa IJisI MOANepXaHUSI YPOBHS CBO-
6oaHoro T4 Ha BepXHeil rpaHuUIle HOPMBI UJM HECKOJbKO Bblillie Hee. OOBIYHO
Mo Mepe YBeJUUYEHUS CPOKOB OGEpeMEeHHOCTH MOTPEOHOCTh BTHUPEOCTAaTHKE
YyMeHbIIAETCsI U OOJBIIMHCTBO XEHUMH mnociae 25-30 Hemenau mnpemapart
BooOme He mpuHUMaeT. TemM He MeHee y OONBIIMHCTBA M3 HUX MOCTE POIOB
(06BIYHO Yepe3 3-6 MecsleB) pa3BUBAETCS pPEHUIUB 3a00JeBaHUS.

JledeHMe TUPEOTOKCUUYECKOTO KpU3a MoaApa3yMeBaeT MHTEHCHUBHBIE MEpPOTI-
PUSTUS C Ha3HAUYeHHUEe OOJNbUIUX NO3TUPEOCTATUKOB. [IpenmoyTeHue oTaaeT-
ca IITY Baose 200—300 Mr kaxnable 6 4acoB, MPU HEBO3MOXHOCTHU CaMoO-
CTOSITEJIBHOTO MpUeMa MallueHTOM — Yyepe3 Ha3oracTpajibHbil 30HAL. Kpowme
TOTO, Ha3HavyawTCsa p-aapeHoOJoKaTophl (mpornpaHonoyn: 160—480 Mr B 1eHb
per 0s UIW B B/B M3 pacyeTa 2—5 Mr/yac), TI0OKOKOPTUKOUIB (TUAPOKOPTH-
30H: 50—100 Mr kaxabie 4 yaca MJIU NMpeaHU30J0H (60 Mr/cyT), 1€3UHTOKCH -
KallMOHHY Tepanuio (busnonornuyeckuit pactsop, 10 % pacTBop IIIOKO3bI)
MOoJ KOHTPOJIEM TeMOINMHAMUKU. DOGEeKTUBHBIM METOJOM JIEUEHUS THUPEO-

TOKCUYECKOTO KpH3a aBiageTcd nuasMmadepes.

IIporHo3s

[Ipn OTCYTCTBUMU JeyeHUS] HeOJNArompUSITHBIN W ONpeaesaeTcss MOCTEMeH-
HBIM pa3BUTUEM OGUOPUIISAUUU TIpeacepaAnii, CepIAedyHOW HeZOCTaAaTOY-
HOCTHU, MCTOUIEHUS (MapaHTUUYECKMI TUPEOTOKCUKO3). B ciayuyae Hopma-
nuszanuuu GyHkuumum HIXK MporHo3s TUPEOTOKCHUYECKOUW KapAUMOMUOMATUM
OMaronpUsATHBIN — y OONBUIMHCTBA MALlMEHTOB MPOUCXOAUT perpecc kKap-
IUOMETaJlud U BOCCTaHaBJIMBAaEeTCsd CUHYCOBBIM PUTM. BeposATHOCTHL pelu-
IVMBa TUPEOTOKCHMKO3a mocje 12—18-MecsIs4YHOro Kypca TUPEOCTAaTUUYECKOI
Tepanuu — 70-75 % manueHTOB.

3.5. BHOOKPNHHAA ODTAJIbMOIMNATUNA

Bnookpunnas ogmanrsmonamus (DOIl, odbranbmomatusi [peiiBca, ayTouM-
MYHHas odpTanbMoNmaTus) — ayTOMMMYHHOe 3aboJieBaHUE, MaTOTeHETUYEC-
KU CBsA3aHHOe ¢ 6ose3Hblo I'peiiBca, xapakTepu3ylolneecss OTEKOM U TUMG O -
LUTapHOW MHGUAbTpalLMEed, a BaajsbHedieM GUOPO3HBIMU U3MEHEHUSIMHU

peTp06ym,6apH01‘/'I KJI€TYaTKMU U TI1a30ABUTAaTCIbHBIX MBINIII.
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Tabn. 3.6. DHAOKpUHHASA 0DTaTBMOTATHS

HaubGoJsiee BEposITHO aHAJOTMYHA TaKOBOU Mpu

BDTHoNOTUSA N

6onesnu IpeiiBca

MMMyHHOE BOocmajeHue peTpoOynbOapHOil KieT-

YaTKW W TJ1a30JABUTaTEJbHBIX MBILIYM, Pa3BUBAOIIE-
[MaTtoreunes

ecsi B paMKax CUCTEMHOr0 ayTOMMMYHHOTO Mpolec-

ca npu 6ose3Hu I[peiiBca

PasBuBaetcs y 50-75 % mauueHTOB ¢ 00JE3HbIO
DNuUaeMuUOIIOTUS

I'peiiBca

OCHOBHBIE KIUHU-

YECKHUEC MPOABICHUA

OumyunieHue «Imecka B rjasax», 00Ju B 00JlacTH TJas,
NUTIJIONUS, 3K30¢TajJlbM, OTEYHOCTh BEK, Helipoma-

TUA 3PUTECIBHOIO HEpBa, KOCOraa3ue

JunarHocTuka

O@dTranbMoONOrUUYecKuii 0OCMOTpP, K30 TaIbMOMET-
pus, Y3U opour, MPT opbur

OAuddepenunanbHas
NUarHOCTUKA

PeTpobynbbapHbie onyxosiu (IIpU OMHOCTOPOHHEM
3k30dTanbmMe), MHGUIBTPATUBHBIE 3a00€BaHUS

TJIa3HUILBI, MUACTCHUA

JleueHue

[Tpu 1erkoM Te4eHUM He MOKa3aHO, MPU TIXKEIOM
U YMEPEHHO TAXeJIOM TeYeHUM B aKTUBHYIO (asy:
TTIOKOKOPTUKOUIB! (per OS UM MyJbC-Tepanus),
peHTreHoTepanus Ha 00JacTh TJIa3HULBI, AaHATOTHU
coMaToCcTaTuHa, XMUpypruieckasi TeKOMIIPeCCHs
OpOUTHI; B HEAaKTUBHYIO a3y nNpu HEoOXOAUMOCTHU
KOCMETUYECKUE oTlepanuu

[MporHo3s

B 98 % cnyuyaeB pa3BuBaeTCs pemMuccus (camonpo-
M3BOJIbHAS MM Ha poHe JedyeHUs1); B 2 % — Taxe-
JIo€ TeYeHUE C OCTATOYHBIMU siBJeHUsIMU DOII

mocJie HaCTYNJeHUsT HeaKTUBHOU (a3l

B 95 % cnyuaeB DOII coueraercsa ¢ 60Je3HbI0 ['peiiBca M ABIASAETCS HEOTh-

CMJIEMBIM KOMIOHEHTOM 3TOIO CUMCTEMHOIoO ayTOMMMYHHOTO 3ab0J€eBaHUS

(ero «BU3UTHON KapToukoi»), nmpu 3ToM ODOIl Moxer MaHudecTupoBaTh

paHblle TUpeOTOKCcUKoO3a. [IpumepHo B S5 % canyuaeB DOII coueraercs c ay-

TOUMMYHHBIM THUPECOUIHUTOM, a B OCTaBIIUXCHA 5 %— saBnseTcs U30IUPO-

BaHHBIM 3a60J’leBaHI/ICM, T.c. CIMHCTBCHHBIM KOMIOHCHTOM aYTOMMMYHHO-
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Puc. 3J14. Craguu pa3BUTUS SHAOKPUHHOIK odTasbmMonaTumn

ro nmpouecca, pazpuBatoumerocs npu bl [lo He BmojHEe MOHATHONW MPUYUHE

B 5-10 % cnyuaeB DOIl HOCUT OMHOCTOPOHHUE XxapakTep (Tabma. 3.6).

DTHONOTHA

CorjnacHo OJAHOW M3 JOCTAaTOYHO PACHPOCTPAHEHHBIX TEOPUI, BCJEACTBUE
pa3BuBawoerocs npu Bl ayrouMMyHHOro mpouecca Mo He BIOJHE MOHSIT-
HOW NmMpUYMHE MpeamgunouuTbl peTpoOyabbapHOil KieTyaTKu nuddepeHUm-
pyloTcsl BaAUMOUUTH, dKcnpeccupymue peuentop kK TTI. Bcecuex 3a stum
NPOUCXOAUT HUHOUIBTPALUS 3TOW KJIETYATKM CEHCUOMUIU3UPOBAHHBIMU
k peuentopy TTI T-nudountaMu, MHULUUPYIOIIUMHU PAa3BUTHE UMMYHHO-
ro BocrnajeHusi. B oTBeT Ha Bo3AeiCTBUE NMPOBOCHMAJUTEIbHBIX HIUTOKUHOB
AaIUTOUMUTH peTpoOynAbOapHOU KJIeTYAaTKM HAaYMUHAT B M3OBITKE MPOAYLH-
poBaTh KHUCJble TIMKO3aMUHOTAUKaHb. [locienHue o6GiagalT BbIpAXEH-
HBIMU TUAPOGUIBHBIMU CBOWCTBaMH, YTO CIOCOOCTBYET Pa3BUTHUIO OTeKa
U yBeJIUMYEeHUIO oO0beMa peTpoOyabbapHOil KieTyaTKu. B ganpHeilimem
MHTEHCUBHOCTh BOCHAJUTENbHBIX HM3MEHEHHMU cmagaeT, W pa3BUBAIOTCS

C])I/I6p03HbIC WU3MEHEHUS TOW WJU UHOW CTENEHHU BBIPAXXKCHHOCTH.

ITaTorenes

B pasButruum DOIl BoimensiloT iBe ocHOBHBIe ¢da3nl (puc. 3.14). BmepBoii
daze aKTHUBHOTO BOCHAJEHUS MNPOUCXOMST BOCHAJUTEIbHBIE H3MEHEHUS
B peTpoOynb0apHON KJIeTYaTKe. DTHU HM3MEHEHHS COMPOBOXIAKTCS yBe-
JUYeHUEeM ee 06beMa, YTO MPUBOAUT K Pa3BUTUIO dK30dTaibMa, a B TsIXKe-
JIBIX CAyYasiX - K CAABJICHUI 3PDUTEIbHOTO HepBa (Helponamus 3pumenbHo2o

nepea) (puc. 3.15).
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BocnmanurtenpHbie M3MEeHEHUS
B I'J1a30IBUTATEJbHBIX MBIIILIAX pa3-
BUBAIOTCS HEPaBHOMEPHO, YTO NpU-
BOIMUT K TOMY, 4YTO MNpPU ONpEIeseH-
HOM yrJjie 3peHus (MpU B3TIsIIEe BBEPX
MJIM B CTOPOHY) Yy MallMEHTa IMOSB-
nsiercss nuniaonus. I[lpu TAXenbIX
MU3MEHEHMSIX CO CTOPOHBI TJa30ABU-
raTeJbHBIX MBIIII MOXET Pa3BUTHCH
CTOMKOE Kocorjga3zue C MOCTOSSHHOM
numuaonueit. OMacHBIM OCITOXHEHHU-
eM Taxenoir DOIl saBasieTcs BbIpa-

XKEeHHBI U 3K30bTalbM, NPUBOASIIUNI

K HEBO3MOXHOCTH IOJHOTO 3aKphl-
BAHMS 123, C MOCHEAYIOM UMY H3Me- Puc. 3.15. ITlatoreHe3 s3k3odTaibma

HEHMUSIMHU POTOBUIBI, BIJIOTb AO €€ N KOMIIpECCUU 3PpUTEIbHOTO HEpBa

e —— MpU 9HOOKPUHHOU obTalbMONATUU

Bo BTOpoii HeakTuBHOW ¢ase
D0I1 NPOUCXOOAUT TOCTENEHHOE
CTUXaHUE BOCMalMTEAbHOTO Mpoliecca B CTPYKTypax raasHuubsl. B ciayuae
nerkoit DOIl nmpouecc 3aKkaHUYMBaAeTCs MOJHOW peMUCCUEH, PU TAXKETOH
DOIl paszBuBawTcsd GuUOPO3HBIE M3MEHEHUSI, NMPUBOASIIMNE K CTOUKOMY
3Kk30(pTanbmMy, CTONKONH peTpaKUMMU BEPXHETO BeKa, KOCOTJIA3UI0 C AWII-
Jomuei, a TaKXXe BTOPUYHBIM MU3MEHEHUSM CO CTOPOHBI TJIa3HOTro si6J0-
Ka, TaKUM KakK KaTtapakTta. Mcmoib3oBaHUE NPOTUBOBOCHATMTEJbHBIX
CpencTB, TaKMX KaK TFTIOKOKOPTUKOUIB, B HeaKTUBHOU daze DOIl Hed-
bdbexktuBHo. @akTopaMu pUCKA pa3BUTUS U nmporpeccupoBaHus IDOII
ABISAIOTCS KypeHue M HapymeHue pyHkuuu LXK (kak runmotupeos, Tak

U TUPDEOTOKCUKO3).

DOuaeMHOJIOTus

DOIl pasBuBaetcss y 50—75 % mnauueHToB c Gose3dHbio [peiiBca. BmouHe
BeposiTHO, 4To DOIIl To#l MIM MHON BHIPAaXEHHOCTHU, BKJIIOYAss MUHUMATb-
Hble M3MEHEHUs B peTpoOyIbOapHBIX TKaHSIX, KOTOPbIE MOXHO BBISIBUTH
TOJBKO NMPU MOMOUIM cnenualbHbix MeTogoB (MPT), pazBuBaercs y Bcex
nauueHToB ¢ BI'. HacTtoTa HOBBIX ciyyaeB co6¢cTBeHHO DOIl Mo HEKOTOPHIM
HaHHBIM cocTaBiasieT 16 cnyyaeB Ha 100 OOO HaceJleHMUS B TOJ AJIS XK€ HIIUH

u 2,9 cayuyass Ha 100 000 B rom ajnst MyX4YHUH.
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Puc. 3.16. [TanmeHTH ¢ SHAOKPUHHOU odTaibMonarueii (a, 6, B)

KniuHudyecKkue mposiBIE€HUS

IMpu DOIl MoxeT pa3BUBaThCs HECKOJbKO rpynnm cumnrtomoB. Cpa3sy
cleAyeT OTOBOPHUTHCsI, YTO TaK HA3bIBAEMBIC 24A3HbIE CUMNMIOMbL MUPEO-
mokcukoza, TpuBeIeHHBIe B Tabiumue 3.7, B MOJTHON Mepe He SIBISIIOTCS
nposgBiaeHusamMu DOIl, a MOTYyT pa3BUBaThCs NMPU TUPEOTOKCUKO3€ JIIOOOTO
rerHe3a. Mx matoreHe3 CBs3BIBAIOT C HAPDyIMIEHUEM BEreTAaTUBHON HHHEp-
BallMU TJIa3HOTro sf6710Ka. DTUM cUMNOTOMaM NpuaaBaium 0GOJbLIOE 3HA-
YyeHHEe B MPOIIJOM, Korga mpsiMas oueHka dbynkuuu LXK npu momourm
TOPMOHAJTBbHOTO MCCIEAOBAHUS MPEACTABIsAIA CYU[ECTBEHHBIE CIOXHOC-
Tu. B manpHeliumieM cTaxo OYEBUAHO, YTO MHOTHME TJIa3HbBIE CHUMITOMBI,
HampuMep MEJIKHUU TPEeMOP BEK 3aKPBITHIX IJ1a3, MOTYT BCTPEYaThCs U MPHU
OTCYTCTBUM THUPEOTOKCHUKO3a Y 3I0POBBIX NIOACH.

Tab6n. 3.7. ['na3Hble CUMIOTOMBI THPEOTOKCHKO3a

CuMnTom Mposasnenus
I'pede OTcTaBaHMEe BepXHETro BeKa OT PajyXKW NMPU B3TJAsiAe BHU3
HdenbpuMis IIupokoe packpbiTUe TJIA3HBIX HIeeit
IItenbBara Penkoe mopranue
Mebuyca HeB0o3MOXHOCTb GUKCUPOBATDH B3IJISIJ HAa OJU3KOM paccTosi-
HUU (c1ab0CTb KOHBEPTEHIIMU)
Koxepa Perpakuus BepxHero Beka Mpu OBICTPOIl MepeMeHe B3Isaa
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Ta6a. 3.8. Knaccudukauus sngokpuHHoit opransmonatuu NOSPECS

Cragus Knaunnyeckue mposiBJeHHs
0(N) OtcyTrcTBUE OdTasbMoNnaTuu
PeTpakuus BepxHero BeKa:
KO) A — HEe3HaYUTeJIbHO BBIpaxXeHa
B — YMEepeHHO BBIpaXxeHa
C — pe3Ko BhIpaxeHa
V3MeHeHMs MATKMX TKAHEH rIa3Hunbl (OTeK, UH'BEKIIH 5T
A KOHBIOHKTHUBHI):
2(S) B — HE3HaYUTEeJIbHO BbIpakeHa
C — YMEpEeHHO BbIpaxeHa
— pe3KOo BhIpaxkeHa
DK30(pTansM (BBINIIYMBAHUE TJa3HBIX SA0JIOK):
3(P) A — HEe3HayuTeJbHO BbIpaxeH (3-4 MM 0oJblie HOPMBI)
B — yMEpeHHO BbIpaxeH (5-7 MM OoJibIlle HOPMBI)
C — pe3Ko BbIpaxeH (bosiee 8 MM)
TTopazkeHue MBI [JIA3HUAIBI:
4(E) A — Oumniaomnus 6e3 orTpaHUYEHUsT OBUXEHUS TIa3HBIX sI0J0K
B — OTrpaHUYeHUE ABUXEHUS TIa3HBIX I0T0K
C — buKCcUpOBaHHOE TJIa3Hoe s16710K0 (0OAHO UM 06a)
ITopaxkeHue pOroBUIIbI:
A — CYXOCThb
5(0)
B — W3BSI3BICHUE
C — NMOMYTHEHUE, HEKPO3, nepdopanus
ITopaxkeHue 3pUTEIHLHOIO HEPBA:
6(S) A — He3HayuTeJbHO BbIpaxXeHo (ocTpoTta 3penus 1,0-0,3)
B — yMepeHHO BbIpaxkeHo (ocTporta 3peHusa 0,3-0,1)
C — pe3Ko BbIpaxeHo (ocTpoTa 3peHus meHee 0,1)

Cob6ctBeHHO a1 DOIl xapaKTepHBI IBe TPYMIbBl CHUMITOMOB: IMepBHBIE

CBSI3aHHBl C UBMEHEHUEM MSITKMUX TKaHel 0p6I/ITbI, a BTOPpbI€E — C UBMEHE-

HHMUEM TJaa30ABUTAaTCIbHBIX MBbIIIII. Bpe3yanaTe HU3MEHECHUA peTpOﬁyJ'lb-

OApHBIX MYACTHYHO MEPUOPONTAJBHBIX TKAHEH pa3BUBaeTCsa 9kK30pTaabm

C COMYTCTBYIOIIE eMy peTpakLueid BepxHero Beka (puc. 3.16).

IlepBoiMu cumntoMamMu DOIl oYeHb YaCTO OKa3bIBAWTCH OLIYIIEHME

«IIe€cKa» B rjaszax, CI€30TCYCHUC U cBeT000sI3Hb. OCHOBHBIM U MbIIIEYHBIMHU
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Puc. 3.17. VYroiuieHue riaa30dBUraTeJbHBIX MBILIL OPOUT NMPU SHAOKPUHHOU

odranbMonaruu no faHHeIM Y3U

CUMIITOMaMW SIBISIIOTCS ABOEHHUE TPU B3TAsANEe B KaKylO-TO CTOPOHY HUIU
BBEpPX, HEBO3MOXHOCTh OTBEJCHMS TJia3 B OJHY M3 CTOPOH, a B TSAXEJIBIX
caydyasax — Kocormaszue. TssxecTh opTalbMOMATHU NPUHATO KIacCUDUIIH -
poBaTh Mo MexayHaponHo#l knaccudbukanuu NOSPECS (ra6n. 3.8). Yamre
Bcero DOIl mMeeT 1OCTAaTOUYHO JeTKOe TeuyeHHe, He TpeOylomee aKTUBHBIX
JeyeOHBIX MepOMmpuUATHIi; Ha Taxenywo BDOIl c pa3BuTueM H3MEHEHHUH,
YyIPOXAaWIIUX 3PDEHNI0, MPUXOAUTCS He OGosee 1—1,5 % ciayuaes.

JluarHocTukKa

OCcHOBHOe, HO He abOCOJITHOE 3HayeHMe HUMeeT conyrcTBywmas bTl,
3HAYUTEJNbHO peXe ayTOMMMYHHBIH TUpeouAuT. B 3TOoM ciayuae Hanuuue
y mauueHTa XapakTepHOTO ABYCTOPOHHEro mpolecca MpakKTUYECKU BEpHU-
buuupyeT nuarHos. Pexe mpuxoautcs npoBoauth Y3UM opbut, KoTopoe
MO3BOJISIET BBIIBUTbH XapaKTepHOEe YTOJIIEHUEe TJa30IBUTaTeAbHBIX M bl L]
(puc. 3.17).

B psme cinyyaeB 3TO HWcCClIelOBaHME TNPOBOIUTCS C IeJNb0 aKTHUBHOM
IVUATHOCTUKM KIMHUYECKU HeBbipaxeHHoU BDOII, BbIIBIeHHE KOTOPOIii
MO3BOJsIeT YyCTAaHOBUTH nuarHo3 bI, B Tex ciaydyasx, Korga MOcCJeIHIOIO
cl10oXHO nuddepeHUUpoOBaTh OT APYrux 3a00JeBaHUN, NPOTEKAIOIIUX
cTupeotokcuko3oM. C aToil 1enabl0o MoXeT OBTH mpeampuusita MPT,
KoTopas siBJasieTcsi 6ojee NOPOTUM, HO Goyiee MHGOPMATUBHBIM HMCCIENO-
BaHWEeM. BaXHBIM MoKa3zaHUEM JJIsI Hee SIBIASCTCS BBIABIeHMEe y MallMeHTa
OTHOCTOPOHHETO 3kK30(dTaibMa (0COOEHHO MPU OTCYTCTBUM BOCHATUTENb-
HBIX M3MEHEHWW W APYTUX TJa3HBIX CHUMITOMOB) C IEeJbl0 HMCKJIIOYEHUS
peTpoOyiIb0apHON OMYXOJH.
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BaxHbiM BonmpocoMm auarHocTuku DOIIl, oTBeT Ha KOTOPBI HEOOXOAUM
Ol pelleHUs] BOMpPOca O HAa3HAUYECHWU JeUeHUs, SBIsSETCS YCTaAaHOBJIEHHUE
aktuBHocTu DOII. s aToro, Kak npaBujo, UCIHOJb3YIOTCS AaHHbBIEC KJIU-
HUYEeCKOW KapTUHB U aHaMHe3a (HabOJoneHuss BauHaMuke). Ux cymmupy-
eT mKaja KIMHUYeckKoil aktTuBHocTu DOII, npeacraBiaeHHas B taba. 3.9.

Ta6n. 3.9. lllkana knuHUYecKoit akTuBHocTU DOII

l1.CnoHTaHHas peTpoOyabbapHas 60J1e3HEHHOCTb (00JIe3HEHHOE YYBCTBO
JNlaBJEHUS 3a rja3aMu B T€UeHUE MocjeJHUX 4 Helesb)

2. boab npu ABUXKEHUAX rj1a3 (MPpU MONBITKaX MOCMOTPETh BBEPX, B CTOPOHBI
WK BHU3 B TEUEHUE MOCIEAHUX 4 HEoeb)

3. [TokpacHeHue (3pUTEMa) BekK

4. OTeK BeK

5. UHBbeKI M KOHBIOHKTUBBI (1M dy3HOE MOKpaCHEHUE KOHBIOHKTUBBI, MOK-
phiBaloliee, MO MEHbIIEH Mepe, OJUH KBaJApaHT)

6. Xemo3

7. OTek Kapy H KyJI bl

1 6ann cooTBeTCTBYET 1 npusHaky
o0wwuit cuet BapbupyeT oT 0 (HEeT aKTUBHOCTHU) 10 7 (BbIpaxxeHHas )
DOII cuuraercsds aKTUBHOM npu Gosiee yeM 4 Gangax

JduddepennuaipbHas JTUATHOCTUKA

DOIl HeobOxonumo auddepeHUUpPOBATH OT pPeTpPoOOYyJABOAPHBIX OMyXOJe
(0cCO0OEHHO MPU OJHOCTOPOHHEM 3K30dTaibMe), MHOUIBTPATUBHBIX 3a00-
JeBaHWU TTa3HUILBI, MUACTEHW U, HEHPOMATUU 3PUTEIBHOTO HEpBa IPYyro-
ro reHesa.

Jleuenue

[lpu BrIGOpPE TAKTUKU JIEUEHUS CIEAYyeT UCXOAUTH U3 TOTO, YTO BOCHAJU-
TeabHBI mpouecc npu DOIl CKIOHEH K CaMONPOMU3BOJIbHOU pEMUCCUMU,
NIpYyTUMHU cloBaMu, akTuBHas paza DOIl, panHo unu mo3gHO, Bcerna 3akaH-
yuBaetcsa. Ilonxoabl k aewenuro BOIl, Kak yKas3blBaloCh, OMNpeaeISIIOTCS
TSIXECThIO 3a00MeBaHUS U €T0 aKTUBHOCThIO (Tab6u. 3.10).
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Tab6n. 3.10. JleueHue sHIOKPUHHOU 0D TaTbMOMATHHU

Taxects DOII Jleuenune

IIpekpanieHne KypeHUs

3amuTa poroBUIbl (Tya3Hble KalJKU «UCKYCCT-
BEHHas cjie3a», IMPHU IJIOXOM CMBIKAHUM BeK - COH
C TOBSI3KOM s Tj1a3)

HomreHue 3aTeMHEHHBIX OYKOB

IMonnepxaHue CTOMKOTO 3yTUpEO3a

IIpu nio6oit TaXecTu

HaGnwoneHue 6e3 Kakoro-jiub60o akTUBHOTO BMella-

Jlerkas DOI1

TeJIbCTBA
YMepeHHasl TAXeECThb [IpoTuBoBOCTanuTeNbHAasI Tepanus (ITIOKOKOPTUKO-
D011, WAl BHYTPMBEHHO WJM peros) W/WJIW PpEHTreHOTepa-
akTUBHag ¢asza nus Ha ob6JaacTb OpOUT
YMepeHHasT TAXeCTb PexoHcTpykTuBHasi Xupyprusi (omepamuu Ha BeKax,
90II, I71a30JABUTATENbHBIX MBIIILAX, TEeKOMIIpeCcCus
HeakTUBHasg ¢asa opouT)

l'[ynbc—'repanwﬂ TIIIOKOKOpPTUKOMOAMM, JEKOMIIPEC-

Tsaxenag DOI1
cust opouT

B OonbmuHcTBe ciaydyaeB DOIl kakoii-nu60 akKTUBHOW Tepamuu He
TpebyeTcsT BooOIIe, MOCKOJbKY 4Yalle BCEro pedyb HUAET O AOCTATOYHO
JIETKOM TeYeHUUM 3a0o0JieBaHUSI, KOTOPOE CKJIOHHO K CAMOINPOM3BOJIBHOU
peMuccUM 6e3 KaKUX-JIMOO OCTATOUYHBIX ABJNeHUI. TeM He MeHee MAallUEHTY
MOJXHBl OBITh TaHBl PEKOMEHAAUUU MO MPEKPAMEHNI0O KYPEHUST, UCIONb-
30BaHUIO TJIa3HBIX Kamedb. BaxXHBIM ycnoBueM pemuccuu DOIl saBasiercs
CTOKOE MoAAepXkaHMe dyTUpeo3a. B cinyuae ymMepeHHOU u Taxenoin DOII
HanbGojee YacTO MCIMOJb3yeMBM METONOM, MONTBEPAMBIIUM CBOIO daddek-
TUBHOCTb ¥ OTHOCHTEJNbHYIO 0€30MacHOCTb, SIBIASETCS TMyJIbC-Tepamus
MeTUuAnpenHu3oysoHoM (1 rB/B, eXXeJHEBHO, HAa IPOTIXEHUU 5 NHEel, nanee
Npu HEOOXOOUMOCTH MPOBONAMTCS MOBTOPHBIN Kypc uYepe3 1—2 Henmenu).
AJTbTepHAaTUBOW MOXET OBITh MEPOpPAJbHBI MPUEM MpPEeAHM30JOHA, KOTO-
pBIii COMPOBOXOAETCS HECKOJNBKO OONBIMIUM PUCKOM Pa3BUTHUS MOOOUYHBIX
3¢pdpekToB. OCHOBHOI MNpoOJIEMON TepanmuU TAOKOKOPTUKOUTAMMU SIBJIS-
€TCSl IOCTAaTOYHO 4YacTo pa3BuBaomuecs peuuagussl DOIl mocie mpekpa-
MeHUus JedeHUsT. I pyruM MeTONOM JIeUeHHUSI sSABIASETCS PEHTTeHOTEepamlmus

Ha 00JacTh OPOUT, KOTOPYIO YacTO KOMOMHUPYIOT C Tepanmueil TTIOKOKOD-
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tukougamu. I[lpu taxenoit DOIl, ocobeHHO MpU Pa3BUTUU HeUpOMaTUU
3pUTEIbHOTO HEpPBa, MOXET OBITh MOKAa3aHO OMEPAaTUBHOE BMELIATEJbCTBO
nmo pekoMmnpeccuu opb6bur. B HeakTuBHOU ¢daze DOIl mpu BBIpaXEHHBIX
KOCMETUYECKUX U 3PDUTEJbHBIX HAPYIMIEHUSAX TAKXE MOXET ObITh MOKa3aHO
omepaTUBHOE JIEYEHUE.

IIporuos

B nonaBasomeM OGOJBIIMHCTBE ciydyaeB OJaronpusiTHBINA: pa3BUBaeT-
Csg CaMONpPOM3BOJIbHAsE MJIW MHAYLUPOBAHHAas NPOTUBOBOCHAJIUTEIbHOMN
Tepanueit pemuccusi. [IpumepHo B 1-2 % cnyyaeB DOIl xapakTepusyercs
TSXEJbIM TeYeHHEeM, KOTOPOE 3aBeplIaeTcss BhIPAXXEHHBIMHM OCTATOYHBIMHU
SIBJIEHUSIMU B HeaKTUBHOU da3e.

3.6. TMMOTUPEOS3

Tunomupeo3 — KIMHMYECKUNW CUHAPOM, pPa3BUBAWUIMUCS BCIeACTBUE NehU-
LUTa TUPEOUIHBIX TOpMOHOB. Il0 MmaroreHe3y TMINOTHPEO3 MOXET OBITh
MepBUYHBIM (6caedcmeue namoaoeuu camoii I[XX) m BTOpUUYHBIM (8credcmeue
depuyuma TTI) (ta6n. 3.11), npu atom 6Gosee 99 % cinydyaeB MPUXOIUTCS Ha
MEPBUYHBIN MPUOOPETEHHBI TMNOTUPEO3. PacnmpocTpaHEHHOCTh THIIOTH-
peo3a B o0LIel MONYyJAALMUU cocTaBiasieT nmopsgaka 2 %, a B OTAEJbHBIX BO3-

PACTHBIX TPYNINAaX (HCEHUUHbI NONCUN020 803pACA) MOXET mocTuratb 6—8 %.

Ta6a. 3.11. DTHoJNOrKS TUNIOTUPEO3A

I'mnoTupeos OcHoBHbIE 3200JIeBaHUs
TTepBu9HbIi AYyTOUMMYHHBI TUPEOUIUT
(3aboneBaHuAa Xupypruueckoe ynajieHue u.llleOBI/Izmoﬁ KeJe3bl
U TOBUIHOM Tepanusi paguoakTUBHBIM 1
XeJe3bl) Tsaxenblit HoOAHBINA neDUIUT

AHOMAanWM Pa3BUTHUS IIUTOBUIHON Xeyue3bl (IUCTEHE3Us
U 9KTONUS)

BropuyHbIii Tunoduzapuasg HegocraroyHocTh (cuHapoM LlueHa-
(runotamaMo- CuMMoOHCA)

runodu3apHas KpynHele onyxoau rumnorajisaMo-runodusapHoit odjgactu
aTOJOTHUS) O6ayyenue runodusa

N3onupoBauHblit neduuutr TTT
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3.6.1. NMpuobpeTeHHbIN r’MNoTUPeos

SABnseTrcss omHUM U3 Haubolee pacupoOCTPAaHCHHBIX 3HOOKPUWHHBIX 3a60-

neBaHui (taba. 3.12). OCHOBHOW MPUYMHON CTOMKOTO MEPBMYHOTO TUIO-

THUpeo3a SIBIASETCS XPOHMYECKMU AYTOMMMYHHBIM TUPEOUIUT

(AUT),

najnee MO PaclIpOCTPAHEHHOCTH CJEAYEeT SATPOTEHHBIA THMOTUPEO3, pas-

BUBAWIIUKACSH B ucxone xupypruueckux onepauuid Ha UK unum tepanuu
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pPaaiuMoOaKTUBHBIM 1.

Tab6u. 3.12. [lepBUYHBI I

MPUOOPETEHHBI TUITOTUPEO3

XpOHUUYECKUI ayTOUMMYHHBI TUPEOUIUT, Omepa-

DTuoyorus
TUBHBIe BMelnaTeabcTBa Ha 2K, Tepanus 1
CHUXEHUEe OCHOBHOTO oOMeHa u MeTabosu3Ma 00Jib-
[TaToreHes
IIUHCTBA KJIETOYHBIX CUCTEM OpTraHW3Ma
MyX4yuHBbI, XeHIUHb — 1:10;
2 % B oGOLIE MOMYNSALUY;
ONUIeMHUOTOTHUS

2 — 5 % cpeau XeHUIMH NIeTOPOJHOIO BO3pACTa;
6 — 12 % cpenu nuu crapure 60 et

OCHOBHBIE KIUHU-
yeCKHUe MPOSBICHUS

HecneuuduuHbl MJIM OTCYTCTBYIOT: oOuiasi ciabocThb,
NeTpeccusi, CYXOCTh KOXM, YCUJIEHHOE BhITIaJicHME
BOJIOC, 3aTIOPBl, TUIOXPOMHAsI aHEMUsI, BBIITOT B MEPU-
Kapjae, IMacTolnyeckass TUIIEPTeH3UsI, aTeporeHHas
OUCITUMUAEMUS, HAPYIIEHUE MEHCTPYaJlbHOTO LUKIA,
Gecnionue, CHUXEHUE TUOUIO

MaHudecTHbI i mepBUUYHBINA runoTupeos: TTIT, T44;

Had DMAarHOCTHUKa

duarHoctuka Cy6knunuveckuit runotupeos: TTIT, T4 — B HopMe;
Bropuunslit runotupeos: TTI'1, T41
MHorouucieHHble 3a607€BaHUS CO CXOXEH CUMITO-

NQuddbepeHunanb- MaTtukoi. JuddepeHuuanibHas IMarHOCTUKA MEXIY

3a60JIeBAHUSIMU, MPUBEAIIUMHU K PAa3BUTHIO
TUIOTHPEO3a

3aMecTUTeIbHAS Tepamnus mpernapaTaMy JEBOTUPOK-
cHHa (mojiHasl 3aMeCTUTeJIbHas n103a 0KoJo 14 MKr/Kr

Jleuenue
Macchl Tejia); LeJib Tepaluu — MOoJAepXaHue YPOBHS
TTT B HOpMme
IMpu cToiiKOM MoOAnepXKaHUU HOPMAJIbHOTO YPOBHS
ITporuos TTTI Ha ¢poHe 3aMEeCTUTENbHOU Tepanuu — MOJHBII

perpecc CUMITOMOB U MPOSABICHUM
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DTHONOTHA

HaubGonbmee KIMHMUYECKOE 3HAYEHUE UMEET TUNOTUPEO3, Pa3BUBIIUIKCS
B pe3yJbTaTe XPOHUYECKOTO ayTOMMMYHHoro tupeouaura (AUT) (cM.
n. 3.7.1.1), aTakXe STPOreHHBI TrUNOTUPeOo3 (MocCJeoNnepauuoOHHBbIN,
B MCXOJE TepanmuM pagiuMoOaKTUBHHIM '°'1). Ha ATpOreHHBbIl TMNOTUDPEO3
NMPUXOIUTCS HE MeHee 1/3 peex ciydyaeB runotupeosa. [Ipu ykazaHHBIX
3a00JieBaHUSAX TUNOTUPEO3 B OOJBUIMHCTBE CJydaeB HOCUT CTOMKHUIA
HeoOpaTuMbIii xapakTep. Hapsgay ¢ 3TuM mNpu MHOTruxX 3abo0JeBaHUSIX
XK (necTpyKTUBHBIE TUPEOMAMTHI), a TakxXe MPU BO3JAECHUCTBUM psaaa
BeurecTB (O0oJiblIMEe AO3bl HONa, TUPEOCTATUKHU) MOXET pa3BUBAThCS TPaH-
3UTOPHBIM TUNIOTUPEO3, KOTOPBHIW CaMOJUMUTUPYETCS JUOGO B mpouecce
€CTECTBEHHOTrO TeYeHUsl O3TUX 3ab0ojJeBaHUU, AUMOO MO MNpEeKpalUleHUHU
BO31€eHUCTBUS BbI3BaBlIero ero akropa (oTmMeHa Tupeocratuka). B psne
cllyyaeB reHe3 NMEePBUYHOIO TUMOTUPEO3a OCTACTCHd HESICHBIM (MIMOMATH-
YEeCKUU TMNOTUPEOD3).

OnHOW M3 MPUUYUH MEPBUYHOTO TUMOTUPEO3a MOXET OBITH TAXKEIBIU
MonHb it nebuuut. Jlerkuit 1 yMepeHHB U WOAHBIN NePUIUT K TUTIOTU-
peo3y y B3POCJHBIX B OOBIYHBIX YCJIOBUSIX NMPUBECTU HE MOXET, MOITOMY
npob6ieMa iogonedOUIUTHOTO TUNIOTUPEO3ay B3pocabiX 0s1 Poccuitckoit
®enepanuu HeakTyanbHa (cMm. m. 3.9). ¥ HOBOPOXAEHHBIX BCIEACTBUE
YMEpEHHOTO, a MHOTAA JaxXe U JerKoro HWoOHOro neduuura, BCIAEACTBUE
COUYeTaHUS HU3KOTO conmepxkaHus ona B LL[2K u BeIcCOKOTO YPOBHS oOMe-
Ha TUPEOUIHBIX TOPMOHOB MOXET Pa3BUTbCS mMPAH3UMOPbIAS HEOHAMAAb-
Haa eunepmupomponunemuss (cMm. 1. 3.6.2). Y OepeMeHHBIX XE€HIIMH B YCIO-
BUSIX HONHOTO AedbUIUTA MOXET DPa3BUTHCS OMHOCUMENbHAS 2eCMAUUOHHAs
eunomupoxcunemuss (cm. m. 3.9.3). Tem He MeHee nBa MociedTHUX GEeHOMEHa
He CIeJyeT OTOXAECTBASITh C CHHIPOMOM THUNOTUDPEO3a B MOJHOU Mepe.

[IpuymHO OTHOCHUTEJNbHO pPEAKO BCTPEYAIOILIETOCS GMOPUUHO2O0 2UNO-
mupeo3za, KaK NMpaBUJIO, SABJSIOTCS pa3JIMUHbIEC JECTPYKTUBHBIE MPOILECCH
B runortajaMo-runocdusapHoit obsactu. Yaume Bcero peyb UAET O MAKpPO-
aneHoMmax runodur3a U CynpaceaJsipHBIX CTPYKTYp, @ TakKXe OonepaTuBHBIX
BMeEIllaTeJbCTBAX MO MOBOJY 3TUX 3a00JeBaHUI.

ITaTtorene3s

[Ipu nedbuuure TUPEOUAHBIX TOPMOHOB pPa3BUBATCS M3MEHEHUS BCEX
60€3 MCKJIWYEHUS OpraHoB u cucteM. I[lOCKOJbKY OCHOBHOW (GyHKLU-
el TUPEOUIHBIX TOPMOHOB SIBJSIeTCS MNOAJEepXaHUE OCHOBHOro oOMeHa
(KJIETOYHOTO AbIXaHUSA), NPU UX AeDULUUTE MPOUCXOAUT CHUXEHUE MOT-

pebeHUs KUCJIOpPOJda TKAHIAMMU, a TAKXKE CHUXEHME PAacCXOJOBaHUS DHEP-
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TMM U yTUJU3AUUU dHepreTudeckux cydbcTpatoB. [lo aTolf Xe mpuUUYUHE
NpU TUNOTUPEO3e MPOMCXOAUT YMEHbIIeHUE BHIPabOTKM LeJoro psna
SHEPro3aBUCUMBIX KJIETOYHBIX (GEepMEHTOB, O0OeclmeYMBAIIMX HUX HOP-
MajJlbHOe GYHKUMOHUpPOBaAaHME. YHUBEPCAJbHBIM M3MEHEHHUEM, KOTOpOe
OOHaApyXHWBaeTCss TPU TIXKEJIOM TUMOTUPEO3e, SBISETCS MYUUHO3HBIMK
OTeK (Mukxcedema), Haubogee BbIPAaXEHHBIW B COENMHUTEIbHOTKAaHHBIX
CTpYKTypaX. MwuxkcegemMa pa3BUBAeTCs BCHEJACTBUE H3OBITOUHOTO CKOII-
JEeHUS] B MHTEPCTUILMAJbHBIX TKaHSIX THAaJYyPOHOBON KHUCIOTH U APYTUX
TIUKO3aMUHOTIMKAHOB, KOTOPBIE B CUJIY CBOeWl TUAPOGUIBHOCTHU 3alep-
XKMUBAOT U3OBITOK BOJIBI.

DnuaeMnoaorus

DNUAEeMUOTOrMI0 TUIOTUPEO3a BO MHOTOM ompeneisieT TOT ¢akT, 4TO ero
Haubosee yactoil npuunHoii sBnsiercss AUT. Bo-tmepBoix, AUT, Kak 1 60Jb-
IWUHCTBO apyrux 3a6oneBanuit 12K, B 10 u 6onee pa3 valie BcTpedaeTcs
Yy XeHIUH. BO-BTOpBIX, 3TO 3abojieBaHMEe XapaKTepH3yeTCs AJUTEIbHBIM
Te4YeHMEeM M MPUBOAMUT K FMIOTUPEO3y CHYCTSI MHOTME TOXbl W AecsTUle-
THS OT €T0 Havaja. B c¢BSI3W ¢ 3TMM THUNOTUPEO3 Hauboee pacIpoCcTpaHeH
cpeau XeHIIMH B Bo3dpacTe crtapme 50-60 ger. Ecau B o0meidl momyasiiuu
pacmpoCTpaHEHHOCTh TUIIOTUPEO3a COCTaBIsIeT OKoo | %, cpeau XeHIUH
IeTopoaHOro Bo3dpacta — 2 %, To cpeam XeHIWUH cTapue 60 JeT 3TOT moka-
3aTeJib B HEKOTOPBIX MOMYAALUSAX MoxXeT focturath 10-12 % wu Gonee.

Kannuyeckue nposiBJeHus

Knuaudyeckass KapTHHA THIIOTHPEO3a ONMpeNeasieTcss ero 3THOJOTUEH, BO3-

pacToM TalMEeHTa, a TAKXE CKOPOCTHhIO PA3BUTHSA Ae(PUIUTA TUPEOUIHBIX

TOPMOHOB.

OCHOBHBIMU TNpoGAeMaMUd KIMHUYECKOW AUATHOCTUKH TUMOTHUPEO3a

ABIAIOTCS:
OTCYTCTBUE CHNEUUPUUIHBIX (BCTPEUAMMUXCA TOJIBKO MPH TUIOTH-
peo3e) CUMITOMOB;
BBICOKAsA pPAaCIHPOCTPAHEHHOCTh CXOMAHBIX C THIOTHPEO30OM CHM-
MTOMOB B O0OIIed MNOMYyJSIMU, KOTOPBIe CBsSI3aHBI C APYTHUMH XpO-
HUYECKUMHU COMATHYECKUMHU M MCUXUUYECKMMU 3a00JTeBaHUSIMU.
INpumepHoy 15 % B3pochbix Jloaeid ¢ HopManbHOM dyHkuuen I[XK
MOXHO BBHABUTHh OO0 HECKONBKUX CHMIITOMOB, XapaKTEPHBIX I
TUMOTUpEO3a;
OTCYTCTBUE TMPAMOW 3aBUCUMOCTH MEXAY CTENMEeHbI0O HebUIUTA
TUPEOUTHBIX TOPMOHOB M BBIPAXEHHOCTHIO KIMHUYECKUX MPOSIBIIE-
HUN (B OOJHUX CIydassX CUMITOMBI MOTYT MOJHOCThIO OTCYTCTBOBATH
Npu SSBHOM THUNOTUPEO3€, BIAPYTMX OHU 3HAUYUTEJbHO BBIPaXeEHBbI
yXe MPpU CYOKIMHUUYECKOM TUIMOTUPEO3E).
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lMacTpoaHTeponoruyeckme:

C NOBbILWEHUEM YPOBHA TpaHC&MHHaB)

XPOHUYECKUE 3anopbl, XenyHo-kaMmeHHas 6onesHs,
XPOHWYECKMIA renaTuT («KenTyxa» B COMeTaHun

PesmaTonoruyeckue: LepmaTtonoruyeckue:
NONUapTPUT, NOMUCUHOBUT, anonewus, rMnepkeparos,
NpOrpeccUpyLLMii OCTEOAPTPO3 OHWUXONM3

I

«Macku» runoTupeosa

[

Mcuxuartpuyeckue:
Aenpeccus, AeMeHUMA

FHekonoruyeckue: Kapauonoruyeckue:
AUCHYHKUNOHANbHBIE MATOYHbIE [MacTonu4ecKkan runepTeHaus,
kposoTeueHus, Gecnnoave AVCIUNNAEMUA, raponepukaps

Puc. 3.18. «Macku» runortupeo3sa

Puc. 3.19. BHemwHu#t Bux 60JbHOI TUMTOTUPEO30M (a, 0)

117
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Kaxk yka3plBajoCch, KIMHUUYECKAss KADTUHA TUNIOTUpEO3a B LIEJIOM XapaK-
TEpU3yeTCS MOJUCUCTEMHOCTbIO, HO Y OTHEJbHBIX MALLMEHTOB TOMUHUDPY-
IOT XXKaJoObl U CUMITOMBI CO CTOPOHBl KaKOW-TO OOHOW CHUCTEMBbl, B CBS3U
C YeM y MalMeHTa HEePEeJAKO AMATrHOCTUPYIOTCs 3aboneBaHUsI-«MaCKuU» (puc.
3.18).

I[Ipu BBIpAaXXEHHOM M AJUTEJIbHO CYIIECTBYIOIIEM TUMNOTUPEO3E Yy Ma-
HMeHTa GOpMUPYETCS HOOCTATOYHO XapaKTEPHBIM <«MHKCceIeMaTO3HbI»
BHEIIHMI BHWA, KOTOPBIUW XapaKTepu3yeTcss oOIIeil M MepuOpOMTANbHOU
OTeYHOCThI0. JIMLIO OAyTJIOBaTO, OJEAHO-XEJTYUIHOTO OTTEHKAa, B3TJISH
OTUYXJIeH, MUMMUKaA OenqHa (MackoobOpa3Hoe numno) (puc. 3.19).

Kpome TOro, ormevaercss mnopejaeHME U MOTYCKHEHMHE BOJOC, MX YCHU-
JJeHHOE BblNIaZeHUue. B 1eJ1oM mNauMeHTbl amaTUYHBl, 3aMeOJeHBbl HUIU
naxe 3aTOPMOXeHbl. g TAXeJNOoro TrumnoTrupeo3a BeCbMa XapaKTEepHO
3aMeJJIEeHUEe pevyu; MHOrJa KaxXeTcs, 4TO y OOJIBHOTO YTO-TO BO PTY (SI3BIK
3anueTaercsd). OTEYHOCTh CAU3ZUCTON TOPTAHU MPOSABIASETCS HU3ZKUM UIU
naxe XpUMJIBIM TeMOpoM rosioca. [TauMeHT MOXET CMOTHIKAThCSA HAa MPOU3-
HECEHUU OTAEJbHBIX CJIOB, MOCJE YEro, NPUJOXUB ONMpPeaEIIeHHbIE YCUTUS,
MPOM3HOCUT UX Oojee BHATHO. Kinaccuuecku NpU TMIOTUPEO3E OMUCHI-
BAaeTCsSd OTEYHOCTh SI3bIKAa, Ha KOTOPOM MOXHO yBUIETb OTNEYaTKU 3y0OOB.
OTeYHOCTh CIUBUCTON €BCTAXUEBOW TPYOB MOXET MPOSIBUTHCSI HEKOTOPBIM
CHUXeHUeM cayxa. HacToil xanob6oil ABASETCHS CYXOCTh KOXMU.

Cpenu M3MEHEHUUN CO CTOPOHBI HEPBHOH CHCTEMBI CJIeIYET yKa3aThb
Ha CHUXEHHUE MaMSATU U UHTEJNJIEeKTa, COHJIUBOCTb, NeMpeccuio. Y aeTeit
crapuie 3 JIeT My B3POCJBIX U3MEHEHUS CO CTOPOHBI HEPBHOM CUCTEMBI HE
SIBJASIOTCS HEOOPATUMBIMU U MOJHOCTHIO KYyNUPYOTCS Ha HOHE 3aMeCcTU-
TeJIbHOW Tepanmuu. B MpOTHUBOMONOXHOCTh 3TOMY BPOXIEHHBIM TUMOTH-
peo3 MpU OTCYTCTBUM 3aMECTUTEJIbHOW Tepanmuu NPUBOAUT K HeoOpaTu-
MBIM HEPBHO-TICUXUYECKUM U GU3UYECKUM HapymeHusMm (cm. m. 3.6.2). Co
CTOPOHBl mMepudpepuyeckoil HEPBHOUW CUCTEMbl MU3MEHEHUS pa3BUBATCSH
peaKo, XOTSI Yy HEKOTOPBIX MAallMEHTOB SBJAEHUS MHUKCEIEMBbl MPOBOLUUPYIOT
pa3BUTUE TYHHEJbHBIX CUHIPOMOB (CMHAPOM KapmnalbHOTO KaHaja).

OOmiee CHUXEHNE YPOBHSI OCHOBHOTO OOMeHa MPOSIBIASIETCSI HEKOTOPO
CKJIOHHOCTbIO MAallMEHTOB C TUNOTUPEO3OM K MpubaBKe Beca, MPU 3TOM
COOCTBEHHO TMIOTUPEO3 HUKOTAA HEe MPUBOIMUT K Pa3BUTUIO BEIPAXEHHOTO
oxupeHus. [Ipu KpaliHe TAXEJIOM TUIIOTUPEO3€¢ MOXET Pa3BUBATHCS TUIO-
TepMusa. [TauumeHTH 4YacTo MPeaAbSABASIOT XajloObl 3a 390KOCTh (Bce BpeMsd
Mep3HYT). B reHe3e 3Toro cuMmnroma Hapsay CO CHUXEHUEM OCHOBHOTO
oOMeHa MMeeT 3HauyeHUE XapaKTepHas AJid FMNOTUpeOo3a LEHTpalu3auus
KpoBoOOpalleHUS.
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HaubGonee 4YacTeiMU HM3MEHEHHUSMHU CO CTOPOHBI CepPAEYHO-COCYIHCTOI
CHCTEeMBbl SIBJISIETCS CKJIOHHOCTb KOpaauMKapAUU, Jerkas guacrtojuyeckKas
apTepuailbHasi TUNEPTEH3Us U QopMUpOBaHME BBHINOTAa B MOJOCTU NEpHU-
kapaa. Y OONbIIMHCTBA MAaLMEHTOB C TMINIOTUPEO3OM pa3BUBAETCS aTepo-
reHHasi TUCIUTUIEMUSI.

CoO CTOPOHBI NUIIEBAPUTEJbHON CHUCTEMBl YACTO BCTPEYALUIUMCS CUMII-
TOMOM SBISIIOTCS 3amopbl. KpoMe TOro, MoxeT pa3BUBAaThCSI AUCKHUHE3US
KEJNUYHBIX MyTei, renatoMerajus; xapakKTepHO HEKOTOPOE CHUXEHUE aMnme-
tuta. [Ipy BHIpaXeHHOM TUNOTHPEO3€ MOXET pa3BUBATHCSA TUMOXPOMHAas
aHemMus. B HekoToOphwIXx ciayudasix runotrupeo3 B ucxoae AUT coueraercsd
C IPYTMM ayTOMMMYHHBIM 3a0oieBaHueM — Bl2-nepuuurHoil aHeMuei.

OuyeHb YyacTo, 0COOEHHO Yy XE€HIUWMH, HAa NEePBbIi MJIaH BbIXOAST U3MEHE-
HUS CO CTOPOHBI MOJOBOJ cucTeMbl. [Ipy TunmoTupeo3e MOTYT IPOUCXOAUTH
pa3JMYHble HapylWeHUsS MEHCTPYaJbHOIO LUMKJA: OT aMEHOpeu A0 NUChHYH-
KIIMOHANbHBIX MATOUYHBIX KpOBOTeueHU. Kak y MyX4YuH, TaK U Y XXKEHUIUH
NMPOUCXOAUT CHUXEHUE nubuno. B maroreHese U3MEeHEHUU CO CTOPOHBI
MOJOBOW CHUCTEeMBbl ONpeAeleHHOEe 3HadyeHUEe UMEET @mopuunHas eunepnpo-
nakmunemuss (cm. m. 2.4). BbipaXeHHBId TUNOTHUPEO3 NMPaKTUYECKM Bcerma
COMpOBOXOaeTCs OecmioaMeM, HO MeHee SIBHBIU Ae@UUUT TUPEOUTHBIX
TOPMOHOB Y YaCTHU XeHUIMH (0K0JIO 2 % cpelau Bcex GEpEeMEHHBIX) MOXET He
MpensTCTBOBAaTh HACTYNJEHUIO OEpEeMEHHOCTH, KOTOpass B JAHHOM ciyuae
CONMPOBOXAAETCS BBICOKMM PUCKOM €€ MpepbiBAaHUS UJIU POXAEHUS peOeH-
Ka C HapylIeHUEeM Pa3BUTHUS HEPBHOW CUCTEMBI.

Ilpu panuTeNbHO CylIECTBYOUIEM TUNOTUPEO3€ TUNEPCTUMYISALUUS
TupeoTpocdoB runocdusa MOXeET 3aKOHUYUTHCSA (POPMUpPOBAHUEM BTOPHUYU-
HO agmeHoMbl. [locyse KoOMINeHcalUU TUNOTUPEO3a HAa GOHE 3aMECTUTENb-
HOWl Tepamuu B pe3yibTaTe YMEHbIIEeHUS oObema runoduia MOXeET Mpo-
n3oiTu GOopMUPOBaHUE «IYCTOro» Typeukoro cemaa (cm. m. 2.9).

Haubonee taxenbM, HO B HacTosdllee BpeMs KpaliHe peaKo BCTpeya-
IOIMMCS OCJOXHEHUEM TUIMNOTUpPeOo3a SBJSETCS TUOOTHPeoMAHAs (MHUK-
ceieMaTo3Hasi) KomMa. [MnmoTtupeoumgHasi KoMa, KakK MpaBUIO, pPa3BH-
BaeTCcs Yy MOXMUJIBIX MAaUUEHTOB C AJAUTEJbHO “JIHMATrHOCTUPOBAHHBIM
TUMIOTUPEO3OM, TSAXEIBIMU CONYTCTBYIIIUMU 3a00deBAaHUSIMU TPU
HU3KOW COLMAJbHOM CTaTyce U OTCYTCTBMHU yxoaa. [IpoBouupyroT pas-
BUTHE TUNOTUPEOMIHON KOMBI MHTEPKYPPEHTHBIe 3aboneBaHusA (yamie
MUHOEKLUMOHHbIE), OXJaxXJAeHue, TpaBMbl, Ha3HauyeHUe TMpenaparos,
yrHetalomux UHC. KanmHuuecku TUNOTUPEOUTHAsT KOMaA MPOSABIASIETCS
rUnoTepMueil, TUOOBEHTUJSLUUECN C runepkKkanHueil, runepBojeMuUcii,

runoHaTpueMueit, Opanukapaueit, aprTepuajlbHOW TUNMOTEH3UEH, OCT-
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poii 3aAepXKOU MOYM, NMHAMMUUYECKOW KMUIIEYHOU HENMPOXOAUMOCThHIO,
TUTIOTJIUKEMUEH, CEepIeyHOW HEAOCTATOYHOCTbIO, MPOTPECCUPYIOUIUM
TopMoxeHuemM IHHHC. JletrabHOCTh MPU MUKCEOAEMATO3HOW KOME JOCTU-
raet 80 %.

JunarHocTuka

AuarHocTuka TUNOTUPEO3a, TO €CThb JAO0Ka3aTeJbCTBO (akTa CHUXEHUS
bynkuuu 2K, mocratrouHo nmpocrta. OHa moapa3yMeBaeT OolpeaelieHUE
ypoBHss TTI u T4, npu 3ToM OoOHapyXeHHUEe U3OJUPOBAHHOTO MOBBIIIECHMUS
TTI cBUAETENBCTBYET 0 CYOKAUHUHECKOM 2unomupeosze, a OJTHOBPEMEHHOE
noblmieHue ypoBHS TTI u cHuxeHue ypoBHs T4 — O SBHOM WU MaHu-
decmuom eunomupeose. 3HauyuTENbHO OOJbLIYIO NMpoOJIEeMY MpeACTaBISET
coboli ompeaereHMe NMOKa3aHUNW IJig NMPOBENEHUS 3TOr0 MCCIEAOBaHUS,
MOCKOJbKY HecneuMGUUYHOCTh KIUHUYECKONW KapTUHB TUNOTUDEO3a,
onpenenaser TOT (GpakT, YTO gaxe «SIBHbIe CUMITOMBI» MOTYT HE€ HaWTH
MOATBEPXAEHUS MPU TOPMOHAJbHOM MCCIEAOBAaHUMU, HaAPAAY C I3TUM,
B pslle cilyyaeB TUNOTUPEO3, JAaxXe COMNPOBOXAAWIIUNACS 3HAUUTEJTbHBIM
noppimweHueM ypoBHss TTI u cHuxeHnuem T4, muHorga nporekaet GeccCUM-
NToMHO. EciM TrOBOPUTH O cyOKauHuveckomM eunomupeose, TO OH B IOJaBJIS-
jomeM OOJBUIMHCTBE clyyaeB BooOLIe He MMeeT NPOSIBIEHUN, KOTOpHIE
Obl MO3BOJIUJU €ro 3anono3puth. [Ipu comocrtaBjeHUU dBTUX (PakKTOB
BO3HUKAaEeT 3aKOHOMEPHBIIl BOMPOC O LEJIeCOOOPa3HOCTU CKPUHUHTOBOTO
onpeneneHus GyHkuuu LUK c nenpo 1MarHOCTUKU TUNOTUPEO3a, KOTO-
poe MoANepXUBAKT MHOTUE peKOMeHAaUUMU. [pynnbel pucka no pa3BUTUIO
runoTupeosa, To €CTh, MO CYTU, NMOKa3aHUA A9 oueHku dpyHkuuu [XK,
BHE 3aBUCUMOCTU OT HAJUUYUS UJIU OTCYTCTBUS KAKUX-JIUOO CUMITOMOB,
npeacraBjeHb B Tabdbn. 3.13.
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Tabn. 3.13. I'pynmnsl pucka Mo pa3BUTHIO TUTIOTHPEO3a

CeMeHHHI i1 1. 3aboseBaHMs LIMTOBUAHOM XeJe3bl

aHaMHe3 2. [lepHuuMO3Has aHEMUS

3. CaxapHblif nuaber

4. lepBUYyHas HAANMOYEYHMKOBAS HEJOCTATOUHOCTD

AHaMHe3 1. HapymeHuss GyHKIIMU NIMTOBUMAHOM XeJe3bl

B MPOUIJIOM

2. 300

3. Onepauuu Ha LIMTOBUIHOM Xeje3e UJIU Tepamnus I311
4. CaxapHblii 1uabert

5. Butunuro

6. [TepHUIIMO3HASI aHEMUST

7. Psan nekapCcTBEHHBIX NMpenapaToB (KapOOHAT JIUTHUS,
npemnapaThl iioga, BKJIwYasi aMUOAapOH U KOHTPACTHbIE

areHThl)
JlabopaTopHEIE 1. ATeporeHHble TUCIAUTIUIEM U
NaHHBIE 2. TunoHarpueMus

3. AHeMus

4. [MoBbinIeHUEe ypoBHEN KpeaTUHGOCHOKUHA3HI
U JaKTaTAeruApOoreHasbl
5. TunepnponakTUHEMHUS

AuddepennualbHas THATHOCTHKA
Ecnu npob6iema HecnmeUUGUYHOCTU UJIU MOJTHOTO OTCYTCTBUS CUMITOMOB
TUTIOTHpPEO3a pelraeTcss MNpPOBEeIeHUEM TOPMOHAJlIbHOTO MCCIENOBaAHMUS
(ypoBeHb TTI), HepeakKo BO3HMKaeT Bompoc oaubdepeHuMalbHO aua-
THOCTHKe 3a00JieBaHUI, BHI3BABIIUX TUNOTUPeo3. [IpuuynHa runoTupeosa
OYeBUIHA MPU SITPOTEHHOM TUNOTHUpPeo3e (OoMepaTUBHOE BMELIATEIbCTBO,
Tepamus 13’1). [Ilpy CHMOHTAaHHO Xe€ pa3BUBIIEMCS THUINOTHUPEO3€ MOXET
BO3HUKHYTb BONPOC O TOM, Kakoil BapMaHT ayTOMMMYHHOTO TUPEOUIHUTA
(cm. m. 3.7.1) gaBuUICS €ro NPpUYMHON. DTO OCOOEHHO BaXHO B CBI3U C TEM,
YTO MPU XpoHUYecKOM BapuaHTe AUT runotupeo3 HeoOpaTUM UM MALUEHT
NOJXEeH TMOoJyYyaTh 3aMECTUTEJIbHYI0O Tepamuio MOXHU3HEHHO, B TO BpeMs
KaK TUNOTUpPEeOo3, sABAsSwWUNCT ¢a30il AECTPYKTUBHBIX TUPEOULUTOB
(mocnaeponoBbiii, 6€300/J€BO, UMTOKUHUHIYUMPOBAHHBIA) 3aKAHUYUBAET-
cs BocctaHoBJeHUeM dyHkuuu LI XK.

[Ipo6nema nuddepeHUIMAJIbHON OUMATHOCTUKON NMEPBUUYHOTO U BTO-

PUYHOTO THNOTHPEO3a HE BO3ZHUKAET, NOCKOJbKY BTOPDUUYHBIA THIIOTUPEO3
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NpakTUUYECKU HUKOTAA He ObIBaeT M3OMNMPOBAHHBIM, a2 COYETAETCS C BTO-
PUYHOW HELOCTAaTOYHOCTBHIO APYIrMX DHAOKPHUHHBIX Xejde3 (TMIOKOPTH-
uu3M, runoronagusMm). KpoMme Toro, Kkak mpaBujiao, OYEBUAEH ITUOJOTH-
yeckuit dhaktop (MakpoameHoMma runodusa, onepauuum UIM OOJyuyeHHUE
runoranamMo-runodusapHoit ob6ractu). Crnenyer 3aMeTUTh, UYTO B psiae
cjllydyaeB BTOPUYHBIM IrMNOTHUPEO3 MPOTEeKaeT He ¢ MOHUXeHHbM (TTI",
T4i), ac HopMmanbHBM ypoBHeM TTI, To ecTb cuTyalusi, B KOTOPOH MpHU
HEOMHOKPATHBIX HCCIENOBAHUSIX HapsALy €O CHUXeHHBIM T4 ompene-
nsetrcsi HopMmanbHBIM ypoBeHb TTI, TpeOyeT MCKIIWOUYEHUSI BTOPUUYHOTO
TUNOTHUDPEO3A.

JleueHue

MaHnudectHbo it runotupeos3 (TTIT, T4i) aBaserca abCOMIOTHBM MoKa3a-
HUEM AJS Ha3HAYCHUS 3aMECTUTENbHON Tepanuu JeBOTUPOKCUHOM (L-T4)
BHE 3aBUCHUMOCTH OT KaKUX-TUOO HOMOJHUTENAbHBX (HakTopoB (Bo3pacT,
comyTcTBYylomas mnatojorusi). OTaumyarTbcsi MOXeET JUIIb BapuMaHT Havajla
neyeHUs1 (MCXOAHAs 103a U CKOPOCTH €€ MOBBIIIeHUs). Bompoc o nenecoot-
pPa3HOCTH JieyeHUs cyOKanHu4Yeckoro runorupeosa (TTIT, T4 — B HopMme)
oCTaeTcss CHOPHBIM. AOCOJTIOTHBIM TOKa3aHWUEM I 3aMECTUTENbHOIM
Tepanuu NPU CYOKIMHHUYECKOM THUINOTHUDPEO3€ SBISETCS €T0 BBISIBJICHUE
y OepeMeHHOUW XeHUMHBl, TUOO Xe MiIaHUupoBaHUE OEpPEMEHHOCTHU B OJU-
XalmeM OyayuieMm.

Y Mojonablx mMauuMeHTOB 0e3 conyTcTByloleid mnartonroruum L-T4 moxer
OBITh Cpa3y Ha3HaYeH B IMMOJHOW 3aMeCTUTEJNbHON H03e, KOoTOopass MCXOIHO
paccyuTHIBaeTcs, ucxons w3 Beca mamumenta (1,6 MKr/Kr Maccel Tena). Jias
XeHIUH no3a L-T4 B cpeanem cocrtapasger 100 MKr, njasgd MyXd4uH — 150 MKr
BIeHb. [IpemapaT mpuHMMaeTcs OIWH pa3 BAeHb, yTpoM 3a 30 MUHYT IO
3aBTpaka. KOHTPOJNbHBM MapaMeTpPOM, MO KOTOPOMY OLEHMBAIOT KayeCTBO
KOMIMEHCAalUuM runoTupeosa, ssBasgercsd yposeHb TTI. Eciu oH UCXOOHO OBl
3HAYMTEJbHO MOBBIIIEH, TO €r0 HOpMalM3allMs MOXET MPOTOJKAThCS IO
4-6 MecsaueB (mepBoe KOHTPOJbHOE HMCCIeNOBaHUE OOBIYHO AeiaeTcs 4epe3s
2—3 Mecsua). Ilocne TOro, Kak IOCTUTHYTa KOMIIEHCAaUMs TUNOTUpPEO3a
(HopManbHbIi ypoBeHb TTI), 3TOT mapaMeTp OLlEHMBAETCS C MUHTEpPBAJIOM
B ONMH TOIX.

KomMmeHcupoBaHHBIII TUNMOTUDPEO3 HEe SIBISIETCSI MPOTUBONMOKAa3aHUEM
N5 MJIAHUPOBaHMA OepeMeHHOCTH (Cc ee HacTyniaeHueM no3a L-T4 nonxHa
OBITh YBEJIMUEHA MPUMEPHO M3 pacyeTa 2,3 MKTI/KT Beca).

[IpuHOUNB 3aMEeCTUTEJbHOW Tepamuu BTOPUYHOrO TUMOTHPEO3a aHa-
JOTUYHBI, 32 UCKIIOYEHUEM TOTO, YTO OLEHKA KayecTBa €ro KOMIEHCAaLuK
MPOUCXONUT MO ypoBHIO T4. JleueHV e rUMOTHPEOTHOH KOMBI TOOpa3yMeBa-
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€T MHTEHCHUBHBIC MEPOMPUSATHUSA, BKJIIYAMIIUEe Ha3HaYeHHE TpenapaToB
TUPEOUTHBIX TOPMOHOB, TJIIKOKOPTUKOUIOB, KOPPEKUMUIO TeMOIMUHAMMU-
YEeCKUX M DJIEKTPOJUTHBIX PaCCTPOUCTB.

IIporunos

KayecTBO XM3HM MAallMEHTOB CKOMIEHCHPOBAaHHBIM THUIOTUPEO3OM, Kak
NMpaBUJIO, 3HAYMUTEJNbHO He CTpajaeT: MAallMEHT He UMeeT HUKAKUX OTpaHM-
YeHMI, 3a UCKJIIOUEHUEM HEOOXOAMMOCTU e€XeaHeBHOTo nmpuema L-T4.

3.6.2. BpoxAEHHbIV rMnoTnpeos

Bpoxcdennwiti eunomupeoz (BI') — rereporeHHas rpynna 3abojeBaHUI, MNpo-
SIBASONIASICS BPOXIEHHBM NeUIUTOM THPEOUTHBIX TODMOHOB, pa3BUBa-
jomuMcs BeiaenactBue nucreHeduu LXK wiaum rumortanamo-runodbu3apHOU
CHUCTEMBI, a TaKXe BCIENCTBUE BPOXIEHHBIX NeDEKTOB CUHTE3a TUPEOUMI-
HBIX TOPMOHOB M Pa3NMYHBIX DK30TEHHBIX BO3MEUCTBUI (MeTUKaMEHTHI,
MaTepUHCKHUE ONOKUpYIOIIUEe aHTUTeNa U mpodee). Jpyrumu cioBamu,
TepMuHoM BT oGo3HavyaeTcs THUNMOTUPEO3 NIOOOTO reHe3a, KOTOPHI MaHU-
dbecTupyeT M IMarHOCTUpPYETCs Mpu poxaeHuu (tada. 3.14).

Ta6x. 3.14. BpoxXIeHHBI TUTTOTUPEO3

B GospuminHcTBE ciaydaeB, nucreHesuu UK. B 15 %
DTUONOTUSA ciy4yaeB — HacjeloBaHUue nedeKToB cuHTe3a T4 uiaum
BO3leiicTBME MaTepUHCKUX aHTUTeNn K LXK

JdebUIUT THUPEOUTHBIX TOPMOHOB B paHHEM MOCTHa-
IMatorenes TaJIbHOM TepUoJe MPUBOJAUT K HEOOPATUMOMY HEIO-
pasButuio HHC pebenka

PacnpocTpaHeHHOCTh BapbUpPYET OT 3THHUYECKOTO
DNMUAEMUOTOTUS cocrtaBa nonyasiuuu; B cpenHeM 1:4000 HOBOpOX-
MEeHHBIX; B 85 % ciyyaeB BCTpedyaeTcs CIOpaanyecKu

Y HOBOPOXIEHHBIX OTCYTCTBYIOT UM HECTEIH-
GuIHB (TUTIepOUNIUPYOUHEMUSI, HU3KUU TOJOC,
B3AYTHIA XWBOT, MyMOYHasi TpbiXa, TUITOTOHHS,
YBEIUYEHHBI 3aJHUN PONHUIOK, MAaKPOTIOC-

OCHOBHBIE cus, ypeaunuenue L[2XK). Ha 3-4 mecsiue XusHu:
KJIMHUYECKUE CHUXEHHBII anmneTur, 3aTpyIHEHUE MpPU TJIO0Ta-
TMPOSIBICHUS HUU, njoxas npubaBka Beca, METEOPU3M, 3aIlIOPHI,

CYXOCTb KOXM, TUITOTEPMMUS, MbIIIEYHAsI TUMOTO-
Hus. [Tocine 5—6 Mecsima: 3agepkKa MCUXOMOTOPHO-
ro v GU3NYeCcKOro pa3BUTUS, TUCTIPONOPLUUOHAb-
HBI pocT
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Okonuanue maba. 3.14

HeounatanbHblit ckpuHUHT (TTI B cyxoMm msiTHe

JAuarHocTuKa .
LIeJIbHOU KPOBU)
TpaH3uTOpHass HeOHaTalbHasl THUNEPTUPOTPONHUHE -
MU (MOOHBIM NeDULUT, HEAOHOIIEHHOCTb, HU3KU I
OAubdepeHunanbHasg
BeC MPU POXIEHUU, IPUEM MaTePblo TUPEOCTATUKOB
IUaTHOCTHKA
BO BpeMsl OepeMEeHHOCTU, ayTOMMMYHHBbIe 3a00JieBa-
Hus LXK y matepu)
Jleuenue 3aMecTuTeNbHasA Tepanus JeBOTUPOKCUHOM

Hauano 3amecTuTeNbHON Tepanuu B MepBbie HEAETU
MpenoTBpamaeT 3aaepXKy MCUXUIECKOTO U HU3u-
[MTporHo3 4yecKoTo pa3BuTus. [1o Mepe yBeJIUUEeHUS OTCPOUKH
Cc ee HAvyaJoOM — pa3JIuvyHas CTeNeHb OJIUTObPEeHUH
BIUIOTh 1O KpeTUHU3Ma

DTHONOTHA

Bl mpumepHo B 85 % cinydaeB siBAsIeTCSI CIOPAAUYECKUM U B NOAABIASIONIEM
OONBUIMHCTBE cJiyuyaeB pa3BuUBaeTcsl BciaeacTtBue aucrenesuu LK (rabx.
3.15). MpumepHo B 15 % cnyuyaeB nmpuuuHoit BI sBasiercss HacnenoBaHue
nedpekToB cuHTe3a T4 wunum Bo3melicTBUe MaTepuHCKuUX aHTuTen K LXK
(6noKkupyowIIMe aHTUTeJNa, UUPKYIUPYIOUIUE Y KEHIUUH C ayTOUMMYHHOU
natonoruei L[2XK). Kazyucrtuuecku penko c yactoroi 1:25000 — 1:100000
BcTpevaeTcss BTopuuyHb it BI. Ins oraenbHbix dopM BI B HacTosiniee Bpems

N3BECTHBI TCHETUUYECCKUEC MyYyTallMu, NPpUBOAAINIMNE K €TI0 PAa3BUTHUIO.

ITaTtorenes

BHyTpuyTpoO6HOe pa3BuUTHUE MJOAA, Y KOTOPOTO MO Te€M UJU UHBIM NMPUYH-
HaM He GyHKUUMOHUDPYeT uau orcyrcryer Ul 2K, ocyumecrtBasieTcd 3a cuer
MaTepPUHCKUX TUPEOUIHBIX TOPMOHOB, NMPOHUKAIOUUX 4Yepe3 MJALEHTY.
[Tocne poxXaeHUST YPOBEHb MATEPUHCKHMX TUPEOUTHBIX TOPMOHOB B KPOBH
y njojga ObICTpo magaeT. B HeoHaTallbHOM Mmepuoae, OCOOEHHO paHHEM,
TUPEOUTHBIE TOPMOHBI KPUTHUYECKU HeoOXonmuMmbl nnasi pas3Butusa IL[HC
HOBOPOXJIEHHOTO, OCOOEHHO AJiSI MPOLOJXKAIOIMMUXCS MPOLECCOB MUEIU-
HU3allUU HEWPOHOB KOPBl TOJOBHOTO Mo3ra. [lpu nedbumnure THUpEOUTHBIX
TOPMOHOB B 3TOT mepuon GopmMupyercss HeoOpaTuMoe HEAOPa3BUTUE KOPBI
TOJIOBHOTO MO3ra pe0eHKa, KIUHUYECKU MPOSBASIOLIEEeCsS Pa3JIMUYHON cTe-
NMEeHbI0 YMCTBEHHO OTCTAaJllOCTU BMOJOTH 10 KpeTuHU3Ma. [Ipu cBOeBpeMeH-
HOM Hauyajle 3aMEeCTUTEJIbHOU Tepanuu (B MAeaje neppas Heaeas XU3HU)
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pa3zButue LIHC mpakTuyecku COOTBETCTBYeT HopMe. Hapsaay ¢ pa3Butuem
natonoruum UHC npu HecBoeBpeMeHHO kKomMmneHcupoBaHHoMm BI cTpanmaert

d)OpMI/IpOBaHI/IC CKeJI€Ta U APYIruMX BHYTPEHHUX OpPraHOB.

Taon. 3.15. OcHOBHBIE MPUYUHBI BPOXIEHHOTO TMIOTUpPeEOo3a U 3a00JIeBAEMOCTD

ero OTAEeNbHBIMU hopMaMu

Yactora
IIpnunHa BpPOXKIEHHOTO TMIIOTHPEO3a
HOBBIX CJIyYaeB
O0mas pacnpocTpaHEHHOCTb 1:3000- 1:4000
JucreHe3usi IMTOBUIHON JKeJe3bl:
— areHe3us (22-42 %) 1:4500
— runonuasus (24-36 %)
— nucronusa (35-43 %)
Bpoxaennbie nedekTnl cuuresa T4:
— nedexrt tupeounHoit nepokunassl (TITO)
— nedekT Tnpeorunci6ynm{a 1:30000
— nedeKT HATPUI-WOAUIHOTO CUMIOpTEpa
— cuHapomM [lenapena
— nedexT neifiogMHA3 TUPEOUAHBIX TOPMOHOB
LentpansHbiii (runoranamo-runodusapusiii) BI' 1:25000- 1:100000
BT, 00ycJiOB/IeHHDbI/i MATEPUHCKAMHM AHTUTEJIAMHU 1:25000- 1:100000

DnuaemMuogorus
PacnpocTtpanenHocTh BI cocrtaBiasier okono 1:3000— 1:5000 HOBOpOX-
MEeHHBIX, U OH SIBJIsieTCsI HauboJee YaCTO MPEAOTBPATUMBIM cpenau 3aboie-

BaHUU, MPUBOASIUIUX K ICUXUYECKOU peTapaaluu.

KiuHuyeckue nposiBJeHUS

KnuHuyeckue CMUMITOMB B OOJIBIIMHCTBE CAy4YaeB HE MOMOTAlOT B paHHE
nuardHoctuke BI. Tonbko B S % cnyuyaeB BI' MoxXeT OBITh cpa3y 3alomo3-
peH Y HOBOPOX/JEHHBIX Ha OCHOBAHUM JAaHHBIX KJIMHUUYECKOM KapTUHBI.
K paHHMM cUMIOTOMaM OTHOCSTCS TMNPOJOHTHUPOBAHHAs TUNEPOUITUDPY-
OuHemMus (> 7 mHeil), HU3KUMK Trojgoc, B3AYTHIH XUBOT, MyMNO4YHas rpbixa,
TUTIOTOHUS, YBENWYEHHBI W 3aAHUU POTHUYOK, MAaKPOTJIOCCHUS U yBe-
nuuyenue HI2K. Ecnu neyeHue He HavaTo, B AajJbHellmeMm, Ha 3-4 Mmecs-

e XW3HU, MNOSIBISIOTCH TakKUMe CUMNOTOMBI, KaK CHUXEHHBIH ANINECTUT,
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[ TTr 0

[ <20mEqn | 20-50 MEg/n | [ 50-100mEgn | [ > 100mEpn |

TTI B cyxom nATHe

LienbHO# KpoBM —‘| TTr v T4 cuaoporlm—l

HOPMA BpoxgeHHbi

TUNOTUPEO3

Puc. 3.21. CxeMa HeOHATaJbHOTO CKPUHUHTA BPOXAEHHOTO TMIIOTUPEO3a

3aTpyAiHeHUE NPU TJIOTaHUU, MIoxass MpubaBKa Macchl Tejla, METEOPHU3M,
3aMOPbl, CYyXOCTb U GJIEOHOCTb KOXHU, TMOOTEPMHUS, MbIIIeYHasi TUMOTO-
Hus. [Mocne 5—6 Mecsina Ha MepBbIA MJAaH BBHICTyMaeT 3aJepPXKa MCUXOMO-
TOPHOTO U PU3UIECKOTO pa3BUTUS peOeHKA, a TAKXE TUCIPONOPLUUOHATb-
HBI pOCT: WIMpOKAas 3amaBlias NepeHOCHILa, TMNEPTEIOPU3M, MO3IHEE
3aKpbiTUE poAHUYKOB (puc. 3.20).

JluarHocTuka

B ocHoBe nuarHoctuku BI neXuT HeoHaTalbHBIM CKPUHUHT. CTOUMOCTH
CKPUHUHTA U CTOUMOCTbh JIeUeHUSI peOeHKa-UHBaJuUAa B MO3AHO JUAarHoOC-
TupyeMbix ciayudasix BI cooTrHocurcga
kak 1:7— 1:11. HauGonee mnpuHs-
Thli BapUaHT CKPUHUHTA NoApa3y-
MeBaeT omnpeneaeHue ypoBHsa TTTD
B BBICYUIEHHBIX TNSTHaX KPOBU Ha
dbunprpoBanbHOil Oymare, B3SATOH
Ha 4-5 neHb XU3HU pebeHKa, Koraa
NMPOUCXOAUT CHUXeHue ypoBHs TTTI,
KOTOpPBIA B paHHEM HEOHATaJlbHOM
nepuone MU B HOPME 3HAUYUTENbHO
moBbImeH (puc. 3.21).

IlpoBeneHue CKpMHMHTa Ha 6oJiee

PaHHHUX CpoKaxX NPUBOAUT K YBCIU-

Puc. 3.20. PeGeHOK C BpoOXAeH-
HBIM THUIMOTUpPEO30M (meBouyka 3 Jer,
4 mecsleB)

YECHHUIK YHUCIa JTOXHOMOJOXUTEIIb-

HBIX pe3yabTaToB. B ToM cayuae,
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ecau ypoBeHb TTI mo 1aHHBIM HEOHAaTaJlbHOIO CKpUHUHTA npeBbiwaer 100
MEn/n, nmarno3 BI He BbI3biBae€T COMHEHUI, U peOGEHKY MOKa3aHO Ha3Ha-
yeHue 3aMecTuTenbHoO Tepanuu L-T4. Ilpu ucxoanom yposHe TTI 20-50
MEn/n mpoBoOuUTCS MOBTOPHOE OMpeleieHUE €ro ypoOBHS B CyXOM MSITHE
LeJbHOW KPOBHU; €CJIUM OH NoBTOpHO mnpeBbaer 20 MEn/n1 npoBonutcs
onpeaeneHue TTI u cBoGomHoro T4 B ceiBopoTKe KpoBu. OmnpepeineHue
aTuojsoruu BI B HeoHaTaJbHOM TIepuUONE HE sg6agemcs TEePBOOYEPEAHOMU
3amadeil B CUJY YPTeHTHOW HEOOXOOMMOCTH MPOBEACHUS 3aMECTUTEIbHON
Tepanuu, KOTopas MO3BOJUT COXPAaHUTh MPUEMJIEMblii YPOBEHb Pa3BUTUS

MHTECNIEKTA.

HAuddepeHunanbHass IMArHOCTUKA

BT HeoOGxonumo nuddepeHUUpoBaTh OT TPAH3UTOPHOU TMNEPTUPOTPONHU-
HEMHUH, TMOJA KOTOPOW NOApa3yMeBalOT MpexXoAsliee MOBBIIIEHUE YPOBHS
TTI, BbigBAssEeMOEe NpPU HeoHaTallbHOM cKpuHure Ha BI. B cayuae ecnu
HapsiAy ¢ 3TUM MMeEeT MeCTO TPAH3UTOPHOE CHUXeHUe YypoBHSA T4, TOBOPAT
O TPAH3UTOPHOM THUNOTHpPeo3e. [IpUMUYMHAMU TPaH3UTOPHON THUNEPTH-
POTPONMUMHEMHUHU MOTYT OBITh: WONHBIN AeDUUIUT, HEZOHOWEHHOCTh, HU3-
KW BeC MPpU POXIAEHHMU, BHYTPUYTpOoOHasi TMnnoTpodusi, BHYyTpPUYTPOOHBIE
nHOEeKUuU, NMPpUEM MaTepblo TUPEOCTATUKOB BO BpeMs OepeMEeHHOCTH,
ayTouMMyHHble 3ab6oneBaHus IIX y marepu. Hawubosee uvactoil u usy-
YeHHOW MPUYMHOMN TPAH3UTOPHOIN HEOHATAJIbHOW TMNEPTUPOTPONUHEMUN
apasercd nepuuur iona (. 3.9). [To mepe yrsaxeseHus itogHoro nebuuura
YBEeIUUYMBAETCS NOJs A€Te, Y KOTOPHIX Npu CKpuHuHre Ha Bl BusABAsIETCS
TpaH3UTOpHAs runepruporponuHemMus. JuddepeHunanrbHasi TMarHoCTH -
Ka OCYIIECTBISETCS MO OMMUCAHHOMY Bbllle alroputrmy (cMm. puc. 3.21).

Jleyenue

Llenpbo 3aMeCTUTENbHOW Tepanmuu SBASIeTCS CcKopelilulasgs HopMmalu3a-
uus ypoBHsa T4 B KkpoBM, aBpaaidbHeidmem mnonbop npo3bn L-T4, kxoto-
pas obecneyuT CTOKOe moaxepxaHue HopmailbHoro yposHs T4 u TTT.
PexomeHnayemas HavyaabHas no3a L-T4 cocraBasger 10—15 MKr Ha KI Macchl
Tejla BAEHb. B najipbHelllleM HEOOXOAMMO NMpPOBeAEeHUE PEryJsapHBIX KOHT-
poNbHBIX OOCaenOoBaHUM nJas1 monbopa agekBaTHOM no3bl L-T4.

IIporuos

B nepByr ouyepeab 3aBUCUT OT BPEMECHM Havaaa 3aMEeCTUTENbHOM TE€panuu
L-T4. Ecniu 95TO IpOMCXONUT HAa MEPBOW-BTOPOM Helele XU3HM — Hapyuie-
HNUA TICUXUYECKOTO I/IC])I/I3I/I‘{CCKOFO pPa3sBUTUA NPAKTHUYECKHU ITOJHOCTBLIO
npeaorBpamarmOTCAa. ﬂ,a)lee IoIo MEpE€ YyBECIUYECHUA BPEMEHU OT POXIACHMUA
pe6eHKa J0 HaA3HAYECHUA 3aMECTUTEJNbHOM TE€panuuu YyBCIMUWYUBACTCA DPUCK
pPa3BUTUS U TAXECTb OJTUTOGPEHUU BIJIOTh N0 TAXeNeHMIUX GopMm.
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3.7. TMPEOMOWNTDbI

TepMUH <«TUPEOUAUT» OOBEAUHSAET TETEPOTEHHYIO TPYINNY BOCHAJIUTENb-
HbIX 3a0o0neBanuil LI[2K. Haubonee yacto BcTpevyaloTcs pa3JuUYHbIEe Bapu-
AHTH AYyTOMMMYHHOTO THPEOUOUTA.

3.7.1. AYyTOMMMYHHBbIV TUpeoungunT

Aymoummynnviiic. mupeoudum (AWT) — reTeporeHHas rpynmna BOCHAJUTENb-
HbIX 3a0oneBaHuil LIXK ayTOMMMYHHON 3TUOJOTrMU, B OCHOBE MaToreHesa
KOTOPBIX JIEXUT pPa3JIUYHON BHIPAaXEHHOCTU NECTPYKUUS (GOTTUKYITOB
nu GonnukynsapHeix Kaetok LI XK.

3.7.1.1. XpoOHu4eckuvi  ayToOMMMYHHbIVI  TUPEeouauT

Xporuueckuit  aymoummyHnolii  mupeoudum (TUpPEeOUAUT XaWIUMOTO, JUMGO-
LUTApHBI TUPEOUIUT) — XPOHUUYECKOE BOCMAJIUTENbHOE 3aboJieBaHUE
LHI2)K ayTOMMMYHHOTO TeHe3a, NPHU KOTOPOM B pe3ysibTaTe XPOHHUYECKH
nporpeccupymomeit TUMOOMITHON UHOUABTPAUUU MPOUCXOIUT MOCTEIEH-
Hasg necTpykuus mapeHxuMbl LHI2K ¢ BO3MOXHBIM HMCXOJAOM B MEePBUYHBIMI
runorupeos (ra6u. 3.16). BmepBrie 3a0ojeBaHMe OBIJIO OMUCAHO SIMOHC-
kuMm xupyprom H. Hashimoto B 1912 r. OH HaGi0OIal HECKOJbKO cilyya-
eB yBeauueHusi Hl2K, oOyciaoBieHHOro aumMdpounHod uUHDUIbBTpamueit
(rumpomamosneiii 306), B CBSI3U C YeM TEPMHUHOM THUPEOUAUT XalmIUMOTO
o0o3HavawT eunepmpoguueckuii eapuanm AHT, XOTsT OUYEeHb YacTO €ro pac-
NMpOCTpaHSIIT Ha XxpoHUuueckuit AUT B umenom.

DTUoONOrUA

3aboneBaHue pa3BUBaeTCsd Ha (POHE TeHETUUYECKU AETEPMUHUPOBAHHOTO
nebekTa UMMYHHOTO OTBeTa, mpuBonasmero KT-numMmdponurtapHoii arpec-
CUM TPOTUB COOCTBEHHBIX TUPEOUMTOB, 3aKaHUYMBaAWINEHCs UX pa3py-
meHWueM. [HMCTONOTUYECKU NPU OTOM OIMNpeneNsiioTcsas JumdouurapHas
M njasMouuTapHass UMHGUIbTpaAlLUs, OHKOLMTapHas TpaHchopmaunus
TUpeoUTOB (oOpa3oBaHue KJHeTok [ropTiae-AumkeHasu), pas3pylieHUe
dbonnukynoB. AUT umeeT TEHACHL MO TPOSIBASITHCS B BUAE CeMEilHBIX
dopM. Y manueHTOB C MOBBIMIEHHOW YacCTOTOW OOHAapYyXHUBAKTCS Tamio-
Tunsel HLA-DR3, DR5, B8. B 50 % cnyyaeB y pOJACTBEHHHMKOB NMallMEHTOB
¢ AUT obHapyxuBaloTcsa uupkyaupylomue antutena Kk [ 2K. Kpome toro,
HabGnogaercss couetaHue AMUT y ofHOro MTOTO Xe HMallMeHTa MJIU B Ipe-
neixax OAHOUW CeMbHM C APYTMMU ayTOMMMYHHBIMU 3a00JeBaHUAMU — Tep-
HUUMO3HOW aHeMUEld, aYyTOUMMYHHBIM MEPBUYHBIM TUINOKOPTULHU3ZMOM,
XPOHUUYECKNUM ayTOMMMYHHBIM TeNaTUTOM, caxXxapHbIM numabetom | Tuma,
BUTUJIUTO, PEBMAaTOUAHBIM apTPUTOM U IP.
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Ta6n. 3.16. XpoHUYECKUIE ayTOUMMYHHBI TUPECOUIUT

DTHonoTUs

leHeTUYEeCKU NETEPMUHUPOBAHHBIN nedeKT
MUMMYHHOTO OTBeTa, npuBoasmwmuil kKT-numbouu-
TapHOW arpeccuu MPOTUB COOCTBEHHBIX TUPEO-
LUTOB

ITaTtoreHnes

JIumdbounnHag unpunpTpauusga u Gudpo3Hoe 3ame-
meHue nmapeHxumbl 2K ¢ necTtpykuueit donnu-
KYJSPHOTO 3MUTEJUS U MOCTENMEHHBIM pPa3BUTUEM
MEepBUYHOTO TUIMOTUPEO3a B YACTU CJIydyaen

DNMUIEMUOTOTUS

PacnpoctpaneHHocTh HocuteabcTBa AT-TITIO

B monyasuun — 10 %. Xpounueckuit AUT saBaser-
csa HauboJiee YaCcTOW MPUUYUHOU MPUOOPETEHHOTO
MEePBUYHOTO TUMOTUPEO3a

OCHOBHBIE KJIUHU-
YyeCcKUe MPOSIBIECHUS

Kak npaBuio, orcyTcTByioT. B oTHOCUTENBHO pen-
Kux ciayvyasax — yBeaudeHue HI2K (300). B cayuae
pPa3BUTHUS THIOTUPEO3a — MOSIBIEHUE COOTBETCTBY-
el CHMITOMATUKHI

JmarHocTuka

JduarHoCcTUYEeCKUE KPUTEPUU:

1. [ToBbimieHHBI ypoBeHb AT-TITO

2. Tunosxorennocts XK mo nanueim Y3U
3. [TepBUYHBIN TUNIOTUPEO3

OubdepeHunanbHas
IVarTHOCTHKA

Ouddy3HbI 2yTUPEOUTHBINH (SHAEMUYECKUIT) 300.
B psine cinydaeB Heobxonumo nuddepeHIUPOBATH
CTOMKUI TUMOTUPEO3 B UCXone XpoHuueckoro AUT
W TPAH3UTOPHBIN, ABASOMWMUINCS Ha30il 1eCTPYKTUB-
HbIX BapuaHToB AUT (mociaeponoBriii, 6e3601eBOI,
UUTOKWUHUHAYUUPOBAHHBIN)

JleueHnue

[pu pa3BuTHM TUMOTHPEO3a — 3aMECTUTEIbHAS
Tepanuga L-T4

IIporHo3s

BeposATHOCTh pa3BUTHS TUIOTUPEO3a Y K€ HIIUH b
¢ syTupeouaHBIM HocuteabctBoM AT-TIIO — 2%
B TOXl; BEPOSITHOCTH Pa3BUTUS SIBHOTO TMIOTHUDE-
03a y MalueHTa ¢ CYOKIMHUYECKUM TUTIOTUPEO-
30M — 4-5% B TOX
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JyTHpeougHan CyBnmHuYecKni Aprb
thaza MNOTHPeo3 TMNGTHPEoa

TTI
T4

Puc. 3.22. IlunamMuka ¢ yHKI MU IMTOBUIHOI 3KeJie3bl Npu XpoHuueckom AT

ITaTtorenes
[Tatonoruyeckoe 3HaueHue A opraHusma AUT mnpakTuyeckud wucyep-
NblBa€TCS TEM, YTO OH siBJAseTcsd (GaKTOPOM pUCKA PAa3BUTUS TUIOTUPEO-
3a. ®akt HocutenbcTBa aHTuUTen K H[XK, KoTopbhie sSIBAAIOTCS MapKepa-
Mu AWUT, B rnonyiassiuM MHOTOKPATHO MNpPEeBbILIAET PaCNPOCTPAaHEHHOCTb
rMNOTUpPEO3a, CBUAETEJIbCTBYET O TOM, YTO B OOJBIIMHCTBE ciyyaeB 3a00-
JleBaHME HEe MPUBOAUT K Pa3BUTUIO TUINOTUPEO3a, TO €CThb BBIPAXEHHOCTHb
3aMemeHuss mnapeHxumb UHIXK numbpounHoit u duOGpo3HOW TKaHbIO He
NpeBblIIaeT HEKUU KPUTUUECKUN ypoBeHb. OCTAalOTCSd HENMOHSITHBIMU pas3-
JIM4ue B CKOPOCTU NMPOTrPEeCCUPOBAHUS Npoleccay OTACJbHBIX MallUEHTOBR,
a Takxe nNpuyuHb yBeaudeHus LK B oaHux ciuyyasx (eunepmpoguueckas
¢dopma) M ee 3HAYUTENbHOE YMEHbIIEHUE B APYTrUX (ampoguueckas gopma).
[IporpeccupoBanue AWUT or syrtupeouaHoir ¢a3bl K TMINOTUPEO3Y
npeacrtaBieHo Ha puc. 3.22. Jymupeoudnas ¢paza, KaxK yKas3blBaJlloChb, MOXET
NpOAOJXAaTbCSI MHOTHE TOIbBl MM JAECATUIECTUS, UM JHaxXe Ha MNPOTI-
XeHUU Bceid XU3HU. Jlanee B ciayyae MnporpeccupoBaHMsS Tnpoluecca,
a UMEHHO TOCTENEHHOro YycuJeHUsd JuMdpouutapHoid MHOUIABTPALUU
XK u nectTpyKuuu ee GONIUKYJASIPHOTO IMUTENUS, YUCIO KJIETOK, MPO-
OYUUPYIOIUIUX TUPEOUAHBIE TOPMOHBI, YMeHbIIaeTCcsd. B a3TUX yciaoBusix,
IJIS TOTo 4YToOb o0o0ecneYyuThb OPTraHU3M JOCTATOUYHBIM KOJUYECTBOM
TUPEOUJAHBIX TOPMOHOB, MoBbllaercs npoaykuusg TTE, KkoTopblit runep-
ctumynupyet HI2K. 3a cyeT 2TOW THUHEPCTUMYJSIUUU Ha MNPOTSKEHHUMU
HEOMpeaAeJeHHOTro BpeMeHM (MHOrjAa AECSATKOB JIET) yIaeTcsl COXPaHSATHh
npoaykuuu T4 Ha HoOpMaJlbHOM YpoBHe. DTo (aza cybkaunuueckoeo euno-
mupeoza (TTIT, T4— B Hopme). Ilpu nanbHeimeM paspymeHuun 2K
yuciao GYHKUMOHUPYWIIUMX TUPOLMTOB TMajgaeT HUXE KPUTUUYECKOTO
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YPOBHs, KOHUeHTpaluus T4 B KPOBU CHUXAETCSA U MaHUGDECTUPYET IMIO-
TUDPeO3 {pasa s6H020 eunomupeosa).

DNuaemMuoaorus

PacnpoctpaHeHHocTh coO6cTBeHHO AMUT oOuHEHUTH TPYAHO, MOCKOJBKY
B OYTUPEOUIHON (aze OH NpPakKTUUYECKU HE MMEEeT TOUYHBIX JAUATHOCTHU-
YecKMX KpuUTepueB. PacmpocTpaHeHHOCTb B 00IIeld MOMYyNSIHUU HOCH-
TeJbCTBA AHTUTEN KTUpeouaHoU mnepokcunpaze (AT-TIIO) cocTaBaser
nopsaka 10 % u BapbupyeT B 3aBUCUMOCTHU OT €€ ITHHMYECKOTO COCTaBa.
PacnpocrpanHeHHocTh Kak HocuteiabcTBa AT-TIIO, Tak M runotupeosa
B ucxone AUT npumepHo B 10 pa3 Bblllie y XEHI[UH MO CPABHEHUIO C MYyX-
ypHaMu. AWUT saBasiercsas npuymHod mnpuMepHo 70—80 % Bcex ciyyaeB
MepBUYHOTO THUMOTHPEO3a, PAacCNPOCTPAaHEHHOCTbh KOTOPOTO OCTaBISET
nopsinka 2 % BoOumeit nonynsuuu v gocturaer 10-12 % cpeau XKeHUUH
MOXMUJIOTO Bo3pacrTa.

Kiaunuyeckue nposiBJIeHUs

B syrtupeounHoit ¢aze u paze CyOKIMHUUYECKOTO TUMOTUpPEO3a OTCYTC-
TBYIOT. B OTA€NbHBIX, OTHOCHUTEJbHO pPEIAKMX CiyyasX, Ha MNEpPBbI miaaH
eme B IyTUpeOoUAHOUN d¢dase BbicTynaeT yBeaumueHue odObema LXK (300),
KOTOpOE JOCTATOYHO PEJAKO JOCTUraeT 3HAUYUTEJbHBIX cTeneHeil. [Ipu pas-
BUTUU TUNOTHUPEO3a Yy NallMEHTAa HAYMHAIT HapacTaTb COOTBETCTBYOUIUE
cuMnToMbl (cM. m. 3.6.1).

JIuarHoCcTHUKA
K kxpurtepusM, coueTaHue KOTODPBIX MO3BOJSIET YCTAHOBUTH nuarHo3d AUT,
OTHOCST:
NMOBBIIIEHUE YPOBHSA ULUpKyaupywomux aHtuten K LXK (Goxnee
nHbopmaTuBHO onpeneneHue AT-TIIO);
oOHapyXeHUe TUNUUYHBIEC yJIbTpa3BykKoBbie nNpusHaku AWUT (runmo-
sxoreHHocth U[2XK); (puc. 3.23)

NEPBUYHBIU TUNMOTUPEO3 (CYOKIMHUYECKUN UJIU MaHUDECTHBIN).

[Mpu oTcyTcTBMU XOTS OBl OAHOTO M3 TMEPEUYMCIEHHBIX KPUTEPHUEB Aua-
rHo3 AUT HocuUT BepOSITHOCTHBI XapaKTep, MNOCKOJbKY camMo mno cebe
noBbimieHue ypoBHSI AT-TIIO wuaum runosxoreHHocTh LUIK mo maHHBIM
Y3U eme He cBuaetTeabcTByeT 00 AMT M He NMO3BOJISIET YCTAHOBUTH 3TOT
nuarHo3. Takum oOGpa3om, nuarHoctuka AUT B sytrupeounHoit ¢paze (mo
MaHu(pecTauuMU TUNOTUPEO3a) AOCTATOUYHO cJioXHa. [Ipu 3ToM peanbHOM
MPaKTUYECKONW HEOOXOAMMOCTH B ycTaHoBJIeHuu nuarHosza AWUT B daze
9yTHUpeo3a, KaK NPpaBUJIO, HET, MOCKOJIbKY JieueHUe (3aMecTUTEeJbHas Tepa-
nusa L-T4) moka3zaHoO MalMEHTY TOJbKO B TUMOTUPEOUAHYIO da3y.
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HAuddbepenunanbHass IMAarHOCTHKA

B peruoHax i#oagHoro nedbuuUMTa MOXET BO3HUKHYTb HEOOXOIMMOCTHb
nuddepeHUUMalIbHOW TUATHOCTUKYU TIPOCTOTO IHOeMuUHECK020 306a N TUTIEP-
Tpodpuvyeckoit dpopmbel AUT B dhase sayrupeosa. I[Ipu 3ToM ciaeayeT yuyecThb,
4YTO yMepeHHoe moBbilieHue ypoBHsS AT-TIIO BcTpewyaeTcs W NMpuU 3dHIE-
MHYEeCKOM 300e, KpoMe TOoro, Bo3mMoxHo pa3Butue AUT Ha doHe mpen-
cyumecTBylomero 306a (ctpymut). B runmotupeouaHoir ¢dasze AMUT moxer
noHaao6utbcd auddepeHuManlbHas AUATHOCTUKA MEXJIY HEOOpPaTUMbIM
TUNOTUPEO30M B ucxone xpoHuueckoro AWUT u mpansumopuoim eunomu-
peo3om, KOTOPBIH sBASIeTCd OAHOW U3 ¢da3 NECTPYKTUBHBIX BapUAHTOB
AWUT (nmociepoaoBblii, MoOJYallMi, UUTOKMUHUHIAYLMPOBAHHBII). BbiBOA
O CTOMKOM XapaKTepe TMNOTHUpeOo3a AejaeTcs B clydyae €CJU NPU MOMBITKE
BPEMEHHON OTMEHBl 3aMECTUTEJbHOW TepanmuMu CHYCTS MPUMEPHO TOI OT

ee Hayalla y MallMeHTa MPOUCXOMUT MoBbimieHue YypoBHST TTI u cHUXeHUEe
ypoBHsi T4.

JleyeHnue

Cneuucduyeckoe TeueHUe He pa3paboTaHO, 1 HA CETONHSI UM HUUN AeHDb OTCYTC-
TBYIOT 3bdeKTUBHBIE U Oe30MacHbBIe METOABl BO3ACHCTBUS HAa ayTOMMMYH-
HBI I mpouecc, pa3puBaomuiica B Ll 2K, xkoTopbie MOTJIM OB MPEeAOTBPATUTDH
nporpeccupoBanue AUT pgo rumotupeos3a. [lpu pa3BUTHUU TUNMOTUpPEO3a
MmokKka3aHa 3aMeCTHUTEJbHAs Tepalusd JeBOTUPOKCHUHOM (cMm. 1. 3.6.1).

IIporuos
AWNT wu HocurenbctBo AT-TIIO cneayer paccMaTpuBaTh KaK (akTOpbI

pUcKa pa3BUTHUS TUMOTUpeo3a B OyayueMmM. BeposATHOCTbh pa3BUTHUS TUIO-
TUpeOo3a y XKEHIUMHB ¢ MOBBIMEHHBIM ypoBHeM AT-TIIO M HOpMaJdbHBIM

Puc. 3.23. Tuneptpoduveckass popmMa ayTOMMMYHHOTO TUPEOUAUTA (dXOrpamMma
IWUTOBUAHON Xeae3nl). XKese3a yBearueHa 3a cyeT nepeleiika, napeHxuMa cMme-

IAHHOW 3XOT€HHOCTU C TMUIMMO3XOTEHHBIMU yyacTKaMu I/IH(I)I/II[])Tpa]_[I/II/I
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ypoBHeM TTT cocrtaBisieT 0KoJio 2 % B rol, BEPOSITHOCTb Pa3BUTHUS IBHOTO
TUMOTUpPEO3a Yy XKEeHUUHB C cyOokaumHuueckum rtunotrupeoszom (TTIT,
T4 — B HopMa) u moBbBIMeHHBIM ypoBHeM AT-TIIO cocrtaBaser 4,5 %
B TOX.

Y XeHIUH, KoTopble sAiBISIIOTCS HocuteabHuuamMmu AT-TITO 6e3 Hapy-
meHuss ee GYHKUUU, npu HacmynieHuu OepemeHHocmu TIOBBIIIAETCS PUCK
Pa3BUTUS TMNOTUPEO3a U TAaK HA3bIBAEMOW OTHOCUTENbHON IreCTALLMOHHOIM
rUnoTUpoKcuHeMuu (cM. nm. 3.9.3). B cBSI3U C 3TUM Yy TAKUX XEHUIUH HE0O-
xoauM KoHTpodb pyHkuuu LUK Ha paHHUX cpoKax 6epeMEeHHOCTU, a NPU
HeoOXOAMMOCTU M Ha Oojee MO3JTHUX CPOKaX.

3.7.1.2. lNMocneponoBewiti, 6e3bosieBori
U UMTOKUH-UHAYLMPOBAHHbLIV TUpeouanT

Ot BapuanTel AUT ob6benunsier dazHocTh npoucxonsmux B LXK xere-
3¢ M3MEHEHUI, CBSI3aHHBIX C ayTOMMMYHHO# arpeccueii: mpu Haubomnee
TUNUMYHON TedyeHUU Gasza NECTPYKTUBHOIO TUPEOTOKCUKO3a CMEHIETCH
da3oit TPaH3UTOPHOTO THUMOTHUPEO3a, MOCJHE YeTro B OOJBUIMHCTBE ClydyaeB
MPOUCXOAUT BoccTaHoBIeHue GyHkuuu HI2Kra6n. 3.17. HauGonee usyueH

n yame€ BCEro BCTpEYACTCHA l'[OCJ'[epOIlOBbeI TUPEOUOUT.

DTuonorus

CxonHa c takoBoil mpu xpoHuuyeckom AMWT, mockoiabkKy Bce BapuUaHTH
nectpyktTuBHoro AMUT passuBaiorca y Hocuteneit AT-TIIO, a B UK npu
9TOM BBIsSBAsAieTCcs AuMdpouutapHass uHGuAbTpauuss u popMUpOBaHUE
nTuMbouaHbBX GonnuKkyIoB. B kauecTBe MPUYMHB MOCIEPOAOBOrO THPE-
OMIHTA paccMaTpuBaeTCcsi HM30BITOYHAs peakKTUBALUSI HMMYHHO#N cuUcC-
TeMBl MOCJHEe €CTECTBEHHON TeCTAallUOHHOW HMMMYHOCYNpPECCHUU (peHoMeH
pukowema), KOTopasi y NpedpaclHoNOXeHHBX aul (HocuTeabHUuubl AT-
TIIO) npuBoaut kaectpyktTuBHomy AWT. IlpoBouupyrouue ¢GaKkToOphl
nns 6e3001eBOro («MoJvyamero») THUPEOUAMTAa HEU3BECTHBI; 3TOT BapUaHT
nectpykKtTuBHoro AUT, mo cyTu, ABAsSEeTCS MOJHBIM aHAJIOTOM IMOCIEPOAO-
BOTO, HO pa3BUBAETCs BHE CBSI3M C OepeMeHHOCThIO. [IpMYMHON Pa3BUTHUS
OUTOKHH-MHIYOIMPOBAHHOTO THPEOHJAUTA SIBISIETCS Ha3HAaYeHUE MALUEHTY
Mo MOBOAY pa3JMYHBIX 3ab6oneBaHuii (remarutr C, 3a6oJieBaHUSA KPOBU)
npenapaToB UHTepdepoHa, MPU OTOM YETKOH BpPEMEHHON CBSI3M MEXIY
pa3BUTUEM THUDPEOUIHMTA M MPONOJTXKHUTEIBHOCTHIO Tepamuu uUHTepdepo-
HaMU He TMpOocleXHBaeTcsi: TUPEOUAUT MOXET Pa3BUTHCS KaK BHayale

JIEYCHUA, TaAK U CIIYCTA ME€CALBI.
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Puc. 3.24. EcTecTBeHHOE TeYeHUE AECTPYKTUBHOTO TUPEOTOKCUKO3a

ITaTtorenes

IMpu Bcex aecTpykTuBHbIX AMUT 3aboseBaHUEe MPOXOIUT HECKOJbKO das
(puc. 3.24). Tupeomokcuueckas ¢aza, cyns Mo BCeMY, SIBJISIETCS CJIEACTBUEM
AHTUTEJNO3aBUCUMON aTaku KoMIIJIeME€HTa Ha TUPOLMUTEHI, B pe€3yJabTaTe
KOTODOﬁ NpoucCxoauT BbICBOGO)K,Z[eHl/IC FTOTOBBIX TUPECOUAHBIX TOPMOHOB
B KpoBeHocHoe pyciao. Ecau pecrpykuumsa HI2K OGbia 1ocTaTOYHO BbIpa-
XEeHHOU, HacTtynmaeT BTopas da3za— eunomupeoudnas, KoTopas OOBIUHO
npojpojxaercsd He Oojee roxa. B panpHeimiemM yamie BCEro MpPOUCXOIUT
6occmanoenenue Gynkyuu 2K, xoTsa B psjge ciydyaeB TUNOTHPEO3 OCTaeT-
csa ctoiikum. Ilpu Bcex Tpex BapuaHTax gecTpykTuBHoro AMUT mpouecc
MOXEeT MMeTb MOHOMa3HBIN xapakTep (TOJBKO THUPEOTOKCHMYECKAas HUIHU
TOJNbKO TMNOTUpPeOoUTHas dpasza).

DnuaeMUuoJI0Tus

Ilocaepodoseiii  mupeoudum  pa3BUBAETCSH B MOCJEPOIOBOM nepuone |y
5—9 % BcexX XEHUIMH, NP 3TOM OH CTPOTO aCCOLMUPOBAH C HOCUTEIbC-
TBoM AT-TITO. On pa3BuBaetcsa y 50 % nHocurtenbuuy AT-TIIO, npu 3ToM,
KaK yKa3bBaJloCh, paclnpocTpaHeHHOcTh HocuteiabcTtBa AT-TIIO cpenu
XeHIWUH nocturaetr 10 %. IMocneponoBbIi TUPEOUIUT pa3BuBaeTca y 25 %
XEHIIUH C caXapHbIM nuabetom 1 Tumna.
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Ta6xa. 3.17. TlocneponoBblil, 6¢300€eBOM U HUMTOKUH-UHAYLIMPOBAHHBI i

TUPEOUIUT

DTUONOTUS

AHajioruyHa TakoBOU mpu xpoHudyeckom AUT.
Ilpu nmocnepoqOBOM TUPEOUAUTE — peaKTUBAUUSI
MUMMYHHON CUCTEeMBI IOCJe TecCTallMOHHOM cympec-
CUM; MPU UUTOKUH-UHAYIIMPOBAHHON TUPEOUAU -
Te — Tepanus npernaparamMu MHTepdepoHa

ITaToreHes

B pesynbraTe aHTUTEN03aBUCUMON aTaku KOMILIe-
MEHTa Ha TUPOUMUTH MPOUCXOOUT UX pa3pyluieHUe
C pa3BUTHEM NECTPYKTHUBHOTO TUPEOTOKCUKO3a

U MOCHenyIneil TPaH3UTOPHON TMMOTUPEOUTHON
dbazoit

DNuUaAeMUONIOTUSA

[MocneponoBsii TUPEOUIUT pa3BuBaeTcst y 5 %

Bcex XeHIINH Uy 50 % nHocurenpaun AT-TIIO.
LUTOKMH-UHAYIMPOBAHHBI TUPECOUIUT Pa3BUBa-
etcst y 20 % unocuteneit AT-TIIO, monyyaBmux Tepa-
nuio uHTepbepoHOM

OCHOBHBIE
KJIWHHUYECKHUE
MPOSIBICHUS

Hecneuunduyeckue xanobdbl, BCTpevyaoumecs npu
TUPEOTOKCUKO3E ¥ TUIIOTUPEO3€E, peXe — pa3BEepHY-
Tass KIMHWYEeCKass KapTuHa HapymeHUil GyHKIuu
LI2X. IMpu mocieposoBOM TUPEOUIUTE — NECTPYK-
TUBHBIM TUPCOUIUT MPUMEPHO Uyepe3 14 Hememb
mocJjie poJOB, TPAH3UTOPHBIN TUIMMOTUPEO3 — Yepes
19 Hemenp mMociie poIoOB

JAvuarHoCcTUKa

AHaMHe3 HeJlaBHUX poaoB (abopra), Tepanuu npe-

napataMu uHTepdepoHoB. Hapymenue GyHKUMU

XK. B tupeoTokcuueckyto ¢a3y CHUXEHHE 3axBaTa
"T¢ no HaHHBIM cuuHTUTpaduu LK

NuddepenumanbHas

B tupeoTokcuueckylo (pazy — G6one3Hn ['peiiBca;
B TUNIOTUPEOUNHYI0O — CTOUKUN TUITOTHUPEO3 B UCXO-

MUAaTHOCTUKA
ne xpoHuueckoro AUT
B TpeoTokcHUyecKylo Ga3y — p-ApeHOOTOKATOPHI,
Jleyenue B TUIIOTUPEOUTHYIO — 3aMeCTUTeNbHAas Tepanus L-
T4 ¢ moNMBITKOW OTMEHBI Uepe3 ToJa Mocje ee Havyaja
BeposTHOCTH MOBTOPHOTO Pa3BUTHUS MOCIEPOIOBOTO
tupeouauta — 70 %; y 30 % mepeHeCUINX MOCIEPO-
I[Mporuo3s

IOBBII TUPEOUIUT pa3BUBaeTcsd XxpoHuueckuiit AUT
C MUCXOOOM B CTOUKHI TMIIOTUDPEO3
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PacnpocTpaHeHHOCTDb 6e30601e6020 (MONYALIETr0) TUPEOUIUTA HEU3BECT-
Ha. Kak ¥ nocjaeposoBblif TUPEOUIUT, OH aCCOUMUPOBAH C HOCUTEJIbCTBOM
AT-TIIO u B cuiy A0OPOKaYeCTBEHHOCTHU TEUYEHUS yYalle BCEro OcCTaeTcs
"IVMAarHOCTUPOBAHHBIM. Lumokun-undyyuposannsiii mupeoudum, KakK U JBa
obcyXnaBIIMXCsl BbIIIE, Yalle pa3BUBaeTCs y XeHUMH (B 4 pa3a) U acco-
nuuupoBaH ¢ HocurteabcTBoM AT-TITO. Puck ero pa3BUTHUS Yy HOCUTEJIE
AT-TIIO, nmonyvyawimux npenapaTtel MHTephepoHOB, cocTaBiasieT okojo 20
%. 3aBUCUMOCTh MEXIY BpeMeHeM Haydala, MPOJOJXKUTEIbHOCTHIO U CXe-
Mol Tepanmuu uHHTepdpepoHaMu OTCYyTcTByeT. [Ipu pa3sBUTHUU LUTOKHH-
MUHAYLUMPOBAHHOIO TUPEOUAUTA OTMEHA MUJIU U3MEHEHME CXEMbl Tepanuu
nHTeppepoHaMH Ha €CTECTBEHHOM TeYeHUU 3aboNeBaHUSI, BUAMUMO, HE
oTpaxaercs.

KiuHnyecKue nposiBjeHus

Ilpu Bcex Tpex mecTpyKTuBHBIX AMUT cuMnrtoMaruka HapylmeHus (GyHK-
uuu XK BeIpaxXeHb BecbMa yMepeHHO, U060 Boobuie orcyrcTByior. LI XK
HEe yBeJMYeHa eCJIU TUPEOUAUT He pa3BuUJICA Ha (OHEe MPEeACYUIECTBYIO-
wero 300a, 0e300J€e3HEHHA NMpPU najbnauuu. DHAOKPUHHasA odTaibMO-
maTus HUKOTAa He pa3BuBaetrcs. [locrepodoguili mupeoudum, KaK TPaBHIIO,
MaHUbECTUPYET JIETKUM TUPEOTOKCUKO30M NMPUMEpPHO Ha 14 Henese mocie
ponoB. B GonpmuHCcTBE ciyyaeB HecneUUGUIHBIE CAMITOMBI B BUIE YyTOM-
NsieMOCTU, 00IIeid cr1abocT, HEKOTOPOTO CHHMXEHUS Beca CBSI3BIBAIOTCS
C HEJaBHUMU poxaMu. B oTmenbHBIX ciyyassX THUPEOTOKCHMKO3 BBIpaxkeH
3HAYUTEIbHO U CUTyalus TpebyeT nuddbepeHUIMaTbHOU NUAaTHOCTUKU
c 6onesnnto I'peiiBca. Tunotupeonnas paza pa3BuBaeTcsa NpuMepHo Ha 19
HeleJie MmocJjie poAoB, MPU 3TOM O TSAXEJIOM TMNOTUPEO3€ peuyu, Kak Ipa-
BHUJIO, He uaeT. B psge ciaydyaeB ¢ TUNOTUPEOUAHON (Ha30il MOCAEPOTOBOTO
TUPEOUIUTA aCCOLUMUPOBAHA C NMOCAEPOLOBON genpeccueit.

besbonesoit (moauawuii) mupeoudum OUATHOCTUDPYETCS MPHU JETKOM, 4YacTo
CYOKJIMHUYECKOM THUPEOTOKCUKO3€, KOTOPBI, B CBOIO oOuYepenb, BBHISIBJIS-
eTCsl MpU HeleJleHampaBJIeHHOM TOPMOHAJIbHOM HcclenoBaHUU. [JumarHo3s
TUNIOTUPEOUTHONU (Ga3bl 6e300J€BOr0 TUPEOUAUTA MOXET YyCTAaHABJIMUBATH-
Cs PEeTPOCTMEKTUBHO, MPU NMHAMHUYECKOM HAaOMIOLEHUU MALMEHTOB C cy0-
KIMHUYECKUM TUMNOTHUPEO30M, KOTOPHI 3aKaHYMBAETCS HOpMaiau3alueu
bynkuuu XK.

Lumokun-undyyuposanHsili mupeoudum TaKXe, KaK TIpaBUJIIO, HE COINpO-
BOXIAETCs TSAXEJIBIM TUPEOTOKCHMKO30M HMJIU TUMNOTHPEO3OM M dalle BCETO
NUArHOCTUPYETCS NPU IMJAHOBOM TFOPMOHAJbHOM HUCCJEIOBAaHUU, KOTOpOE
BXOIUT B aJTOPUTM HaONIOOEHUS NALMEHTOB, MNOJYYalOUIMX TMpenapaTsl
nHTephEpPOHOB.
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JInarHocTHKA

B ocHOBe AMAarHOCTUKHU JieXaT aHAMHECTUYECKME yKa3zaHUSd Ha HeHaB-
Hue ponabl (abopT) MIAM MOJYy4YEeHHUE MALUEHTOM Tepanmuu TMpernaparaMmu
nHTepbepoHa. B ykazaHHbIX cuTyauusax HapymweHnue dyukuuu HI2K B mo-
JaBiasilonieM OOJNBIIMHCTBE CBSI3aHO COOTBETCTBEHHO C MOCIEPOALOBBIM
U UUTOKMH-UHAYUUPOBAHHBIM TUpEOUIUTOM. be30oseBOd TUPEOUAUT
cilenyeT TNOAO03peBaTh Yy MallMEHTOB C JETKUM, YacTO CYOKJIMHUYECKUM
TUPEOTOKCUKO30M, Y KOTOPBIX OTCYTCTBYIOT KJIUHUUYECKHE TNPOSABIEHUS
U SHAOKPUHHAag opranbmonaTtusa. nsg TupeoTokcuueckoil ¢as3bl BCeX Tpex
TUPEOUIUTOB XapakKTepPHO CHUXEHME HaKoOMJeHUS paauodapmmnpenapara
no naHHelM cuuHturpadbuum LK. MMpu Y3U BogBasiioTcs Hecneuudu-
yeckas AJig BCEX ayTOMMMYHHBIX 3a00JieBaHUS CHUXEHHAasl 3XOTEHHOCTbH
MapeHXUMBI.

dAuddepeHuuaibHass AMATHOCTHKA

Tupeortokcuueckyto ¢asy Bcex Tpex TUPEeOUAUTOB HeobOxonmumo audde-
peHuupoBath oT Oosne3dHu [peiiBca. Cnenyer 3aMeTUTb, UTO MOCTEAHSS
NOCTATOYHO YacTO MaHUdecTUpyeT (PEUUAMBUDPYET) MMEHHO B MOCIEpPO-
IOBOM Tlepuone W MOXeT OBITh MHIAYIMpPOBaHAa Ha3HaYeHHEM Tpemapa-
TOoB uUHTepdepoHa. BaxHelmuMm gudpdbepeHUMATbHO-IUATHOCTUUYECKUM
METONOM, KOTOPBI MO3BOJSAET OTIMYUTH 60Jie3Hb ['peiiBca OT TUPEOTOK-
cuyeckoit ¢da3sl nectpykTuBHbix AWUT, aBaserca cuumHturpadpus LXK,
KoTopast mpu 6oJNe3HU [peiiBca Mo3BOJsAeT BHISABUTH TUddDY3HOE ycUIeHUE
3axBaTa 99TTc, a Mpu NECTPYKTUBHBIX THPEOUIMTAX — CHUXEHUE WU
OTCYTCTBUE ero 3axBata (puc. 3.25).

OmnpeneleHHBIEe CIOXHOCTHM MOTYT BO3HUKHYTh Nnpu nuddepeHIn-
anbHOUW AUMAaTrHOCTUKe OoNe3HM [peiliBca W MOCIEepPONOBOTO THPEOUTUTA
Y KOPMANIMX XKEHIUH, KOTOPBIM NMPOTUBOMOKAa3aHO MPOBEeIeHNE CIIUHTH-
rpaduu HI2K. B 3Toil cuTyauuum nomoraeT JUHaMuUuyecKoe HabOJoJAeHUE:
B cllyyae IMOCJIEPONOBOTO0 TUPEOMAMTA TMPOMCXOAUT MOCTENMEHHOE CHUXE-
HUE YPOBHS TUPEOUTHBIX TOPMOHOB B KPOBH.

T'mnoTupeounaHywo ¢aszy AEeCTPYKTUBHBIX THUPEOUIAUTOB HEOOXOAUMO
nudpdepeHEUpPOBaTh OT CTOWKOrOo TUINOTHUDPEO3a B UCXOAE XPOHUYECKOTO
AWT. B aToM nmiaHe moMoraeT aHaMHe3 (HeJaBHME POIbl, Tepamnus UHTEP-
dbepoHOM) M TMHaMUUYecKoe HabMOAEHUE C MOMBITKOW OTMEeHBl Ha3HAUYECH-
HOUW 3aMeCTUTEJbHON Tepamuu.

Jleyenune
B Tupeotokcuueckywo ¢a3zy Ha3HaueHUE TUPOCTATUKOB (THaMa3oJl) He

nmoka3zaHo, MOCKOJbKY runepdyHkuuu IXK npu necTpyKTUBHOM THUDPEO-
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Puc. 3.25. CuuHturpadus IMMTOBUIHOM XKeje3bl NMPU IMOCICPOIOBOM THUPEO-
99T

WINTE: pe3Koe CHUXEHHUE 3axBara Tc B coueTaHWM C YCUJEHHBIM 3aXBaTOM

CTIOHHBIMY XeJle3aMu

TOKCUKO3€ OTCYTCTBYIOT. [Ipu BBIpaXeHHON CepaAEeYHO-COCYIUCTOW CHUM-
NTOMaTUKe Ha3dHavaloT (3-aapeHobyokaTtopbl. [Ipu runorupeounHoi pase
Ha3HavYaloT 3aMECTUTEJbHYIO Tepamuio JeBOTUpPOKcHMHOM. CmnycTs npu-
MEpPHO TOJ JeJaloT MOMBITKY €ro OTMEHBI: B cliydyae, €CJAU TUMMOTUPEO3 ObII
TPAaH3UTOPHBIM, Yy TallMEHTA COXPAHUTCS dYTUPEO3, MPU CTONKOM THUIOTHU-
peo3e nmpousoiger nopbimenue ypoBHsa TTI u cHuxenue T4.

IIporunos

Y XeHIIHUH C MOCJIEPOIOBEIM TUPEOUIUTOM BEPOSITHOCTD €0 MOBTOPEHMSI
nocie ciaeaylomeit 6epeMeHHocTu coctaBasier 70 %. [IpumepHoy 25-30 %
KEHIIUH, MEPEHECITUX MOCIEPONOBBIi THUPEOUAUT, B faJlbHEWIIEM pa3BuU-
BaeTcsi XpoHU4Yyeckuit BapuaHT AUT ¢ UCXOMOM B CTOMKHMN THIIOTHUPEO3.

3.7.2. NMopocTpbii TUPpEONAONT

Ilodocmpuwiii mupeoudum (Tupeounut Je KepBeHa, rpaHyleMaTo3HBId TUPEO-
UIUT) — BocmanuTenbHoe 3ab6oneBaHue LXK, nmpeanmnosoXuTelbHO BUpPYyC-
HOW 3TUOJOTUU, MPU KOTOPOM AECTPYKTHUBHBIH TUPEOTOKCUKO3 coyeTa-
eTcsi ¢ 60JIEBBIM CHUHAPOMOM B 00JacCTH IIeU U CUMINTOMATUKOW OCTPOTO
MHbDEeKIMOHHOTO 3aboyseBaHus (tabu. 3.18).

DrTHonorus
IIpeanoJioXUTENbHO BUpPYCHAasi, MOCKOJbKY BO BpeMsl 3ab00jieBaHUS ydyac-
TN MMAaOUECHTOB 06Hapy>1<nBaeTc;{ IIOBBHIIICEHUEC YPOBHA AaHTUTEI K BUpyCaM
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rpunma, 3SNUAEMUYECKOIO nmaporura, ag€HOBUpYCaM. KpOMC TOro, nmomgoc-

TPBIi TUPEOMIUT YacTO pa3BUBaeTcsl nocje MHGDEKLUUNA BEPXHUX JAblxa-

TECIbHBIX HyTCﬁ, rpunma, SOUAEMHUYECKOIoO ImapoTura, KOpwuU. ﬂOKaSaHa

TEHETUYECCKaAd NpPpeApPacnoJOXEHHOCTb K pPa3BUTHUIO 3a0o0JieBaHUS.

Cpenu

NaguEeHTOB C NOJOCTPBIM TUPDECOUIUTOM B 30 pa3 yame BCTpEYAKTCAd HOCHU-

Teaun aHtureHa HLA-Bw35.

Ta6a. 3.18. [TonocTpblii TUPEOUIUT

DTUONOTUSA

[peanonoxuTeabHO BUpPyCHas

ITatoreHnes

PaspymeHue GoNIUKYISIPHOTO SMUTEIUS C pa3BU-
THUEM JECTPYKTUBHOTO TUPEOTOKCUKO3a B COUETAHUU
¢ BocmajJuTeJbHbIMU U3MeHeHusamu LXK

DnuaeMuonorus

PacnpoctpaHeHHOCTh HeudBecTHa. Kak mpaBuio,
pasBuBaeTcs B Bo3pacTe 30—60 sier, yalne y XKEHIIUH.
Y neteit — Ka3zyucTuUKa

OCHOBHBIE
KJIMHUYECKUE
MPOsIBJICHUS

Bonb B 0OnacTu nieu, uppaauupylonias B 3aTHIIOK,
yIIU, HUXHIOI YeJI0CTh, YCUJIUBAIOMIASICS TIPU
moBopoTax roioBel u nmanpnanuu LK. CumnTomsr
TUPEOTOKCHKO3a, cyOodhedpunurer

JlumarHoctuka

[MoBbimenne COD (4acTo 3HAYUTENBHOE); OTCYTC-
TBUE JIEMKOIMTO3a, TAPEOTOKCUKO3 (Ualle JeTKUI),
«00JJaKOBUIHBIE» 30HBI TMIMMO3XOTeHHOCTU npu Y3U,
CHUXEHUE UM OTCYTCTBUE HaKOTJIeHUs 99rtyc no
MAHHBIM CHUHTUTPAGbUU, TTOJTOXUTEIbHBINA TECT
Kpaiing (BeipaXeHHBIN U ObICTPBI 3P deKT oT Tepa-
MUY MPETHU30TIOHOM)

NuddepeHumnanpHas
NMarHOCTUKA

bonesnp I'peiiBca, MHOTOY3J10BOM TOKCUUYECKU I 300,
OCTPBI THOWHBIY TUPEOUIUT, UHOUIBTPATUBHBIEC
3aboneBanusg LK

JleueHue

IMpu nerkux ¢dopmax — acnupuH (300—600 Mr Kax-
nbie 6 4acoB), MPU BHIPAXEHHOM 0OJIEBOM CHHAPOME
M MHTOKCUKaUMU — npeaHusonoH 30 mr/cyt 1-3
Mecsia

ITporHo3s

Kak npaBuio, nmojHoe BbI3AOPOBIEHUE; 3a00eBaHUE
CKJIOHHO K CAMOTIPOU3BOJIbHOW PEMUCCUU U TIPU
OTCYTCTBUM KaKOTO-JIUOO JiedyeHUs
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ITaTorenes

Ecniu mpuaepXuBaTbhCcs BUPYCHOU TEOpHUU IMaTOTeHe3a MOJOCTPOTO TUPEO-
uauTa, Haumbojee BEPOSITHO, YTO BHEAPEHUE BUPYCa BTUPEOLUT BbI3bIBACT
pa3pylieHue MOCIEeNHEeTOo ¢ momagaHueM GOJIUKYISIPHOTO CONEPXKUMOTO
B KPOBEHOCHOE pycyio (AECTPYKTUBHBIM TUPEeOTOKCUKO3). TKaHeBas peak-
LUSI Ha BHEAPEHUE BHUpPYCAa TUCTOJOTUYECKHU TNpOsABIAseTcsI GOKanbHOIM
rpaHyJieMaTO3HOU MHPUAbTPpALMEd TUCTUOLUUTAMU U TMTAHTCKUMU KJIET-
kaMu. [1o OKOHYaHUM BUPYCHOU MH(PEKIUU MPOUCXOAUT BOCCTAHOBIECHUE

bynkuuu UK, B psgae ciayyaeB nocje KOPOTKOW rMNOTUPEOUTHON (Pa3bl.

DnuaeMuoaorusa

3a6o0yieBAalOT B OCHOBHOM JloaAM B Bo3pacte oT 30 mo 60 jeT, mMpu 3TOM XKEH-
IWMHB B S5 U OoJyiee pa3 yale, YEM MYXUUHBI; yaeTeil 3aboneBaHue BCTpe-
yaeTcsl Ka3yucTU4YeCKM peako. B cTpykrype 3ab0oieBaHUil, NMpOTEKawUIUX
C TUPEOTOKCUKO30M, MONOCTPBI TUpPEeOUOUT BcTpedaeTcss B H0-20 pa3 pexe
6one3nu I['peiiBca. MOXHO MpPEeANOJTOXMUTh HECKOJIbKO OO0NbIIyI0 3a00jeBae-
MOCTb, YUYUTBIBASI TOT PakKT, YTO MOJOCTPHIA TUPEOUIUT MOXET UMETh OUYEHbD
JIeTKOe TeYeHUue, MacKupymiieecs Nnoa Apyryio matoysoruio (anruna, OPBH)
C MOCAENYIIEN CAMONIPOU3BOJIBHON PEMUCCUECTH.

Kiaunuyeckue nmposAiBJeHUs

KnumHuueckass KapTuHa MNpeAcTaBIeHA mpeMs epynnamu cumnmomog: 0oe-
BOW CHMHAPOM B 00JIaCTU IIeU, TUPEOTOKCUKO3 (JIETKUU HUJIU yMEpPEHHBIN)
U CUMITOMATUKA OCTPOTO MHGEKUMOHHOTO 3a00eBaHUsl (MHTOKCUKAU MU,
MOTJIUBOCTb, cyodeObpunutrer). TUNUUYHBIM OJSI MOOOCTPOTO TUpPEOUAUTA
SIBJASIETCS JOBOJbHO BHe3amHoe MNosBieHUe AuGOY3HBIX Oozei e obaracmu
weu. UleiiHbie NIBUXEHUS, TITOTAHUE U pa3JUYHBIe pa3paxXkeHUs o6racTu
X BecbMa HenpUSITHB U 60Je3HEeHHBI. boJab yacTo MppaauupyeT B 3a-
THIJTOK, YIIM U HUXHIOWO 4YeatocThb. [Ipu manbmauuu UK GonesHeHHasd,
MJOTHAs, YMEPEHHO yBeJiMueHa; OOJE3HEHHOCTh MOXET ObITh JIOKAJbHOM
unu nupPy3Holl B 3aBUCUMOCTH OT CTETIEHU BOBJIEYEHMUS XeJe3bl B BOCIa-
JUTENbHBI M mpouecc. XapakTepHbl MepeMeHHass MHTEHCUBHOCTb U Mepe-
xonsimas (6nyxpammas) 00ab U3 00JacTH OAHOW MOJU B APYIrylo, a Takxe
BbIpaXeHHbBbIEe OOUIME SABJCHUS: TaXUKapAUS, aCTEHU3AalL s, NMOTEPS MaccChl
Tena.

[MoBbimieHue temnepatypbl (cybdbeOpuUuJUTET MIM JierkKas Juxopaaka)
BcTpeuaeTrcss mpumepHo y 40 % mnauumentoB. Hepenko 6Gonab B obinactu
meu SIBASETCS €AMHCTBEHHBIM KJIMHUYECKUM TNPOSBIEHUEM MOIOCTPO-
ro TUPEOUAUTA, MPHU OTOM TUPEOTOKCHUKO3 y MAalMEHTAa MOXET BooOIIe

OTCYTCTBOBATh.
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JInarHocTUKa

Yeeauvenue COD — onHO U3 HauboJiee TUMUYHBIX MPOSABICHUN MOTOCTPOTO
TUPEOUTUTA, TMPHU I3TOM OHAa MOXET OBITh yBeJMUYeHa 3HAUUTENbHO (Ooyee
50—70 mwm/uyac). JIeiKOUMTO3, CBOWCTBEHHBI OakTepualbHBIM HHDEK-
UM OTCYTCTBYET, MOXET OMpEeNeNsIThCs yMepeHHBU numdponurto3. Kaxk
U IpU ApYyTux 3a00NeBaHUAX, MNPOTEKAWMIUX C ACECTPYKTUBHBIM THUPEO-
TOKCHUKO30M, YPOBEHb TUPEOUTHBIX TOPMOHOB MOBBIIIEH YMEPEHHO; YaCTO
BcTpevaeTcs] CYOKIMHUUYECKHU TUPEOTOKCUKO3, HEpeoKO — DYTHUPEOU-
HOe TeueHUe 3a00MeBaHUS.

ITo nauvubiMm Y3U, nasg moaocTporo TUpeoOUaAUTa XapaKTEPHB HEYETKO
OrpaHUYEHHbIE TUMO3XOTEHHbIE apeayibl, pexe Auddy3Hass TMIOIXOTEH-
HocTh. [lpu cuuHTUTrpad UM BBHISABISETCS CHUXEHUE 3axBaTa 99TTC.

BaxHoe aMarHocTuuyeckoe 3HauYeHUE HMEIOT pe3yJbTaThbl JEUYECHUS
NpeAHU30JOHOM (AMATrHOCTUKA ex juvantibus), HadyaJbHBI 3Talnm KOTOpPO-
ro M3BecTeH Kak mecm Kpaiing. TlocieaHU cUUTAETCs MOJOXMUTEJIbHBIM,
ecau BrnepBbie 12-48 yacoB mocje Ha3HayYeHUs IpermapaTa B 103¢ OKOJO
30 Mr/cyTy malmMeHTa NMPOUCXOAUT 3HAUUTENbHOE YMEHbUICHUE UJIU UCUE3-
HOBeHMUEe Gosieid B oGJacTu 1eu, yAyylieHUEe OOLIEro CaMOYYBCTBUS U MO-
sIBJIEHUE 3aMETHOW TEHAEHUUU K CHUXeHUo COD.

JduddepennuaibHass TMATHOCTHKA

IpoBoxguTcs ¢ 3a6oJeBaHUSAMMU, MPU KOTOPBIX TUPEOTOKCUKO3 OOYCIOBIEH
runeppyukuueir LHIXK (6oneznp IpeiiBca, MHOTOY3JIOBOW TOKCHUUYECKHUI
300); MOZOCTPBHI TUPEOUNUT OTJIMYACT CHUXEHUE HAKOMICHUS 99TTc mo
NaHHBIM CUHUHTUrpadUMU, OTCYTCTBUE ODHIOKPUHHOU odTajbMONaTUHU.
[lpu oyeHb peAKO BCTpeyalmoUeMCsI OCTPOM THOWHOM TUPEOUIAUTE HAPANY
c 60JIE3HEHHOCTbhIO B 00JaCTU LIeU BBISIBASIETCS JEHKOLUTO3, OTCYTCTBYET
TUPEOTOKCUKO3, npu Y3UM BeIsABASIETCS XUIAKOCTHasA MoJocTh (abciecc),
NpU MYHKIMOHHOW OMONMCHUU KOTOPOIil MoJjiyyuaeTcss THOHKHOE COAEPXKUMOE.
Tect Kpaitnsg oka3biBaeTCs MOJNOXUTENbHBIM NPaKTUYECKU TOJIBKO TpPU
NOJOCTPOM TUPEOUAUTE.

JleyeHue

B cinyuyae nerkoro mOAOCTPOTO THUPEOUOMTA, MNPU KOTOPOM OTNpeEmes-
eTCcsd JUIb HeKoTopass OOJE3HEHHOCTb B 00JAacCTU 1IEM U OTCYTCTBYET
MHTOKCUKAIUS, JIeUeHUEe BOOOIIEe MOXET He MmoTpeboBaTbecs, W 3aboyeBa-
HUEe 3aKaHYMBAETCd CaMONMPOMU3BOJbHO. [Ipu nerkom 6GOJEBOM CUHAPOME
MOTYT Ha3HayaThcsl HECTEPOUAHBIE NMPOTHUBOBOCMAJIUTENbHBIE MpemapaThl
(acmupud — 300-600 Mr xkaxnbie 6 yacoB). Ilpu BbIpaXeHHOM O0OJEBOM
cuHapoMe (OONBIIMHCTBO MAallMEHTOB) Ha3HayaeTCs MPEIHU3OJOH B Cy-
TOYHOU no03e mopsgaka 30 Mr ¢ ee NOCTENEHHBIM YMEHbUIEHUEM U OTMEHOM
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Ha MPOTAXEHUU 2—3 MecsleB B 3aBUCUMOCTHU OT TSAXKECTU 3a00JeBaHUS.
B psize ciayuaeB mocjie OKOHYAHUS JIEYEHUsI, a MHOTAA, CIMYCTS HECKOJbKO
MecCsleB, NPOUCXOIUT PelUUIUB 3a00JeBaHUS (MHOTAA HE ONMH), JIeUeHUE
KOTOpPOTro aHalorumuyHo. [Ipu mOCTAaTOYHO peaAKO BCTpeyYawIIEeMCs TMpHU
MOJAOCTPOM TUPEOUIUTE TPAH3UTOPHOM THUNOTHpPEO3e MOoKa3aHa BPEMEH-
Hasli 3aMeCTUTEJibHAsA Tepanusi JEeBOTUPOKCUHOM.

IIporuo3

B nenom 3aGoneBaHME CKJIOHHO K CAMOMPOM3BOJbHOMY pa3pelieHUIO, TO
€CTh B CJiyyae, KOTJa JiedeHUEe MO KaKMM-TO MPUYMHAM He HazHayaeTcs,
MNOJOCTPBHI TUPEOUIUT BCE PaBHO NMOCTENEHHO pa3pelraeTcsi, 3aKaHYU-
BasiCh MOJHBIM BBI3JOpPOBJIEHUEM. B mopaBiasionmeM OOJNbUWIMHCTBE clyya-
€B, MOJOCTPHI TUPEOMIUT HE PEUMIMBUPYET M 3aKAHUMBAETCS MOJHBIM
BBI3JJOPOBJIEHUEM.

3.7.3. Pegkue tupeonanThbl

K peakuM TUpeoOMAMTaM OTHOCSAT OCTPbIA THOUHBIK TUpeouauT, GUO-
posupylouuil TupeouauT Pumens, a takxke cneunmduuecKkue THUPEOUIU-
Thl (TyOEepKYJe3HbIi, CUGUIUTUYECKUH, TPUOKOBBII, aKTUHOMMUKO3HBI i
u npouue). BONBMIMHCTBO M3 HUX BCTPEYaATCS Ka3yMCTUUYECKH PEAKO
(tab6a. 3.19).

Ta6a. 3.19. Penkue TUPEOUIUTHI

OCco0eHHOCTH KIMHUYECKO# KAPTHHBI,

Tupeouaur
JMATHOCTHMKM 5 JIEeYeHUsI

OCTpblii THOMHBI [IpuynHO# SIBASIETCSI TEMATOTEHHOE UJIU JIUM -
¢doreHHoe MHOUIIMPOBAaHNE U3 JPYTUX OYATOB
UHbeKIUu (YeTI0CTHO-TUIleBasi 00J1acTh, JeTKue)
Ui UHOUUMUPOBAHME MOCIEONEPALMOHHON PaHBI.
Bo3OynurensiMmu yauie Apyrux ObIBalOT 30JOTUCTHII
cTad®UJOKOKK U KMlUIeyHas najnouka. Kiunuueckas
Kapmuna: CUMITOMBI OCTPON GaKTepualbHOI
nHdpekuuu (muxopagka, CODT, neiiKouuThH ?) B CO-
YeTaHUU C JTOKAJTbHBIMU MPOSIBIeHUSAMU (60Jb B 00-
nactu XK, dopmupoBanue abcuecca). TaxenabM
OCJIOXKHEHMEM MOXET CTaTb THOMHBIM MEAMACTEHMUT.
JleyeHue: aHTUOUMOTUKOTEPANUS, IPEHUPOBaAHUE
npu abcueaupoBaHUU
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Orxonvanue maéba. 3.19

Dubpo3upyromuit IIpuyuHa HeusBecTHA, paHee €ro paccMaTpuBaiu
Punensa kak BapuaHT AUT unu pubposupyroueit 6ones-
HU (cuHapoM OpMOHAA), MOCKOJbKY OMUCAHBI
€r0 COYeTaHUs C MEAMACTUHAJIbHBIM U peTpoTe-
puTOHeaJbHBIM (HUbpo3omM. Mopdonoruuecku
oTMeualoTcs pacnpocTpaHeHHBI ¢dubdbpo3 LK

C IPOHUKHOBEHUEM IPYOOBOJIOKHUCTONW COECAUHU-
TeAbHOU TKaHU Yepe3 Kamlcyay B MbIIII bl mweun. [Ipu
nanbnauuu — 2K nepeBIHUCTON NMIOTHOCTH,
MOTYT OBITh CUMIITOMBI CHABJEHUS OKPYXKaloUIMX
opraHoB. JleueHue: Npu KOMIPECCUOHHOM CUH] -
poMe Xupypruueckoe (4acTo mpeagnpUHUMAETCs

B CBSI3M ¢ mogo3peHueM Ha pak LIIXK); mocyie Hero
BO3MOXHa peMUCCHUS

Crneuuduyeckue JAuarHo3 cTaBUTCSI Ha OCHOBAHMU XapaKTEPHBIX

TUPEOUIUTHI NMPU3HAKOB OCHOBHOTO 3a00JieBaHUS M JaHHBIX

(TyO6epKyae3Hblii, NYHKUUMOHHO# O6uoncuu. Kak mpaBuno, jeyeHue

CUPUIUTUYCCKUIL, OCHOBHOTO 3a0o0JieBaHUSI BedeT K JMKBUIALUU CIle-

ITPUOKOBBIM,aKTUHO- uubuIecKoro TupeouauTta. [lpu HaIUIUU TyMM,

MUKO3HBIN U MPOY.) TyOEepKYyJIOM M aKTUHOMUKOTUUYECKUX CBUIILEH
MOXET BCTaTh BOMPOC 00 MCCEUYEHUU MOPakKEHHOM
nonu 12K

3.8. Y3/10BON 1 MHOIOY3/10BOM
QYTUPEOUAHbLIN 306

Y3a060it 306—  cobupamenvHoe KauHuveckoe TIOHSITUE, OObBEeAUHSIOLIECE
paznudyHbie mo Mopdoaoruum ob6beMHbie oOpasoBanus UK, BweisgBiasie-
Mble C MOMOIILbIO MajbMNallUM U UHCTPYMEHTAJbHBIX METONOB AUATHOCTU-
ku (mpexnae Bcero Y3U). TepMHUH «MHOTrOy3Jo0BOi 300» ILiejecooOGpa3HO
ucnonb3zoBaTh nNpu odbHapyxeHuu B LHIK nByx um Gojee y310BbIX oOpa3oBa-
Huii. KiuHuyeckoe MOHSATUE «Yy3JOBOW (MHOTOY3JIOBO#) 300» 00BeAUHSAET
cileaymoimue Hauboyiee 4acTbie HO3O0JOTUYECKUE (Mmopdhoaoeuneckue) Gopmbl:
— Y3JIOBOW KOJJOUIHBIU B pa3HOU CTENMeHU nmpojudepupyroumnii 300;
— GoNAUKYNSAIpHbBIE AaJLEHOMBI;

— 3no0KavyecTBeHHbie onyxoau HIXK (cm. m. 3.11).
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Kpome Toro, ¢popmMupoBaHue Tak Ha3blBaeMbIX ncesdoy3106 (BocCIaju-
TeJNbHBI MHODUIBTPAT U APYTUE Y3TOMONOOHBIC U3MEHEHUSI) MOXET MPOMC-
XOMUTh NMPpU XxpoHrudeckoM AUT, a Takke MPpU MOOOCTPOM TUPEOUTUTE U psie
npyrux 3aboneBaHuit I[2XK. [Mpu 6onpbwuHcTtBe 3ab6oneanuii Il XK, npore-
KalwIuXx ¢ o6pa3oBaHUEM Y3JI0B, BO3MOXHO DPa3BUTUE KUCMO3HbIX U3MEHEHUI;
uctTuHHble KUcThl XK mpakTuuecku He BcTpevyawTcsi. MHOTOY3J10BO#W 300
MOXET OBbITh MpeJACTaBJIeH pPa3HBIMU MO Mopdoysoruu 3aboneBanusamu 2K,
HamnpuMmMep ONMUH y3eJl — ajJeHoMa, IPYyroid — KOJJIOUAHBINK 300. Y310BOIi
(MHOTOY3JI0BOI1) 300 OTHOCHUTCS K HauboJjiee pacnpoCTpaHEHHON MaTOJOrUHU
I 2K, npu sToM Haubojyee yacto (okojo 90 %) y3nosbie o6pazoBanus XK
NMpeacTaBiAssiOT co000i y3J0BOW KOJNJOUAHBIUH mnposudepupywmuii 300,
KOTOpBI He aBiasieTcsi onyxoybio LXK (ta6n. 3.20).

DTHonorus

OTHoNorusl 6oJblWIMHCTBA onyxoaeid I[>K nHeuspectHa. HacTb mokcuueckux
adenom o0ycinoBieHO MyrtauusMmu reHa peuentopa TTI M a-cy0obeaAUHU LB
G-0enka Kackajxa ameHugatruukiaass (cm. mn. 3.9.2.2). Pan Hachnegyembix
U COMAaTUYEeCKMX MyTalnuil obHapyxuBaioTcs npu pake LXK, B mepsyio
ouepenb npu mMeayaiasgspHom (cm. n. 3.H). IlpuyuHa pa3BUTUS y3106020
K0440udH020 npoaughepupyrouieco 306a HeVU3BeCTHa. YUUTHIBasl yBeJIUUYEHUE
€ro pacnpoCTPaHEHHOCTU C BO3PacTOM, KOTOpas yJAUI MOXUIOTO BO3-
pacta W mo AaHHBIM aytomcuid gocturaetr 40—60 %, y310BOW KOJJIOUMI-
HBI 300 yacTo paccMaTpuBaeTcCs KakK Bo3pacTHasi TpaHchopmanus LK.
[penpacmonaraeT K pa3BUTHUIO KOJJIOUIHOTO 300a HONHBINW AedDUIUT, TeM
He MEHee ero pacnpoCTpaHEHHOCTh 3HAYUTEJNbHA U B peTUOHAX C HOPMaJb-
HBIM moTpebyseHuem ioma. Haubonee BeposiTHO, KOJNJOUIAHBINW Tmponude-
pupymomuii 300 sipasiercs natosorueid Bceil 2K, mocKoIbKYy BEpOSITHOCThH
Pa3BUTUS HOBBIX Y3JOBBIX O0pa3zoBaHUU y MAlMEHTOB C MCXOAHO OOHapy-
XKEeHHBIM COJNMTAapHBIM y3idom, nocturaetr 50-80 %. B perumonHax HomHOTO
nedbuULUTAa IPU y3JTOBOM (Yalie MHOTOY3JOBOM) 300e MOXeT (DOPMUPOBAThH-
cs1 GyHKUMOHaJbHasg aBToHoMUsS 2K ¢ pa3BuTueM TUPEOTOKCUKO3a (CM.
n. 3.9.2.2).
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Ta6n. 3.20. ¥Y310BOii U MHOTOY3JIOBO 3YTUPEOUIHBIN 300

OTtuonorus onyxojieir IIXK HeusBecTHa; mpenpac-
DTUOJNOTUS noJjiaralomuM GakTopoM K pa3BUTUIO KOJJIOUIHOTO
nponudepupytomero 306a spasgercs neuuur hona

[Tpu onyxonsix — akTuUBHasg npoaudepauus nynia
ONYyXOJIEBBIX KJIETOK, opmupyromux ysean LIXK; npu
[TaTtorenes y3JIOBOM KOJUIOUAHOM 300e — mpojaudepaunus TUpo-
LIUTOB, B COUETAHUM CO CKOMIEHUEM M3OBITOUHOTO
KOJIMYeCcTBa KOJUIOUIA

[Mpu manpmanuu BeIABIsIeTCS Oosee ueM y 5 % B 00-
weit monyasuuu; npu Y3U B oTaenbHBIX rpynmnax
HaceJeHUs pPacnpoCTPaHEHHOCTh y3JI0OBOTO 300a
nocturaet 50 %. C Bo3pacTOM paclpoCTPaHEHHOCTh
YBEJIMUYUBAETCS; Y XKEHIUIUH B 5 1 Oojiee pa3 yauie.
YacToTa HOBBIX Cliy4aeB MaJbIIUPYEMBIX Y3JTOBBIX
obOpa3oBaHMii cocTaBiseT okoyo 0,1 % B momynsauuu
B ron. B cTpykType y3moBoro 306a: KOJJIOUIHBII
npoaudepupyromuit 306 — 85—90 %, ageHOMBI
XK — 5—8 %; 3n1okayecTBeHHbIE onyxoaun — 1-5 %

DNMUAEMUOTOTUS

B nopaBasoinemM GOJbIIMHCTBE CIy4aeB OTCYTC-
TBYIOT. [IpW KPYMHBIX Y3JOBBIX 00pa30oBaHUIX BO3-
OCHOBHBIE MOXEH KOCMETUYeCKUi nedeKT, KOMIPEeCCUOHHBI I
KJIUHUYECKUE cuHApoM. B pernoHax iiomHoTO nebUIUTA IPH Y3I0-
MpoOsABJIECHUS BOM (MHOTOY3JI0BOM) 300e MOXeT GOpMUPOBATHCS
dyHKkuuoHanbHasa aBToHoMus LXK c passutuem
TUPEOTOKCUKO3a

[Mansnupyemble u/unu BoisiBAsseMbie Tipu Y3 U ob6pa-
30BaHuUs 6ojee 1 cM B auMaMeTpe SIBASIIOTCS MOKasa-
HUEM JIJiT TOHKOUTOJbHOW acCTIMPAllMOHHON OMOTICUU
(TAB). CuunTturpacdusa LXK nmo3BoasieT BoIIBUTH
(GYHKIIMOHAaIbHO aBTOHOMHBIE 00pa3oBaHUs («ropsi-
yue» y3Jibl)

JAuarHocTuKa

3aboneBaHus, TPOSIBASIONINECS Y3TOBBIM 3000M.
OuddepeHumanbHas TADB ¢ UMTONOTUYECKUM UCCIEN0BAHUEM HE MO3BO-
IUarHOCTHUKA nseT puddepeHurpoBath GONTUKYIASIPHYIO aJeHOMY
U BhicokoaupdepeHuupoBaHHbii pak 2K




146 Masa 3. 3ab6oneBaHnsa WMTOBUAHOMN Xenesbl

Oxonuanue maéba. 3.20

ITpu onyxonsix — onepatuBHOE (MPU BbICOKOAU(D -
bepeHIMPOBAaHHOM pake — B COYETAHUMU C Tepa-
nueit ~ 1). [Ipu KoJIOMIHOM MnpoJindepupyroiiemM
300e — nuHamuyeckoe Habuaoaenue (TTI, Y3U);
_Hel{eHl/le ITOKa3aHUAd KollepauuuM OTpaHUYMUBAIOTCA Clydyad-
MU 3002 3HAYUTEJBHOTO pa3Mepa ¢ KOCMETUUYECKUM
nedeKTOM UM KOMIPECCUOHHBIM CUHAPOMOM, MpPU
OTOM AaJJbTCPHATUBHBIM METOIAOM JICUYCHUS SABJISACTCA
Tepanusa 1

Yaure Bcero y3J'IOBOI‘/1 KOJIJIOUIHBIN 300 HE UMEET
MMaTOJIOTNYECKOTO 3HAUYCHU A, PUCK PAa3BUTHUI KOM-
NMPECCUOHHOIO CMHAPOMA 1OCTATOYHO HU30K,; B pe-
TMOHax MOIHOTO Z[C(I)I/I]_II/ITa IIPOTrHO3 MOXCET OIIPC-

IMporuos
NesIThCsS pa3BUTHEM TUPEOTOKCHKO3a BCIEICTBUE
dbopmMupoBaHus GyHKuMoHanbHO aBTOHOMUM LI K.
I[IporHo3 nmpu 310KauyecTBeHHBIX onyxossix L 2K
ompenpensieTcss ux Mopdoaoruei
ITaTtorenes

IIpu onyxonsax HI2K mpoucxoAuT akTUBHas mpoaudepanus myjia ONyxo-
JIEBBIX KJIETOK, MOCTENeHHO dopMupyouux ysei. Dosauxyasapnas adenoma
SIBISIETCS HOOPOKAYECTBEHHOUW OMYyXONbio U3 QONTUKYASIPHOTO IMUTENUS,
yaire NMpoucxoauT u3 A-kjaetok. Cpeau GoNauKyIsIpHBIX aileHOM BbIAES -
I0T TpabeKyasipHYl0 (3MOpPUOHANBbHYIO), MUKpPOQONTUKYyAsipHYyIo (dbeTalb-
HYI0), MakpodoaqukyisapHylo (nmpoctylo). Pexe ameHoMa MPOUCXOAUT U3
B-kxnetok (oHkoumutoma). IlaTtosorumyeckoe 3HaueHUEe QGONIUKYISIPHOU
aleHOMBl NMPU AOCTUXEHUU OOJBIIMX PAa3MEepPOB OrpaHUUYMBAETCH MOTEH-
IIMaTbHOW BO3MOXHOCTHIO Pa3BUTUS KOMIPECCMOHHOTO cuHapoma. OHa
HE MOXET MOJABEpPrarhbcs 3JOKAYECTBEHHOMY MEPEPOXAEHMIO, HO TEM He
MeHee TOKa3aHUS K ONMEepaTUBHOMY JIEUEHUIO OMNMpPENeNsIIoTCS CIOXHOC-
Thio IMbhepeHUIMANTbHON TUMATHOCTUKHU C BBICOKOAU G DEpPEHUUPOBAHHBIM
pakom MLI XK.

Haubonee yacto BcTpevyalomuiics y3J10BOi KOJJIOMIHBIH B pa3HOil cTe-
neHn unpoaudepupyomuii 30060 He SABISIETCS OMYyXOJEeBBIM 3a00JIeBAHUEM.
[Ipy UMTOJNOTMYECKOM UCCIEIOBAaHUU OH HE OTJIMYAETCS MO CTPOCHUIO OT
nuddysHoro sayTupeouaHoro (3HAeMmuueckoro) 3o06a (cm. m. 3.9.2.1); mo
JaHHBIM TMCTOJIOTMYECKOTO UCCIAEAOBaHUS €ro OTJAMYaeT HaJlUyue Karcy-

abl. OCHOBHBIMU 3BEHBSIMU €TO MaTOTeHe3a SIBASIIOTCSA M30BITOYHOE HAKOTI -
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JeHWEe KOJJOMIAa B MOJOCTU (GOJIMKYIOB U mpoiaudepaunuss TUPOLUMUTOB.
[MocnenHsiss HOCUT MONUGDOKATBHBI U XapaKTep, BCJIENCTBUE 4Yero 300HBIE
MU3MEeHEeHHUsT MOTYT OBITh BBISIBIEHBI 3a IpeaejaMy y3ja, 4TO OMpeAeasieT
BBICOKYI0O BepOATHOCTh mNosBieHUsS B L[XK manmmeHTOB CCOMUTApHBIMU
00pa30BaHUSIMU HOBBIX y3710B. IlaTonoruuyeckoe 3HaYeHHE Y3JIO0BOIO KOJ-
JOUIHOTO Mponudepupylomero 306a onmpemaeasieTcs:

OTHOCUTEJbHO HEOOJNBIUIUM PUCKOM 3HauyuTeJbHOro yBeauuenus LXK

CO CHIaBJIECHUEM OKPYXAlOIMUX OpraHoB W/uiu GOpPMHUPOBAHUEM KOC-

MeTHuyeckoro naedekrTa;

B permoHax MWOOHOTO nmedbUIIUTAa PUCKOM pPa3BUTUSI GDYHKIMOHANBHOU

aBToHomMuu HIXK u Tupeorokcukosa (cm. m. 3.9.2.2).

DnuaeMuoaorusa

[pu manpmauuu BBHISIBAsSIETCS He MeHee 4eM Yy 5 % B oOueldl MONMyAsiLUU;
nograHHbIM Y3M B OTHENbHBIX Tpynmax HaceJleHUS paCIpPOCTPaHEHHOCTh
y3noBoro 306a Moxer mocturath 50 % wu 6onee. C Bo3pacToM pacmpo-
CTPAHEHHOCTb YyBEJIMYMBAETCS, y XKEHIIUH Y3J0BOW 300 BCcTpeuaeTcss B
5—10 pa3 yame. YacTtoTa HOBBIX CJAy4YaeB MalbNUPyEeMbIX Y3JIOBBIX 00pa3o-
BaHUU cocTaBiasier okono 0,1 % monyassuuu B roa. B cTpykType y3y10BOTO
300a Ha KOoNNoOuUAHBIH mponudepupyromuit 306 npuxoautcs 85—90 %, Ha
agfeHoMbl — 5-8 %; Ha 3710KayecTBeHHBbIe onmyxoau — 1—5 %.

KianHuyeckue nposiBJaeHus

B mnonmaBiasiomeM OOJBIIMHCTBE CJydyaeB OTCYTCTBYIOT. IIpuW KpyHmHBIX
y3JOBBIX 00pa30BaHUIX BO3MOXEH KOCMETUYECKUM NedEeKT Ha IIee, KOMII-
PECCUOHHBIN CUHIPOM, OOYCIOBJEHHBIM CHaBJeHUEM Tpaxeu. B permonax
ogHoro nedbuuuTa MPU y3J10BOM (MHOTOY3JTOBOM) 300e MOXeT (popMUpoO-
BaThCcsl GYHKLUMOHaNbHasd aBToOHoOMUsA II2K ¢ pa3BUTHMEM THPEOTOKCHKO3a.

JInarHocTuka

MeTonoM MepBUYHOW TUATHOCTHUKM Y3JIOBOTO 300a sIBJAsieTCS MaJblallus
HIX. IIpu oOHapyXeHMM Yy3JO0BOro oOpa3oBaHUS MalMEHTY MNoKa3a-
Ho Y3U NI X, xoTtopoe NMO3BOJUT TOYHO OLUEHUTH pa3Mep caMoOTro y3Ja
u oobem IIXK. CymecTByeT psad XapaKTEepHBIX yJbTpacoHOTrpauuecKux
MPU3HAKOB pa3JUYHBIX 3a00JeBaHUI, MPOTEKAIMMUX C Y3JIOBBIM 3000M,
HO UX JUATHOCTUYECKAs] YYBCTBUTEJIbHOCTb U CIEUUPUUYHOCTb HEBBICOKA.
B cBSI3W ¢ 3TUM TNpPU BBHISIBJIEHUUW MaJbNHUPYEMOTO y3JIOBOTO 0Opa3oBaHUS
M NpeBbIIAaKIEro mo faHHbiM Y3M 1 ¢cM BaumameTpe MoKa3aHO MpoBeae-
HUE TOHKOUTOJNbHON acnupauuoHHoit 6uoncuu (TADB). [IpoBenenue TADB
NpU CciyyallHO BBISIBIEHHBIX 00pa3oBaHMSIX MEHBLIEro pa3Mepa Lejeco-

00pa3HoO TOJBKO NPHU MOTO3PEHUM Ha 3J10KadyeCTBeHHYo0 omnyxoub LXK mo
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naHHeiM Y3WU. IlpoBenenue TAB nmox koHtponem Y3U cylmecTBEeHHO yBe-
NTUYuBaeT MHGOPMATUBHOCTD UCCIEAOBAHUSI, OCOOEHHO B clydyae Y3JTOBbBIX
00pa3oBaHUMN ¢ KUCTO3HBIM KOMIMOHEHTOM, MPU KOTOPHIX YIBTPAa3BYKOBOM
KOHTPOJb MO3BOJSIET TOKAJbHO MPOMNYHKTUPOBATh MPUCTEHOUYHBI! CONU-
HBI KOMIIOHEHT KUCTO3HOTO y3na. [lo MUTONOTUYECKOMY UCCIEeNOBaHUIO
NnyHKTaTa y3i10Boro ob6pasoBaHusa LUK Moryr ObITh AaHBI 3aKJKUYEHUS,

npencrtaBjieHHble B Taba. 3.21.

Ta6sn. 3.21. 3akjJ04YeHUs] MO LUTOJOTMYECKOMY MCCIEIOBaHUIO MYyHKTaTa y3J0-
BbIX oOpa3zoBaHuii 12K

1. KonmouaHblii B pa3HOU CTETIEHU MPOJIHU-
depupyromuit 300

HeonyxoneBble 3ab6ojeBaHUA 2. AYTOUMMYHHBI TUPEOUTUT

3. [TogocTphlil (rpaHyIeMaTO3HbIN) TUPE-
OUIUT

1. [MTanunnasipHast KapuuHOMa
2. MenynnsipHass KapLMHOMa

3. AHamyacTuyeckas KapuMHoOMa
37M0Ka4yeCTBEHHBIE OIYXOJH

4. Tumdboma
5. MeTacTta3bl 3KCTPaTUPEOUTHON OMyXO-
nu B LI 2K

IMomo3puTenbHBIe Ha 3JI0Kayec- 1. ®onnukynsipHasi HeOMmuaa3us

TBEHHBIE (MPEAIIOJOXUTEIbHBIE 2. Heonna3us u3 Kiaetok [toprie-

WA TMPOMEXYTOUHBIE) AuikeHas3u

LHutonoruyeckoe wuccAelOoOBaHUE He MNo3BoasieT nudbepeHUUPOBATH
boNnTuKyASIpHYIO amxeHoMmy (ameHoMmMy u3 KiaeTok [toptiae-AmkeHasu) OT
BbhicoKOnuGpepeHIMPOBAHHOTO QONIUKYIIPHOTro paka (paka M3 KJIETOK
lopTtne-AumkeHasn). DTo MOXET OBITh BHINOJHEHO TOJbKO MPU TMCTOJOTHU-
yeckKoM ucciaenoBaHuu ynaneHHoi 2K, nmpu 3toMm GoAauKyIsIpHBU pak
OTJIWYaeT MHBA3US OMYXOJHM B KATICYJAy U COCYHIBI.

Onsa ouenku ¢pyHkuuu LXK nokazaHo omnpeneneHue ypoBHsa TTI.
Cuunrturpaduss LXK mnosBonsier oxapakTepu3oBaThb (GYHKIMOHAJbHYIO
AaKTUBHOCTb Y3JIOBOTO O0Opa3oBaHUs («ropsuuii», «XOJOIHBbIW») U SABISIETCS
OCHOBHBIM METOJOM JAWATHOCTUKU (GYHKIUOHaNbHOU aBTOoHoMum LXK
(cm. m. 3.9.2.2). Ilpu KpynHOM, OCOOEHHO 3arpyJMHHO DPACMOJOXEHHOM
3006€¢ C eNbl0 TMATHOCTUKU CMEIIEeHHUST U pPUCKAa KOMIIPECCUU Tpaxeu Mpo-
BOIUTCS peHTreHorpadus rpysHoil KJIEeTKM C KOHTPAaCTUPOBAHHBIM Oapu-

eM nuueBogom (puc. 3.26).
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Bonee JeTajalbHad TONIHUYECKasd
OJUAarHoCcTuUuKa 3arpyanHHOTO 300a
C OLLEHKOW €ero pasMEpoOB U B3aUMO-
OTHOIIEHUA C OKpyXamIIMUMHU oOpra-

HaMu Bo3MoOXHa nmpu MPT.

Hudbdepenuuaibuas
AUArHOCTHKA

ITpoBoauTcsa Mexay 3a00JieBaHUSAMU,
NOPOABIAAIIIUMUCA Y3ITO0OBBIM 3000M.
B ee ocHoBe nexut TADB, aTakxe
pesyabtatel Y3W, cuumHTUrpaduu
Y TOPMOHAaJbHOTO MCCIECTOBAHMUS.

Jleuenue

MonaBasitomee OGONBIWIMHCTBO KOJI-
JOUIHBIX NpoaudepupyoImuX y3jao-
BbIX oOpa3oBaHUN 0e3 HapylmeHUs

byHkuuum LXK wumeer HebGoNbWION
pa3Mmep, He MpPEeACTAaBASIOMUN yrpo-

Puc. 3.26. PentreHorpadus rpya-

3y KoMIpeccuu HJIN KOCMECTHYEC- HOM KJETKH C KOHTpAaCTUPOBAaHHBIM

KYy1o HpO6ﬂCMy. MNx matonmoruveckoe 63DWCM MAIIEBOIOM. OHDGHCHHCTCH

3HAYC€HUEC OJ4d OopraHm3smMa 3avdyacTylo BhIpaXeHHAs AeBUALUS M KOMIPEC-

coMHUTeNbHO. OCOOEHHO 3TO Kaca-
CUsl MUIIeBOMa OONBIIUM 3aTPYAUHHO

eTCsI MEJKHUX, CJIYYalHO BBISIBJICH- PACTIONOKEHHBIM 3060M
HBIX y3n10B. Takum o6Gpa3oM, npu
BBISIBJEHHUU y3JOBOTO (MHOTOY3J0BOTO) NmpoJudepupyromnero 3o06a akTUuB-
HOe MeIMKaMeHTO3HOoe U, TeM 0Oojee MHBaAa3MBHOE BMeIIaTeJabCTBO (ofe-
pauus, ckKjaepoTepanus U T.0.), B OOJbUWIMHCTBE CcJiyyaeB HE€ IOKa3aHO.
OAuHaMuuyeckoe HabONOIEHUE TaKUX MALUEHTOB MOApa3yMeBaeT NEpUO-
nuueckyo (pa3 B 1—2 roma) oueHky ¢dyHkuuu WK u Y3U. TlokazaHus
K XUPDYPTUYECKOMY JJ€YEHHWI0 MPU y3JI0BOM (MHOTOY3JT0OBOM) KOJJIOUIHOM
npoiudepupyonemM 300 OTPaHMYMUBAIOTCSA CJHAyYasiMU 3HAYMTEIBHOTO
yBenuyeHuss pasmepa HIXK c kocmernueckuM nedekKToM HIU KOMIIpecC-
CUMOHHBIM CHHIPOMOM, TIPU I3TOM aJbTEPHATHUBHBIM METONOM JIeUeHMUS
BTaKUX clydyasix SBIASIETCS Tepamus 11. IIpu y3710BOM KOJJIOUIHOM
npoaudepupyomeM 300e ¢ KUCTO3HBIM kKoMmMnoHeHToM TADB Moxer pac-
CMaTpUBAaThCS Kak JedyeOHAass MAHUNYISIUUSA, MOCKOJbKY OHAa MO3BOJISET
9BAKyUpPOBATh CONEPXKUMOE KHUCTHI.

Jleuenue onyxoneir I[2K — omepaTuBHOE, a MpU BBICOKOAUG DEPEHIIHU -
poBaHHoM pake LIX mnocie TUPEOUIIKTOMUU TPOBOAUTCS Tepamnus 1
(cm. m. 3.11). B cnyuae ecnium no naHHbIM TAB mauumeHTy ycTaHaBIUMBaeTCs
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nuarHo3 GOJJUKYISIPHOW HeoMJIa3WM, KOTOopas NpeacTaBieHa COJMUTAp-
HBIM y3J10BBIM O0pa3oBaHUEM MNPOBOLUTCS TEMUTUPEOUAIKTOMHUS C yaa-
JleHUEM mnepelneiika. B Tom ciayuyae, eciu obpa3oBaHMEe OKa3blBaeTcs ale-
HOMOIi, JIeUeHNEe Ha dTOM 3aKaHUYMBAETCS, a €ClAM QONTUKYISIPHBIM PakKoM
Il K — npu NOBTOPHOM BMeIIaTeNbCTBE YyAalseTcss NPOTHUBOMOJTOXHAs
nons LI 2K, mocne yero paccmaTpuBaeTcs BOMPOC O Tepaluu 1311.

IIporHos

Yawe Bcero y3JoBOU KOJJOUIHBINA 3yTUPEOUIHBIN 300, HEe ABIAWUACS
ONnyxoJeBblM 3a00JieBaHUEM, HE HMMEET MATOJOrMYECKOTO U MPOTHOCTHU-
YecKOro 3HauyeHUd A nmauueHra. Puck 3HauurenbHoro yseauueHus II2K
C pa3BUTUEM KOMIIPECCMOHHOTO CUHApPOMa BecbMa HU30K. B peruoHax
ionHoOro nepuuuTa MPOrHO3 MOXET ONPENENSIThCS Pa3BUTUEM TUPEOTOK-
cuKo3a BcienctBue GopmMupoBaHus GyHKUIMOHaXbHOUW aBTOHOoOMuu LI XK.
[TporHo3 npu 310KauyecTBeHHBIX onyxonsax LXK onpenensiercas ux mopdo-
JOTUEH.

3.9. NOOAOAEDPUNLMNTHBIE BABOJIEBAHUNA

K ii000depuyumnvim 3a6onesanusm (VMJ3) OTHOCSITCS BCe MaTONOTMYECKUE
COCTOSIHUS, pa3BUBalOMKECs B MOMYJSIIUU BCIENCTBUE HOAHOTO neduUIIU-
Ta, KOTOpPbie MOTYT OBITh MPEeAOTBpANleHbl MPU HOpMAlU3allMMU MOTpebie-
HUS ioxa (tada. 3.22). DTOT TEpMUH NnoagyepkuBaeT TOT Gpakrt, 4yTo 3aboie-
BaHnusa WX gaBasioTcg gajieko He €IMHCTBEHHBIM M HE CaMBIM TSXEJblM
nociencTeueM naedpuuurta ioma. MuHUManbHasgs ¢uU3UOTOTUYECKAS IOT-
peOGHOCTh B ii0jJe BapbUpyeT B 3aBUCUMOCTHU OT Bo3pacTa U GpU3UOJIOTHUYEC-
KOT0o COCTOSIHMS opranusma (tabdn. 3.23).

3.9.1. Bnunaemumonoruna nononednunTHbix 3aboneBaHun

Nedbunuur iona sIBASIETCSI €CTECTBEHHBIM I3KOJOTHYECKMM (GHEHOMEHOM,
MOCKOJIbKY TNJOXOpOJAHAs TNoOYBa, a TakKXe pacTUTeJbHass UM XMUBOTHAas
MUIIa CONEPXKAT OYEHDb MaJo 3TOrO MUKpodJeMeHTa. B ¢Bsizu ¢ atum M3
SBJISIOTCHA CEpPbe3HOUW MPOOGIEeMON 3ApaBOOXPAaHEHUS BO MHOTHUX pPEermoHax
mMupa. CornacHo taHHbiM BO3, okono 1570 maH. yenoBek (30 % HaceleHUS
3eMHOTO IIapa) uMeloT puck passutusi M3, B ToM uucie Gosee 500 MIH.
JNoNeil MpPOXKMBAaeT B pPerMoHax C TSAXEJIbIM HebUIUTOM Hooa U BBICOKOM

pacnpoCTPpaHEHHOCTbIO DSHACMHUYECKOTO 300a.
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Tab6n. 3.22. CnekTp logonedUIUTHON MAaTONOTUU

BHyTpuyTpOoGHHBIit AGOpPTHI
IEPHUOT MepTBOpoOXIeHUE
BpoxneHHbIe aHOMATUK
[MoBbilIeHE MEPUHATATBHONW CMEPTHOCTH
[MoBbIlIeHME NETCKOW CMEPTHOCTH
HeBponornueckuii KpeTUHU3M:

— YyMCcCmeéeHHasa omcmaaiocmbos

— 2JayXoHemoma

— Kocoeaa3ue
MukceneMaTo3Hblii KpEeTUHU3M (TUMMOTUPEO3,
KapJIUKOBOCTb):

— YMCmMGEEHHasa omcmaaocmos

— HU3Kopocaocmbs

— 2unomupeos
[TcuxoMOTOpHBIE HapyIIEHUS

HoBopoxaeHHBIE HeoHaTalbHBIM TUIIOTUPEO3
JleTn ¥ MOAPOCTKU HapyumeHuss yMCTBEHHOTO U GU3UYECKOTO Pa3BUTUS
B3pocabie 300 ¥ €ro OCTOXHEHMUS

MoANHAYUMPOBAHHBI TUPEOTOKCUKO3

Bce Bo3pacTh 3006

TunmoTupeos

HapyumeHuss KOTHUTUBHOU GYHKU MU

[MoBbllIeHUE MOTJAOIIEHUS] PAAUOAKTUBHOTO ifofa mpu
snepHbIX KaTtacTpodax

Ta6a. 3.23. Hopmbl notpebaenus iiona (BO3, 2005)

pynmb moeii IloTpedHOCTH B if0ae,
e - MKT/CyT
et nomkosbHOTO Bo3pacTta (ot 0 1o 59 mecsieB) 90
JleTu mKOJbHOTO Bo3pacTta (oT 6 1o 12 ser) 120
B3pocasie (crapuie 12 ner) 150
BepeMeHHbIe U B IEpUOJ IPYIHOTO BCKapMJIMBAHUS 250

OCHOBHBIM TMMoOKa3aTeleM HAaNpsIkKeHHOCTH #onHoro aepuuuTa B MO-
MyJISIIIUUA SBISIeTCS ypPOBEeHb ODKCKpEIUM #oma C MOYOU B penmpe3eHTa-
TUBHO# Tpylnme HaceleHUs, MPOXMUBAKWIIET0 B TOM HMJIU HHOM peruoHEe.
Penpe3eHTaTUBHOW TPYNNO# MPUHATO CUYUTATh JAeTeil MIAaAIIEro IIKOJb-
Horo Bo3pacTta (7—12 neT), mpu 3TOM caMo oOciaengoBaHUE OOBIUHO MPO-
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BONMUTCS HEMOCPEACTBEHHO B LIKOJAaX, YTO MpeAOoNpeneasieT CAy4alHOCTh
oTbopa U penpe3eHTAaTUBHOCTb BbOOpPKU. [locne omnpeneneHuss ypoOBHS
9KCKpeUMHu Koaa B UHIAMBUAYAJbHBIX MNOPLUUAX MOYU pPacCCYUTHIBAETCS
MUHTETrpaJlbHB U MoKa3aTedb — MeauaHa honypuu (tadba. 3.24). KocBeHHBIM
M MeHee HaJeXHBIM IoKa3aTeJeM BBIPAaXeHHOCTU HOAHOro aeduuurta
SIBJIISIETCSI pacnipocTpaHeHHOCTh yBenuueHnus LXK (306a) B aToii ke rpymnme

NeTei.

Ta6a. 3.24. DnuaeMuUOJOTMYECKUEe KPUTEPUU OLEHKU TAXKECTH HOAHOTO nedu-

HuTa B 3aBUCHUMOCTHU OT YPOBHA lona B Mmoye

MeauaHa KOHIEHTPAIMHU iioa B MoYe

BripakeHHOCTB HiogHOTrO NedunuTa .
B penpe3eHTATHBHOI rpynmne (MKr/)

MonHblil 1eULUT OTCYTCTBYET 6osee 100
Jlerkuit HonHBIN NeDULUT 50-99
YMepeHHbI oqHBIN nedbuuuT 20-29
Tsaxenvlit HonHBINK febULUT MeHee 20

B cooTBeTCTBUM C 3TUMU KPUTEPUAMHU MO maHHBIM 3a 2006 roma omHBII
neGUIUUT MPEUMYIWIECTBEHHO JIeTKOM, pexXxe YyMEpPEeHHOMN TIXEeCTU Oompene-
nsincst Ha Bceil Tepputopuu Poccuiickoit Pemepanuu, YKpauHbl, a TaKxke
MHOTUX cTpaH 3amagHoil W Boctounoit EBponsl (®Ppanuus, Wcmanus,
Bensrusi, Mranus). Cuektp M3 cymecTBeHHO OTIMYaeTCs B PeTrMOHAX
C pa3HOW BBIPAaXEHHOCTbIO HOAHOTro nedUUUTA U BapbUPYET OT TAXEIBIX
CTeNeHeld HapyUleHUs MCUXUUYECKOTO Pa3BUTHUSI N0 HEKOTOPOTO YyBeJauue-

HUS pacnpoCTpPaHEHHOCTU BYTUpPpEeOUTHOTO 30060a (Ttaba. 3.25).

Ta6a. 3.25. [peumymecTBeHHbI crekTp M3 Hmpu pasiMYHON BbIPaXeHHOCTH

iionHoro neduimuTa

Monubrit Meauana .
. CnexkTp 3a00eBaHuii
nedpuour onypuu
[Topoku pa3BUTHUSI HEPBHOU CUCTEMBI
PenponykTuBHBIE paccTpoiicTBa
Taxensrit < 25 MKr/n Bricokas nerckass CMEpPTHOCTh
3006
TumoTupeos
. THUpEeOoTOKCUKO3 B CpeAHE U cTapuieit
YMepeHHBI I 25-60 MKr/n
BO3PACTHBIX TpymIax
TUpEOTOKCUKO3 B cTaplieid BO3paCcTHOM
Jlerkuit 60-120 mMKr/n
rpymnime
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bnaromaps mMaccoBO#l OAHON NMpoduUIaKTUKE HOOHBIU NEeHUIUUT TJUKBHU-
nupoBaH B [lonbmie, Benuko6putanuu, PPI, crtpanax CKaHAUHABUWU,
Benuko6purtanuu, Kwurae, TypkmeHuu, ApMmMeHuUU, cTpaHax I XHOI
Amepuku. [TOCKOIbKY OCHOBHBIM METONOM HOAHOU MpodUTAaKTUKU SBJIS-
eTCcd HONMpOBAaHUE NUILEBOW NOBAapeHHON COJU, OCHOBHBIM KPUTEPUEM
JUKBUAAUUU HonHOro nedpuuuTa B TOM HUJIU MHOM pPEruoOHE SBISET-
CSl 4YMCJIO NOMAIIHMUX XO3AUCTB, MNOTPEeOAAOUIMX HOIUPOBAHHYIO COJb.
O nukBUIAUUU HoaHOTO gedUuLUMUTAa MOXHO TFOBOPUTh B CUTyallMMu, Korjga

ux gonst mpesbimaet 90 %.

3.9.2. NogoneduunTHble 3a60/1eBaHNSA LUUTOBUAHOM Xenesbl
3.9.2.1, Aupepy3Hbii ayTupeouaHsiti 300

DTHOJIOTUS

HaubGonee vactoit mpuuuHoi yBenuueHus LK (300a) siBasiercsi HOAHBI I
neduuur. 300, BoISABIASAEMbI M B perMoHax HogHoro nepuuura, o6o3Havyaer-
Ccd TEPMUHOM 3SHOemMuueckuii, B a B PpeTUOHAaX C HOPMaJIbHbBIM NOTpeOJeHUEM
iona — cnopaduueckuii. JJOCTAaTOYHO peaKO YHAEMMHYECKUU 300 cCBSI3aH He
canebuuutom ioma, ac geiicTtBUeM ApPYyrux 306oreHHbXx pakTtopoB (diaa-
BOHOMUJbl, TUOUMAHATHI). DTUOJOTUS CNOpaguyeckoro 3ob6a Majou3yyeHa
U, cylasli 1o BCeMy, reTeporeHHa. B yacTu ciiyyaeB OH CBSI3aH C BPOXJACHHBI-
Mu nedexrtamMu GEepMEHTHBIX CUCTEM, YYacCTBYIOILWUX B CUHTE3€ TUPEOUN -

HBIX TOPMOHOB.

AYTOKPUHHBIE MECTHbBIE ~
mon
TKaHeBble hakTopbi pocTa
HUP®-1, 3P, OPQ

L

I WoauvporanHble

| TANAB!
(tiodnakmor)
Mvnepnnasma TMPOUWTOB, CHHTE3 TUpeDHaHbIX
yBENMHEHME LIATORMAHOM rOPMOHOB, rMNepTpoding
*enesbl TUPOLMTOR
—— - CTUMYNSUMA —— - nonasnerue

Puc. 3.27. IlatoreHes itonoaeuiuTHOTO 3002
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ITaTtorenes

Haubonee u3yyeH matoreHe3 ikomoaeduuuTHoro 3o06a (puc. 3.27). Ilpwu
CHUXEHUHU coldepxaHus Hona B kaeTkax L[ 2K, B HUX cHUXaeTCs coldepxa-
HUe HOOMPOBAHHBIX JUMUIOB, TAKUX KaK HOOJaKTOHB (Tabua. 3.26).

DTU COeNMHEHUS OKa3bBalOT OJOKUpYoOIIee BIUSIHUE Ha MPOIYKIIUIO
MECTHBIX TKaHEeBBIX (akTOopoB pocTa (dNMHUAEPMalbHBI HUUHCYJIUHOIIO-
noOHBI pocToBOl pakTop 1, dakTop pocta dudbpobdaacTtoB). B pesynabrare
Npu HOAHOM NedUIUTE MPOUCXOMNMT UHTEHCUDUKAINUS MPOAYKIIMU ITUX
BEIIeCTB TUPOIUTAMU, CJIENCTBUEM KOTOPOW SIBIASETCS MX TUNMEPNIa3us.
NomonHuTenbHOe BAUussHUEe Ha yBenuueHue LXK yka3siBaeT cTUMynsiinus
TTI, koTopast HeCKOJIbKO BO3pacTaeT MPU TEHACHIUMN K CHUXEHUIO YPOB-
HSI TUPEOUTHBIX TOPMOHOB KPOBHU.

Audpby3HbBI 5YyTUPEOUTHBI M 300 HEOONBIIOTO pa3Mepa 1ajleKo He BCer-
Ia C yBEPEHHOCThIO MOXHO TPaKTOBaTh KaK SIBHYIO MaTOJIOTUIO, UJIU, MO
KpaliHeil Mepe, KaK CUTyallMlo, TpeOylolleil arpeCCUBHOM JIeyeOHOM TaKTH -
KM. DTO CBSI3aHO C TeM, 4YTO HoOpMaTuBb ob6bema L[ XK, ocobeHHO y neTeii,
SIBJISIIOTCSI MPEIMETOM OUCKYCCHUM.

DnuaemMuogorus

PacnpocTpaHEeHHOCTb 3aBUCUT OT BBIPaXEHHOCTU HoaHoro nepuuura. Tak,
€CJIM B PETUOHAX JIETKOro WOAHOro AeuunuTa pacnipoOCTPaHEHHOCTb dYTH-
peouagHoro 306a cocraBasieT nopsigka 10 % HaceleHUSsI, TO MPU TAXKEIOM
ionHoM neduuute oHa Moxer pmocturath 100 %. B oTaenbHBIX peruoHax
NOMOJTHUTENbHOE, HO, KaK MpaBUJO, He ONpeaessoliee 3HAUYCEHUE MOTYT
HUMETh HEKOTOpPble 3000reHbl (TamMOKa U MaHUOKA, COAEpXallUue TUOLMA-
HaThbl, KOTOpbIe YIOTPEOJSAIOT B NUILY B psifge adpuUKaAaHCKUX CTpaH).

Kiaunuyeckue nposiBjeHus

Kak mpaBuOo, OTCYTCTBYIOT 3a MCKJIIOUYEHUEM OTHOCUTEJIbHO PEAKUX CIY-
yaeB 3HAYUTeNbHOTO yBenuueHuss LK ¢ KOMIpecCCHOHHBIM CUHIPOMOM.
NHorga mauumMeHTH MNPEABSIBIASIOT XaloObl Ha HEMPUSITHOE OLIyIleHHUE
B o6JylacTu 1Ieu, XOTsI, C APYrOi CTOPOHBI, TAKOrO pOJa XaJoOBl OCTATOY-
HO peaKo cBsA3aHbl HemocpeacTBeHHO ¢ matosorueid HIXK. Bumumsiit 300
MOXeT CTaTh KOCMETHYECKOW MpobIeMOii, B CBSI3U C KOTOPOU MAIUEHTY

oOpamalTCcsd K 9HAOKPUHOJIOTY.

JluarHocTuka

[TauumenTtaM, y Kotopbix npu naabnauuu H[2K oOHapyXeH 300, Mmoka3aHO
Y3U X nng oueHku ee odbbeMa, a Takxe onpeneneHue yposHsa TTI nng
UCKJYEeHUd HapyuieHus ee yHkuuu. B Hopme o6bem LK y XeHIIUH He

npesBbimaetr 18 Mia, ay MmyxuuH — 25 ma. [Ipu ntudbdpy3HoM sayTupeouasHoM
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300e Xeje3a yBeauMyeHa 3a cyeT oOeuXx Aoyeil, IpM 3TOM y MalMeHTa ONpe-
nensieTrcsi HopMaidbHB U ypoBeHb TTI.

Tabn. 3.26. Auddy3HbIil 3yTUPEOUTHBINA 300

Haubonee yactag npuyuHa — HOOHBIN neduumr,
BDruonorus peako apyrue 3000oreHHbie ¢hakTOpPbl OKpyXalouiei
cpenbl ((p1aBOHOUIBI, TUOLIMAHATHI)

Tunepnnasusi THPOLUUTOB BCAEACTBUE UHTEHCUDU -
KalMU CUHTEe3a TKaHeBbIX (HaKTOPOB pocTa, MPOUC-
Xo4sasi B pe3yJbTaTe CHUXEHUSI UHTUOUPYIOLIEro
BJIMSHUS UHTPATUPEOUIHBIX COCAUHEHUN HHoaa

[TaTtoreHe3s

PacmpocTpaHeHHOCTh 3aBUCHUT OT BHIPaXKEHHOCTH
DN uaeMuonorus iiogHoro nebunuta: or 5—10 % HaceneHUSs MPU Jer-
KoM iogHoM nedunute, 1o 100 % npu TaxeaIoM

OCHOBHBIE OTCYTCTBYIOT, 32 UCKJIIOUEHUEM OTHOCUTEIbHO
KJIUHUYECKUE pEeAKMX clyyaeB 3HauuTeJbHOTO yBeauueHus LI2K
TMPOSIBIECHU S C KOMIIPECCUOHHBIM CUHIPOMOM

Nansmauusa LK, Y3U LXK, onpeneneHue ypoBHs
JAuarHocTuka

TTTC

AYTOMMMYHHBII TUPEOUIUT (MOBBIIIEHUE YPOBHS

AT-TIIO, runosxoreHHocts HI2K nmnoganusim Y3U,
HAubdepeHunanbHasg N

rMnoTupeos); 6one3Hp ['peiiBca (THUPEOTOKCUKO3,
IUaTHOCTHKA

DOIl); BausiHue 3000TeHHBIX paKTOPOB (NpueM

TUPEOCTATUKOB, MPenapaToB JUTHS)

IIpenaparsl itoma (100-200 MKr ionuma Kaaus),

cynpeccuBHAas Tepamnus MmpernapaTaMu JIEBOTUPOK-
Jleuenue

CHHa, KOM6I/IHI/I]I)OBaHHaH TEpanuda Honuaom Kanus
n JI€EBOTUPOKCHUHOM

BraronpusTHBIT; BO3MOXHO GOpMUPOBAHUE MHO-
[MporHo3 roy3jaoBoro 3060a u G yHKIIMOHAIbHOW aBTOHOMUU
12K (. 3.9.2.2)

AuddepeHunanbHass AMarHOCTUKA

XpoHuueckuit AUT Hepenko mporekaeT ¢ yBeaudyeHue obbema LHIXK (300
XamumMoTo), mpu 3ToM Y3U mo3BoisgeT BHISIBUTH XapaKTepHOEe U3MEHEHME
€e 9XOreHHOCTHU, B cbhiBopoTKe omnpeaensworcss AT-TIIO, anpu ropmo-
HalbHOM uccliefoBaHuu — runodpyukumus Ul K. [TocnenHsia He siBIsIeTCS
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00g93aTeNbHBIM NMPU3HAKOM, HO OYEHb LIEHHA AJS IUATrHOCTUKU. MHoOrue
3aboJieBaHUSA, NpoTeKalomue c yBeaunyeHuem obObema LK, compoBoxk-
namTcsg HapymeHueM ee GbyHkuuu (6one3Hbp IpeiiBca). B psage cinydaes
yBenuuenue L[2K oOycinoBieHo mpuemMoM 3000TeHHBIX MpemnapaToB (Ipe-
napaTtbl JUTUS, aMUOJAPOH, TUPEOCTATUKHU).

Jleyenue
Heb6onpmoe yBenuuenue L[XK 06e3 HapymeHusa ee GpyHKIUUU, OCOOEHHO
yJIUI MOXHUJIOTro Bo3pacTa, He Bcerjga Tpedyer tepanuu. bosiee akTUBHOE
JledyeHUEe TMOKa3aHO MOJOIBIM TMalMeHTaM. B permoHax HIEMHUYHBIM IO
nepuuuTy oma Ha NMEepBOM 3Tane MalMEHTY MPUHSATO Ha3HayaTh Mpe-
napathl ioma B dusuosorndyeckux goszax (100—200 Mkr BAeHb), Ha doHEe
npueMa KOTOPBIX OCYIIECTBJISIETCS AMHaMuuyeckas oleHka oobema LI XK.
O6biyHO B mpenpenax noayroma o6bem W[2K cymecTBeHHO yMeHbIIaeTcCs
UJIu HopMmanuzyeTcs. Eciaum 3Toro He mpoucxoauT, obCcyxaaeTcss HazHaue-
HUE MAalUueHTy CYIPEeCCUBHONW Tepalnuu mpemnapaTtaMu JeBoTUupokcuHa (L-
T4), BO3BMOXHO B KOMOMHAaUUU Cc npenapatamMu ioauaga kaausi. Ee uensnio
Aeasemcss TMONNEpPXaHUE HECKOJIbKO MOHUXEHHOTO UJIU HU3KOHOPMAJIbHO-
ro ypoBHsi TTI, B cBsA3M ¢ ueM mnpemnapaT HadHavaeTcst B ao3e 75-150 MKkr
B cyTKHu (puc. 3.28).

Ha ¢done Takoit Tepanmuum ymeHblieHue obObema ILIXK mnpoucxoaut
y 6oNbIIMHCTBA MalMmeHTOB. [locyie aToro obcecyxmaeTcs MepeBOa MalMeHTa
Ha MOHOTepamnmuio mpenapatTaMy HoAMAA Kajlusi, MOCKOJbKY Ilesecoobpas-
HOCTb IJIMTEJbHOW cynpeccuBHOU Tepanuu L-T4 coMHuTenbHA.

l Mucochyanuit aylrupeowquuﬁ 306

l T e

( Moaua kanwa * T
’ |

Y31 WwnroemaHol xenesw yeped 6 mecruee | YMeHblueHnE unW Hopmanu3aLuuma
= S obtema (LK

OTCYTCTBIE YMBH LILIEHUA MM AANLHSALIES YBENHIEHHE |
ofibema xenessl
I Woona kanuAa + L-T4 unu moHoTepanua L-T4

¥Y3W WMTOBUAHON HENE3b!
4epes 6 mecAueR

! CTORKAA HODMANNAALMA 06 REMA HBNBabl 5

Puc. 3.28. Jleuenue nuddy3Horo syTupeouaHoro 306a
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IIporunos

BraronpussTHBI, B OOJNBIUIMHCTBE ClydyaeB yKa3aHHBIe JiedeOHbIE MEpPOM-
puUsSTUS TO3BOJSIOT HopMaiu3zoBaTh o0bem II2K. B permonHax nerkoro
ionHoro geduuurta 1uddOy3HBIX F3YTUPEOUAHBIH 300 mgaxe MPU OTCYTC-
TBUM JIEUeHUST BeChbMa PEIKO JOCTUTAET 3HAYUTEIbHBIX CTENMEHEH U MPUBO-
OIUT K KOMIPECCMOHHOMY CHHIPOMY; yd4acCTH MNALUEeHTOB (GOpMUpYIOTCS
y3J10Bble 06pa30BaHMUSs, a B AaJlbHEeNHIIeM MOXET Pa3BUThCs GYHKIIMOHAb-
Hasg aBToHoMmus HIXK (ra. 3.9.2.2).

3.9.2.2. DyHKkLMOHaIbHasi aBTOHOMMWSI LLMTOBULAHOU >xesie3bl
Dynkyuonanvhas aemonomus (PA) LXK — 3To He3aBHUCUMOE OT PETYJIUPYIO-
UWHUX BIUSHUN runodusa NpoagyKLUUSI TUPEOUTHBIX TOPMOHOB NMPU OTCYTC-
TBUU BHEIIHUX CTUMYJIATOPOB.

DTHosorns

TMMpuuyuuoit passutusgs DA gaBasseTcs XpOHMYEeCKas TUNEPCTUMYISLUUS
L[ KX, mpoucxonsimasi B YCJIOBUSIX HOOHOTO aAeduUIUTa JeTKOW U yMepeH-
HOU TsaxecTu. OCHOBHON OTUOJOTHMYECKON TNOAOMIcKOW pa3Butus DA
SIBJISIETCSI MHUKPOTETEPOTEHHOCTh THUPOIUTOB, Yy KOTOPBIX CYINIECTBEHHO
oTauvaeTcs nmponudepaTuBHBIN moteHuuman (trabax. 3.27).

Ta6n. 3.27. ®yHKUMOHaAJIbHASI aBTOHOMMUS IIMUTOBUIHOMN XeJe3bl

Xponuueckas runepcrumynasinus L[2K B ycnoBusx
DTHOOTUS JIETKOTO MJIM YMEPEHHOTO ioaHoro nedunura Ha GpoHe
npoiudepaTUBHON MUKPOTETEPOTEHHOCTU THUPOIMTOB

AxTuBupywinue myrauuu (peuentopa TTI, a-cyos-
ITaTorenes eIMHUIBI KacKaga afeHUIaTIUKIA3bl), MIPUBOIAIINE
K aBTOHOMHOMY (GYHKIIMOHUPOBAHMIO TUPOILUTOB

B itoqoneUIMTHBIX peTUOHAX B CTPYKTYpe TUPEO-
TOKCHKO3a KOHKYPHPYET MO PacIpOCTPAaHEHHOCTH
c 6ose3Hbplo ['peiiBca U SABISIETCS OCHOBHOM MPUYM-

DONUIEMUOIIOTUA . .
HOW TUPEOTOKCUKO3a y MOXMUJBIX Jlogeil. B pernonax
C HOpMaJIbHBIM TOTpebJieHUeM iona BCTpedaeTcs
peako

OCHOBHBIE CuMITOMAaTHKA U OCJIIOXHEHUSI TUPEOTOKCHUKO3a;

KJIMHUYECKUE XapaKTepHO MJIUTEJIbHOE CYOKIMHMUYECKOE OJIMTO-

NPpOABICHUA CUMIITOMHOC TEYCHUCEC
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Okonuanue maba. 3.27

TTTi; T4 u/unu T3T; y3/70BOl UJIU MHOTOY3JOBOM
300; «ropsiyMe» y3JIbl MPU CHUHTUTPAdUU; OTCyTC-

JIuarHocTuka
TBUE aHTUTeN K peuentopy TTI, oTcyrcTBUe 3HIOK-
pPUHHOI odTanbMomaTUu
OuddepenumanbHas Bonesusp I'peiiBca, pexe apyrue 3abojeBaHus,
NUarHOCTUKA NMpoTEeKaIIe C TUPEOTOKCUKO30M
13
JleueHue Tepanus ~M, xupypruyeckoe (TUPEOUAIKTOMMUS)

BcenencTBue OTHOCUTENBHO MO3AHEH NUATHOCTUKU

U OJIUTEIbHOTO CYOKIMHUYECKOTO TEYEHUSI Y MHOTHUX
IMporuo3s MalMeHTOB Pa3BUBAIOTCS OCHOXHeHUs (pubpumnmis-
Lus Mpeacepauii, OCTEOMOpPO3), KOTOPhIE Mpeaompe-
IENsIOT MPOTHO3

5

ITaTtorenes

Drtanel matoreHe3da ®A IIX mnpeacraBieHs Ha puc. 3.29. B ycinoBusax
JIETKOTO ¥ yMepeHHoro HomHoro aedunmra IH[XK HaxoauTcsi B cocToOsi-
HUM XPOHUYECKOU TUMEPCTUMYISIIUM, MOCKOJbKY JOJIXHA 0OecnmeYynuBaTh
OpraHM3M TUPEOMAHBIMM TOPMOHAMM NPHU HEIAOCTATOYHOM MOCTYNJIEHUU
HeoOXomMMOTO cybGcTpaTa AJisi MX CHMHTe3a WM3BHe. BcieacTBue 3TOro Ha
I-M o2Tame, NpPEeUMYIIECTBEHHO BCJIEACTBUE TUMNEPTPOGHUU TUPOLUUTOB
(puc. 3.27) npoucxonut nudpdysHoe ypenuuenue LXK {dupgysnsiii symupe-
oudnwlii 300). B cuiny TOro, 4To TUPOLUTH 06NagalT pa3HbIM Npoiudepa-
TUBHBIM MOTEHIIMAJNOM, B JaJlbHEeWIIeM 4acTh U3 HUX ACJIUTCS Oojiee aKTUB-
HO, B pe3yjbTaTe 4yero GpopMuUpylOTCS Y3JOBble 0Opa30BaHUS {MHO20Y31060l
symupeoudnsiii 306). Ha crnenyrowmem sTane vyactbh kjgetrok UK (nmpu 3tom
He Bcerga cocTaBislomasi y3JoBbie oOpa3oBaHUs) MpuobpeTaeT CBOWCTBA
ABTOHOMHOTO GYHKIIMOHMPOBAHUS, TO €CTh HAYMHAET NPOU3BOAUTH TUDE-
OMJAHBIC TOPMOHBI HE3aBUCUMO OT KaKUX-TUOO PEeryJsITOPHBIX BIUSHUIA.
Cuyuraercsi, YTO MNPUYMHONW OTOr0 SABISACTCS pPa3BUTHE AKTUBUPYIONUX
COMATUYECKUX MYTallUW JEAANIUXCsS KJIETOK, B reHeTHUYECKOM ammaparte
KOTODPBIX 3aMa3AbiBalOT pemapaTuBHBIe mpouecch. Cpelr aKTHUBHUPYIO NI UX
MyTallMii K HAacTOsIeMy BpeMeHHU OoNMUcaHa MyTaunus reHa peuentopa TTT,
pe3yabTaTOM KOTOPOi SABIAsAeTCS KOHGOPMAIMOHHOE U3MEHEHUE PELENTO-
pa B CTOWKOEe aKTUBHOE COCTOSIHME, a TAKXE MYTallUsi, IPUBOOSIAs B aK-
TUBHOE COCTOSIHME a-CyObeAMHUIY MOCTPEIUENTOPHOTO ajeHUTATIIUKIA3-
HOTO Kackana. Pe3ynbTaToM 006eMX MyTallMi SBJISETCS CTOMKAss aKTUBAI[UsI
CHUHTE3a TUPEOUJTHBIX TOPMOHOB B U3MEHEHHBIX TUpeOIUTaX. B pe3ynbTare
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OcCHOBHblIE
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F AMGOY3HBIA | MHOrOY3noBOiA MHOrOy3/10B0i MHOrOy3/1080#
3 ©9 = |ayTupeoupaHbiii| 3YTUPEOUAHDINA 3YyTUPEOUAHDbIN TOKCUYECKUit 300
5 306 306 300
\g («ropsiume» yansbi)
(9]

Puc. 3.29. IlaroreHe3 (GpyHKUMOHAJIbHOW aBTOHOMHUHU IIMTOBUIHON XKeae3bl
(9Tambl €CTECTBEHHOTO me4eHus Hododepuuumnozo 306a)

3Tux npoueccoB B LXK cHavana dopMupyloTcsa «ropsyude y3Jabl», a Koraa
KOJTMYECTBO aBTOHOMHBIX KJETOK NMPEBBICUT HEKUW MOPOTOBBIN YpOBEHbD,
pa3BuUBaeTCsd CYOKIMHUYECKHUI, a 3aTeM MaHUDECTHBI I TUPEOTOKCUKO3 CO
BCEWW €ro CUMINTOMATUKOM.

Becr mpouecc dpopmupoBaHus PA 3aHMMaeT MHOTME TONBI, a yalle
NEecCATUNEeTUS, B CBSI3M C YeM OHa MaHUGECTUPYET YJAUIl MOXUIOTO BO3-
pacTta, vame crtapme 60 mer. [laToreHeTM4YeckKoil OCOGEHHOCTHIO THUPEO-
TOKCHUKO3a NMPpU GYHKIMOHAIbHOW aBTOHOMUU B oTnuvyue ot bl saBasercsa
NJIUTENIbHOE CYOKJIMHUYECKOE TeueHUue, MpeallecTBylOllee MOCTENMEeHHOMN,
OJIUTOCUMIITOMHON MaHUMEeCTallUU SIBHOTO TUPEOTOKCUKO3aA.

DnuaeMuoJorusa

B itononebunutHeix peruonax @A LXK sBasiercs KoHKypupylomeir ¢ bl
Mo pacnpoCTPaHEHHOCTU MPUUYMHON TUPEOTOKCUKO3a. B peruoHax ¢ Hop-
MaJibHBIM MmoTpebieHUEeM Hoxa BcTpevyaeTcs BecbMa penko. OcobeHHoOcCTH
nmatoreHesa mnpeaomnpenensiot Tot ¢akt, yto DA BcTpeuaeTcs MpeuUMy-
LeCTBEHHO Y JHUL MNoXujoro Boszpacta. Cpeiu MNOXHUIBIX JIOAEH B Hoxo-
nebuuUTHBIX peruoHax DA sBIsieTCsI OCHOBHOM M KJIMHMYECKU Haubosee

3HAYUMOW MPUYUHON TUPEOTOKCUKO3A.

Kiaunuyeckue nposiBjeHUs

OnpenensiloTcsi CUHAPOMOM THUPEOTOKCUKO3a U €ro OCJOXHEHUS-
MU. B 1mesroM cuMmToOMaTHKa CXONHa ¢ TaKoBOW mpu Oone3nu [peiiBca.
OCHOBHBIMU OTJIUYUSAMU ABISETCSI OTCYTCTBUE (B CBA3M C NIPUHLUNUATD-

HOW HEBO3MOXHOCTbIO pa3BI/ITI/I$[) 3H,E[OKpI/IHHOI71 O(bTaJ'[I)MOHaTI/II/I, a TaKX¢
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OJUTO- UMW JOaxXe MOHOCHUMITOMHOE TedyeHHe 3aboeBaHUS U pPa3BUTHE
B MOXMJIOM Bo3pacTe. MHOrMe HalMEeHTH YyKa3blBalOT, UYTO B NPOLIJOM
Yy HUX BBISIBASIIUCH y3J0Bbie oOpa3zoBaHus LI2K 6e3 HapymeHus ee GpyHK-
uuu. Ha mepBBI#l maaH MOTYT BBICTYNMAaTh TaKMe CUMITOMBI, KaK CHUXEHUE
aTnmeTUTa, NOXyOeHUE, MblIieyHasi cinabocTh, cyodedbpunurer. Hepenko
DA ManubecTUpyeT HapymIeHUIMU puUTMa cepaua (GUOPUAASILUS TMpea-
cepauii), KOTOpBIE MAaTOTeHETHMYECKW CBI3aHBl C IJIUTEIbHO, NOpPOI Ha
NPOTSIXXKEHUU JecsITHU JeT U 6ojiee, CYMECTBYIOIM MM CYOKIMHUUYECKUM
TUPEOTOKCHUKO30M.

JImarHocTuKa

[Ipy TOpMOHaJBbHOM UCCIEAOBAHUM BHISABIASECTCS CYOKIMHUYECKUN HUIU
MaHUudecTHB I TupeoTokcuko3, npu Y3U I[XK — yame MHOTOy3JO0BOIW,
pexe y3noBoil 306. Ilo pesyabTataM cuuHTurpadum LXK Beigensiior Tpu
BapuaHTa (QYHKIMOHANbHOW aBTOHOMMUU: YHUPOKarbHyw (Yy3TO0BOUW TOKCH-
yeckuit 300; cM. puc. 3.9 B), myasnugokassHyr) (MHOTOY3JO0BOW TOKCHUYEC-
Kuii 300; puc. 3.30 a) u duccemunsviposauuyro (puc. 3.30 6).

TlepBBlit U BTOPOW BapMaHTBl OTAMYAIOTCS YMCIOM <«TOPSAYUX» Y3JIOBBIX
obpa3oBaHMIi. B mociaenHeM cliyyae, KOTOPBI BCTpPe4YaeTCsd OTHOCUTEIbHO
penkKo, KJIMHUYECKHU 3HauuMbie y3abl I[XK orcyrcTByloT, n1u60 30Ha TUIE-
PAKKYMYJISIUUU 99" Tc ne COOTBETCTBYET Y3JIOBBIM O00Opa30BaHUSIM, BBISIB-
nssemMbiM npu Y3U. DT1oT BapuaHT @A ObiBaeT TpyaHo nudpbepeHIUPOBATH
c 6one3nnio IpeiiBca.

|

Puc. 3.30. Cuunturpadpus XK npu GyHKIMOHATbHONW aBTOHOMMMU: a) MYJbTHU-
dokanbHass aBTOHOMMUSI (MHOTOY3JIOBOW TOKCHYECKUW 300); 6) AMCCEMUHUPO-
BaHHasi aBTOHOMMSI
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AuddepenunanbHas ITMAaTHOCTUKA

HaubGoyiee yacto BO3HUKAET HEOOXOAUMOCTb BaubdepeHUUMaNbHOW AUa-
rHoctuke ®A u 6one3nu I'peiiBca (BI'), mockoabKy 3a0o0JeBaHUS, MPOTE-
Kalolue ¢ 1eCTPYKTUBHBIM TUPEOTOKCHUKO30M, AOCTATOYHO NMPOCTO OTJIU-
YUTh MO faHHBIM cuuHTUrpaduum UK. NIpunuuns nuddepeHumansbHoO
nuarHoctuku ®A u Bl nmpeacraBiaeHs B Tabn. 3.28.

Ta6n. 3.28. JuddepeHuualbHass 1UarHocTuka GYHKIMOHAJIbHOW aBTOHOMUHU
MUTOBUIHOM XeJle3bl U 0oje3Hn ['peiiBca

Bouaesuns I'peiiBca

DyHKuMoHaANbHAsA aBToHOMEA 112K

AyTOUMMYHHOe 3aboJieBaHUE

MononedunutHoe 3a6oneBaHue

Ouddy3ubiit 306

MHoroy3snoBoii 300

Mononoit Bo3pact

IToxwunoit Bo3pacTt

KopoTkuit aHamHe3

B aHaMHe3e 2yTUpPEOUAHBII 300

DHAOKpUHHAas opTarbmMonarus

Her

MaHudecTHas KIUHUKA

Onuro- UIM MOHOCHUMIITOMOE TeYEHUE

AHntutena k peuentopy TTI

OTCYyTCTBYIOT

Ouddy3HbI 3aXBaT 99" Tc¢

«opsguune» y3nel

Pemuccus nmocie Kypca Tupeocrta-
Tudeckoil Tepanuun 'y 15-30 % maum-
€HTOB

KoncepBaTuBHas Tepanus Gecrnepc-
MeKTUBHA

Jleuenune

Ilpy KOMIEHCUPOBAHHON PYHKUMOHAIbHOU aBTOHOMUU («TOPSTUME» Y3
npu HopMaiabHOM ypoBHe TTI) y moxXunblXx mauuueHTOB HauboJjiee onpas-
JaHaTaKTHUKa aKTUBHOTO HabGnoneHus. [Ipu MaHubecTUpoBaBUIeM TUPEO-
TOKCUKO3€ TUPEOCTaTUUYECKasd Tepanus MOXET UCMOJIb30BAThHCS TOJABKO IJ5
BpeMeHHOU Omokanb LI2XK u nocTuxeHUs s3yTupeosa, NMOCKOJbKY OTMEHa
TUPEOCTATUKOB, BHE 3aBUCHUMOCTMU OT TOTO, KaK JOJITO OHU MUCIOJb30Ba-
JIUCh, MPUBENET K BO3BPAaTy THPEOTOKCHMKO3a. MeToILOM BBIGOpa JNEeYeHHUS
DA gaBnsieTcs Tepanus 1311. B kauecTBe anbTepHATUBB MOXET paccMaTpH-
BaThCs THPEOUIIKTOMMUS TMOCTEe NOCTUXEHUS dyTUpeo3a Ha HoHe mpuema
TUPEOCTAaTUKOB (THaMa30Jl, NPONMUJITUOYPALIUT).
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o 5 10 15 2 25 30 35 40N poas
Helenw BHYTPUYTPOGHOTO Pa3BUTHS

Puc. 3.31. OcHOBHBIE 3Tanbl pa3BUTHUS LIEHTPaJbHOW HEPBHON CUCTEMBbI M IMPO-

NYKLUS THPOKCUHA UIMTOBUAHOM Xejae30i MaTepu U IIoaa

IIporuos

Bcneucnme OJIUTEIBbHOTIO CyﬁKﬂI/IHI/I‘iCCKOFO TCYCHUIA THUPCOTOKCHUKO3a
npu DA Yy MHOTMX NMaMMUECHTOB YX€ Ha MOMCHT IMAarHOCTMUKHU MOTYT BBIAB-
JNATbCS TaKUE OCJIOXHEHUS, KaK GuOpunasgsuusa npeacepaiuid M oCTEOIO-
po3, KOTOpblie MpeaomnpeneasitoT nporHo3. Ilociae paauMKajJlbHOTO JEeUYEHMUS
(tepanus MpU yCJIOBUU MOAAEPXKAHUSI CTOMKOro 3yrupeos3a Ha ¢GoHe
3aMECTUTEJbHON Tepanuu nmpenapaTaMu TUPEOUJHBIX TOPMOHOB KayecTBO
XKMU3HU MaMUCHTOB CTpagacT HE3HAYUTCIbHO.

3.9.3. HapylieHns ncuxmyeckoro n pumsnyeckoro pas3Bntud,
CBA3aHHble C gednunMToM noaa

DTHOJOTHSA

TupeouaHbie TOPMOHBI HEOOXOMMMBI IJisl aAfeKBaTHOTO pPa3BUTHUS O0OJb-
WHUHCTBA CTPYKTYpP LEHTPalbHON HEPBHOW CUCTeMBbl, a UX AehUUUT Ha
HayalbHBIX dTamaxXx e¢ GOPMUPOBAHUS B 3aBUCUMOCTU OT BHIPAXEHHOCTH
MOXET MPUBOAMTH K TSAXENOW NMCUXMUYECKOW peTapaalnuu (HeBpoJOruyec-
KM KPETHUHHU3M), aTakXe K MeHee IpyOBIM HapylleHUSM (MMOTPaAaHUYHOE
CHUXeHue uHTeanekrta) (tabr. 3.29).

ITaTorenes
LK y nnoga HayuHaeT Npou3BOAUTb T4 Toabko Ha 15-18 Hemene BHYT-

pUYTPOOHOTO pa3BUTHUS, CIEAOBATEIbHO, pa3BUTUE HEPBHON U APYTUX
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CHUCTEM IMJOoJa KaK MUHHUMYM OO0 3TOr0 CTpokKa OGecneyMBaeTcss 3a CYET
TUPEOUIHBIX TOPMOHOB Marepu (puc. 3.31). B cBA3u ¢ 3TUM NPOAYKIHUS
T4 y XeHUMHB OyKBaJbHO C MEPBBIX HeAelb OEPEMEHHOCTH BO3pacTaeT
npumepHo Ha 40 %.

Mpu tsaxenom iogHoM aebuuute ypoBeHb T4 y KEeHUMHBI MOXET
OBITh CHUXEH elle A0 HacCTynJeHHUsT OEpeMEHHOCTH, B Claydyae HACTYII-
JeHUs KoTopoit meduuur T4 okaxercs CTOJb BBIPAXEH, YTO MPUBEIET
KTAXeJNeHU UM HAapyWEeHUSAM pa3BUTHUsA, KOTOPpOe 0603HAYAETCS TEPMHU-
HOM Heépoaozuteckuti kpemunuzm. HapylieHue TNCHUXUYECKOTO pPa3BUTUSA
Npu 3TOM CBSI3aHO HE C HEJOCTATOYHOCTHIO MPOAYKLUUH COOCTBEHHOTO
T4 y nmaoma, acero TAXeabiM AeGUIUUTOM BINEPBO MOJNOBMHE Oepe-
MEHHOCTHU. B CBsI3M ¢ 3TUM B OTJIHUYUE MUKCEOeMANO3H020 Kpemunusma,
KOTOPBHIM CBsA3aH C HapylmleHMEM pa3BUTHUsA y mioga cobcrBeHHo# LXK
(cM. m. 3.6.2) u pa3BMBaEeTCsd MOCTHATAJbHO, MPHU HEBPOJOTMYECKOM Kpe-
TUHHU3ME y HOBODPOXJAEHHBIX OTCYTCTBYeT HapymeHue ¢yHkuuu MIXK.
Kpome TOro, mpu HEBPOJOTMYECKOM KPETHHHU3ME, B OTJIHUYUE OT BPOXK-
NEHHOTO THUMOTHUpEO3a, Tepamus MpernaparaMui THUPEOUAHBIX TOPMOHOB
HeddhekTUBHA, NOCKOJIbKY Pa3BMBAOIIKECS HA HAaYalbHBIX 3Tanax omM0-
puoreHe3a HEBPOJOTMYECKHME HAPYIIEHUSI HEOOGPATUMBI.

IMpu nerkom HoaHoOM aedUIUTE YPOBEHb TUPEOMAHBIX TOPMOHOB
y KEHUMHB BHe OepeMEHHOCTH OCTaeTcs B HOpMe, mockoabky LXK
B OOBIYHOM COCTOSIHUM JOBOJBHO JIETKO €ro KoMmneHcupyeT. Ho Bo Bpems
GepeMEHHOCTH MOTPEGHOCTh B TUPEOMAHBIX TOPMOHAX 3HAYUTEIBHO BO3-
pacraer, BCJEACTBUE YeTO MPOAYKUUsA T4 MOXET He JOCTUTraTh HEOOXOMM-
MOTO YPOBHSI, XOTSI M HE BBIXONUT 32 paMKU pedepeHCHBIX 3HAYCHU N DI
9TOTO ropMoHa. DTOT peHOMeH 0GO3HAYAETCHA TEPMUHOM OMHOCUMEAbHAA
2ecmauuonnan 2unomupoxcunemus. Ee pesyibTaToM MOrYT cTaTh Iorpa-
HUYHbIE HAapyWEeHUS MHTENJEKTYaJlbHOrO pa3BUTHS, He NOCTUTalOLIUE
YPOBHS TSAXEION ONUTODpPEHUU.
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Ta6a. 3.29. HapyuieH uss NMCUXUYECKOTO U (pU3MYECKOTO Pa3BUTUS, CBSI3aHHBIE
¢ nepuuuToM itona

Jdeduunut MaTepUHCKUX TUPEOUJIHBIX TOPMOHOB Ha
3Tane GOPMUPOBAHUS HEPBHOI CHCTEMBI MIOAa

Dtroyorus

Tlpu TsaxenoM iHoaHOM nedUIIUTE TUIIOTUPEO3 y Oe-
pPEMEHHOM XEeHIIMHBl MOXET MPUBECTH K HEBPOJIOTU-
YeCKOM KPETUHHM3MY; MpPU JIeTKOM HOoaHOM aebuute
MMatorenes y 6epeMeHHO#l He MPOUCXOIUT JOJXKHOTO MOBBILIEHM S
ypoBHSI T4 (oTHOCHUTENbHAs recTallMOHHAs TMIOTUPOK-
CUHEMMsI), YTO HECET PUCK CHUXEHUSI UHTENJIEKTyalb-
HOTO pa3BUTHUs peOeHKa

B Mupe okoi0 20 MJIH. YeT0BEK UMEIOT YMCTBEHHYIO

OnuaeMuoaorus N
OTCTAJIOCTh BCieACTBUE neduumura iona
OcHOBHbIE HeBponornyeckuit KpeTUHU3M: OJTUTOGDPEHUS, TIYXO-
KJIUHUYECKHE Ta, KOcoTrJia3ue, cnacTuyeckas numnierus. [mnorupeos
MPOSIBJICHUS OTCYTCTBYET
Ipodunakruka BceoOuiee fogrpoBaHue NMUILEBO MOBEPEHHON coyiu
n HeBponoruvyeckue u mcuXxu4eckue HapyuieHus,
OTHO3 .
P CBsI3aHHbIE C HOAHBIM NePUIUTOM HEOOPATUMBL
DNuaeMuoJ0THA

B Mupe okono 20 MJIH 4eJOBEK UMEET YMCTBEHHYIO OTCTaJOCTh BCJIEACTBUE
nebunurta Koma. OUEHUTHh BKJaAl JErkKkoro MWomaHoOro meduluTa B paclpo-
CTPAHEHHOCTbh MOTPAaHUUYHOTO CHUXEHUS HHTEINEKTYaJlbHOTO pa3BUTHUS
NOCTATOYHO CJOXHO, T€M HE MEHee B pPEerMoHax YMEPEHHOTrO U JIETKOro
iiogHoro nedMUIMTAa UHIAEKC MHTeNJNeKTyalbHoTro pa3Butus (IQ) mereit
M MONPOCTKOB MpuMepHo Ha 10 % HUXe, 4eM B peruoHax ¢ HOPMaJbHBM
norpebieHueM Hona.

Kinnuyeckue mnposiBjieHus

OCHOBHBIMU TPOSBACHUSIMU HEBPOJOTMYECKOTO KPETHUHU3MA SIBISIOT-
¢ onurodpeHUs, TAyXoTa, clacTudyeckas AUIMJETUs UIU TeTpamjerus,
a Takxe kKocornasue. [Mnmotupeos orcyTcTByeT. [1OCKOMbKY MAallMEHT 4aCTO
MPOOOJIXaeT MPOXMUBATh B YCIOBUAX WOTHOTO AeduIUTa, Yy HETO GOpPMU-
pyeTcs 300.
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JIlmarHocTHKa
HCBDOJ’IOI’VI‘{GCKVIﬁ KPETUHU3M JUATHOCTUPYETCId Ha OCHOBAaHMU TUINUY-

HBIX KIMHUYECKUX MPOSIBIEHUN Yy MAalIlUEHTOB, NPOXMUBAUUX U POXKIEH-
HbIX B PErMoHax TAXeJoro WonaHoro aebumura.

JduddepenuuaipbHas IMATHOCTHKA
[MpoBOoaAMTCS C HEBPOJOTHUYECKUM KPETUHU3ZMOM, MPU KOTOPOM HUMEIOTCSH
Ipyrue MpUYMHB ONTUTOGPEHUU.

IIpodunakTuka

OCcHOGHbIM METOIOM MAacCOBOW HOAHOW NMpOoPUIAKTUKU, KOTOPHBIA MOKa-
3a] CBOIO 3G(GeKTUBHOCTh M peKoMeHaAoBaH BO3, aBiasercs iomupoBa-
HUEe MUIIEeBOW MoBapeHHOUW coiu. B kauecTBe MHIAMBUAYaJbHOW HOZHOMU
npodunakTuku OEpeMEHHBIM U KOPMSAILIUM XEHIIMHAM PEKOMEHAYETCSH

NOMOJHUTENbHBI TpueM (GU3UOJOTUYECKUX A03 Homa (HOOUA Kanus
150-200 Mkr/cyT).

IIporuos

HeBponornyeckue ¥ NCUXUYECKME HApYIIEHUS JIOOONH CTENMEHU BbIpaXeH-

HOCTU, CBSI3AHHBIE C HONHBIM I[e(I)I/IHI/ITOM, HeOGpaTI/IMbI.

3.10. AMNOJAPOH-MHAOYUNPOBAHHbIE
TUPEOTATUN

Amuooapon (KOopnapoH) WIUMPOKO MCHOJb3yeTcsl Kak 3(pdbeKTUBHOE NPOTHU-
BOAPDUTMHUUYECKOE CPENCTBO U BO MHOTUX CUTYaI[USIX SIBISETCS MpemapaTom
BbIOOpa, NMPU 3TOM JOCTATOYHO YaCTO BbI3bIBAET pPsJl UBMEHEHUN MeTabo-
Jv3Ma TUPEOUIHBIX TOPMOHOB u matosoruto HIXK (ta6xa. 3.30).

DTHOJOTHSA

AMUOIAapOH COAEPXMUT GoJblioe KoaudyecTBOo Honma (39 % Beca) u sABAsIET-
cs1 0eH30(hDYpaHOBBIM NPOU3BOJAHBIM, KOTOpPOE IO CTPYKType IOXOXE Ha
Mousiekyny T4. Ilpu npuemMe aMuogapoHa B OpraHM3M €XEJHEBHO MOCTyma-
er 7—21 r iioma (dusumonoruvyeckass moTpedHOCTh B iome okoyo 200 MKr).
AMuOnapoH B OOJBIIMX KOJMYECTBAX HaKaNJMBaeTCsl B XUPOBOW TKaHHU
M MeYeHU; TNEepUuOoJ ero IMOJYBBIBEAEHUS COCTaBJSeT B CpeaHeM 53 nOHA
u 6osiee, B CBI3M C YEM aMUOJAPOH-UHIAYLMPOBAHHbBIE TUPEONMAaTUU MOTYT
BO3HMKATh CIYCTS NOJTroe BpeMs MoOcCJe OTMEHBI Mpemapara.
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ITaTtorene3s

AMUOIapOH BMEIIMBAETCS B OOMEH W PEeTyJNSIIUI0 TUPEOUTHBIX TOPMOHOB
Ha BceX YpOoBHAX. WHTUOUDPYs neiloamHa3y 2 Tula, OH HapymaeT KOHBep-
cuto T4 B T3 B TUpoTpomonurtax runodusa, B pe3yabTaTe 4Yero MpPOUCXO-
MUT CHUXEHUE UYYBCTBUTEIbHOCTU TUModU3a KTUPEOUIHBIM TOPMOHAM.
B cBsI3M ¢ 3TUM y MHOTHUX MAaIlMEHTOB, MOJYyJYalONUX aMUOIapOH, OCOOGEH-
HO B Hauajie Tepamuu, ONMpenesieTcss HeKoTopoe moBbimeHue ypoBHs TTT
MpU HOPMAJTbHOM YPOBHE THPEOUAHBIX TOPMOHOB (3ymupeoudnas eunep-
mupomponunemusi). Haubonpbumylo KIMHUYECKYO TMNpobJieMy TpeaAcTaBIsieT
aMUONAPOH-UHIYIIUPOBAHHB U TUPEOTOKCHUKO3, MPU 3TOM CYIIECTBYET ABa

BapuMaHTa 3TOTro 3ab00eBaHUS.

Ta6n. 3.30. AMMOOapOH-UHAYLMPOBAHHbIE TUPEONMATUH

ConepxxaHue B aMUOmapoHe OOJBIIOTO KOJIUYeC-
DTUONOTUSA TBO Iiofa M CXOACTBO MO CTPYKTYpPE C MOJIEKYJIOil
TUPOKCHHA

Mon-uHAYLMPOBAHHBII TUPEOTOKCUKO3, Mpsi-
IlaTtorenes MO€ TOKCHYECKO€e OeiCTBUE Ipenapara Ha THPO-
LIMTHI, MpOBOKalus nporpeccupoBanus AUT

DIUIEMUOIOTHS 30—50% mauuMeHTOB, MOJYy4YalIUX aMUOAapOH
OCHOBHBIE KJIMHUYECKUE CuMNTOMaTHKa TUPEOTOKCHUKO3a MM THITOTH-
MpOABIEHUS peos3a; 4acTo 6€CCUMIITOMHOE TeYeHUE

JIuarHoCTHKA Ouenka pyukuuu 2K, cunaturpadpusa LXK

DyTupeouaHass TUIEPTUPOTPOTIUHEMUS VS.
OuddepenuumanbHas MCTUHHBIM TMIOTHUPEO3; | vs. 2 TUI TUPEOTOKCU -
NIUarHOCTUKA KO03a, a TakXe aApyrue 3aboyieBaHUs, TTPOTEKAIO-
1Me ¢ THPEOTOKCUKO30M

IMoswimenue ypoBust TTI mpu HopmanbHOM T4
Ha ¢oHe mpueMa aMHUOJapoHa JIeYeHUsT He Tpe-
OyeT; MpW TUMOTHPEO3e MOKa3aHa 3aMeCTUTETb-
Has Tepanus. TupeoTokcukos | Tuna — TUpe-
JleyeHue OCTATUKU, TEPANMUs  \ WJIU TUPEOUNIKTOMMUS
rnocJjie JOCTUXEHHUsI dYyTUpeo3a; TUPEOTOKCUKO3
2 TUMa — TJIIOKOKOPTUKOUIBI, MPU AJTUTEIBHOM
OTCYTCTBUU B PeKTa U pelHUIUBUPOBAHUNU —
TUPEOUAIKTOMHUS

IIporuo3s BrnaronpusTHBI
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AMHOIAPOH-VHAYUUPOBAHHBIN TUPeOTOKCUKO3 1 tuma (AMUT-1) pazBuba-
eTCs BCJENCTBUE MOCTYMJIEHUS B OpPraHU3M M30bITKA iHoga, TO €CTh MO CYTH
nejia, pedb UAET O HON-UHIYUMPOBAaHHOM TUpeoToKcuKko3e. OH BO3HMKaAET
Ha (GoHe NMpeAcCyLleCTBYIOIIEro MHOIOy3J10BOro 306a M GyHKIMOHAJIbHOMH
aBToHoMuu U[XK wunum xe peub umaer o6 mHaAykuuu MaHudecrauuu BT.
AMHOLAPOH-VMHAYUIUPOBAHHBIN TUPEeOTOKCUKO3 2 Tuna (AMMUT-2) BcTpeua-
€TCs 3HAaYUTEJbHO Yalle U OOYCJIOBJIEH NMPSIMBIM TOKCUUECKUM NEUCTBUEM
aMuoJgapoHa Ha TUPOUMTHI, B pe3yjbTaTe Yero pa3zBuBaeTcs cneuudbuyec-
KU TUPEOUAUT C AECTPYKTUBHBIM TUPEOTOKCHUKO3OM U NMpPUCYLIEd eMy
¢aszHocThlO TeueHUs1. HakoHel, B pe3yabTaTe NpueMa aMHOJapoHa MOXET
pPa3BUTbHCS TMOOTHPEO3; MOCKOJbKY OH yallle BCEro BCTpeYaeTCs y XEHUIUH
cnpeacyumectBytoumuM HocuteibctsomM AT-TIIO, peub, cyass mo Bcemy,
uaeT 00 UHIYKI MU U30BITKOM ifona nmporpeccupoBaHus AUT.

DNnUuaeMuoaorusa

Te unum MHble U3MeHEeHUs co cTOpoHbl LK paHOo MJIM MO3IHO BO3ZHUKAIOT
y 30-50 % manueHTOB, MOJyyaBmWIKUX amMuonapoH. Yame Bcero pedb HIET
00 2YyTUPEOUAHONW TUNEPTUPOTPONUHEMUU, KOTOpasi He TpeOyeT aKTUB-
HBIX Je4eOHBIX MepompHusATUU. B permoHax ¢ HOpMAaJXbHBIM U BBICOKHUM
norpebJeHUEM oda OTHOCUTEJNbHO YaCTO BCTpEYaeTCss aMUOJAapPOH-UHIY-
LUPOBAaHHB TUNMOTUPEO3, B HONONEePUUUTHBIX PETUOHAX — aMUOLApPOH-
MHIYUUPOBAHHBIM TUPEOTOKCUKO3.

KnuHudyecKkue MNpPOSAIBIEHUS

Onpenensitorcd GyHKUUMOHaNbHBIM cocTtosiHueM I[2XK. T'umorupeo3 uauie
BCETO HE MMEET KaKUX-JUOO cneuuPpuruyecKkuXx KIMHUYECKUX NMPOSABICHUN
M ycTaHaBJIMBaeTCsI B Ipoliecce AMHaMUuecKoi oumeHku dbyHkuuu LK
Ha ¢oHe mnpumema amuonmapona. AMUT-2 yame Bcero mMeeT NOCTATOU-
HO OeIHY0 KJIUHUYECKYI CUMITOMATUKY, B CBSI3M C TeM, 4YTO Ha ¢GoOHe
npueMa aMuUOJapoHa CTUpaeTCs CepAeYHO-COCYyIUCTasi CHUMITOMaTHKa
TUPEOTOKCHKO3a. 31eCh Ha MEPBbIU MJAaH Yalle BbIXOAIT TaKUE CUMIITOMBI,
KaK TOXyIeHHe U MbBlIIIedyHas ciaabocTh. Y 80 % maumumeHTOB, MOJyyalo-
LMX aMMUOJdAapOH, BHe 3aBUCUMOCTU OoT GyHKuMU HIXK CHUXEH anmeTur.
Knunuueckas kapTuHa pexe BcTpevatouerocss AMUT-1 Gonee sspkasd.

JuarHocTtuka

Y mauuveHTOB, MOJydYalIIUX aMuogapoH, oueHky dpyukuuu HI2XK HeobOxo-
IMMO MPOBOIUTH KaxXabie 6 MecsilieB. B mpoiecce aToro yaiie Bcero u obHa-
PYXUBAOTCS Te UJU MHBIe U3MeHeHUST dyHkuuu Il XK. AMUoOmapoH-UHIY-

HUPOBaHHBIE TUPEOMAaTUU MOTYT Pa3BUThHCS M Yyepe3 TOJd MOCJIEe OTMEHBI
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npemnapara, 4To TpeOyeT BHUMAaTEJbHOrO0 HU3yYeHUs] aHaMHe3a y Joboro
MmagueHTa C TUPEOTOKCUKO30M. Ocoboe BHMMaHUE B 3TOM IJaHe CIEAyeT
obpamarh Ha MOXMUJBIX MAUUEHTOB C apuUTMusiMu cepaua. [Ipu BbIsIBIE-
HUUW y MallueHTa TUPEOTOKCUKO3a eMy MOKa3aHO MpoOBedeHNe CUUHTUTpA-
buun LI XK, yto mo3Boaut nudpdepenHuuposars AMUT-1 u AMUT-2 (tabu.
3.29). Kpome TOro, xapakTepHO OCOOEHHOCTbIO TMOCJEAHEr0 SBISETCH
3HAaYMTEeJbHOE MOBBIMIEeHME YPOBHSI cBoOGoaHoro T4 — wyacto Gosee 60-80
nMonb/n (HopMma 11—21 mMoJb/i) MpU MapagoKcalbHO OCIHOW KIMHHUYEC-
KO KapTuHe. YpoBeHb cBOOOOAHOTro T3 mnpu 3TOM BCJEICTBUE HAapyUIeHUS

KOHBEpPCHUU U3 T4 moBbpiIaeTcsi BechMma YMEPECHHO.

JdAuddepenuunaibHas IMAarHOCTUKA

Ha done mpuema aMmomapoHa 4acToO BCTpPeYaeTCs DYTUPEOUTHAS] TUMEPTH -
POTPOMUHEMHUS, NI KOTOPOH XapaKTepHO HEKOTOpPOE MOBBIMIEHNE YPOBHS
TTI npu HopmanbHoM T4. [Ipy MHAYUUPOBAHHOM aMUOJAPOHOM TUNOTHU-
peo3e MPOMCXOOUT 3HAUYUTENIbHOEe CHUXeHUe T4, TpeOyoomiee Ha3HAaYeHUS
3aMecTuTenbHOW Tepanuu. AuddepeHumanbHass nuarHoctuka AMUT-1
u AMUT-2 6a3upyercs Ha naHHBIX cuMmHTUurpaduu LXK (rtadn. 3.31).

Ta6n. 3.31. JuddepenumanbHass AMAaTHOCTUKA TUIOB aMUOJAPOH-UHIAYLUPO-
BAaHHOTO TUPEOTOKCUKO3a

AMUT-1 AMUT-2

Mon-vHAYLUPOBaH- JlecTpYKTUBHBI i
IMaTorenes N

HBI i1 TUPEOUTUT
Knunuueckas

Yame paszBepHyTas Yame crtepTas
KapTuHa
300 Yame MHOTOY3JI0BOM Yame oOTCyTCTBYET
3axsat 99TxC IMoBbILIECH CHUXEeH

B Hopme unu
Tupeo riaobynuH 3HaYMTEIbHO MOBBILICH
HECKOJIbKO TOBBIIIEH

KpoBoTOK MO naHHBIM
IToBbiIeH CHUXEH
nomnrmjeporpaduu

JleyeHune

DyTupeouaHass TUNEPTUPOTPONMHEMUsA JieueHUss He Tpebyer. [Ipu MaHuU-
dbectHom runorupeosze (TTI1\ 74/) nokaszaHa 3aMecTUTeJbHas Tepanus
L-T4. AMuUogapoH XejlaTelbHO OTMEHUTbh. TeM He MeHee B psije CUTyal Ui
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3TO clejaTh HEBO3MOXHO, TaK Kak OTMeHa Inpernapara MOXET CIPOBOILHU-
poBaTh pa3BUTHUE XEJYAOUKOBOW apUTMHUMU, MO NMOBOAY KOTOPOW MCXOAHO
OH Ha3HayaJjcs. B mocienHem ciyuyae, Kak NpaBuio, Heobxonuma OGojee
panukajJbHasg TakKTUKa (Tepamus 1311, Tupeounsktomus). Ciuenyer 3ame-
TUTh, YTO OTMEHa aMuUoJapoHa B Oluxaliumiee BpeMs He OTpaxaeTcs Ha
KIMHUYeCcKOM TeueHuu 3aboneBaHusa UK, mockoabKy mpemapaT umeeT
O4YeHb OOJbIIONW NMEepUOa MOJYBBIBEAEHUS W HaKalJUBAaeTCs B OpraHu3Me
B OYeHb OOJBIIMX KoJUUYecTBaX (OCOOEHHO y MAallMEHTOB C OXUpPEHUEM).
Monxonsl kianeueHuro AMUT-1 3aBUCIAT OT KOHKPETHOUN KIMHMUYECKOIN
CUTyalluu, HO B JIOOOM cjyyae Ha HadvyaJbHOM 3Talle Ha3HAYalOTCs THpE-
octatuvyeckue mnpenapatbel (tuamaszon 30—40 Mr/cyr), Ha (poHe KOTOpPHIX
OOCTUTAEeTCs 2YTHUpPeo3. B manpHelimeM NMalUEeHTY MOXET OBITh MpPEANPH-
HaTa Tepanus '°'1 unau Tupeoumasktomus. Jleuenue AMUT-2 3auacTyio
MpencTaBisieT CIOXHYW0 3amauy. [lockKoJbKYy pedb UIET O NECTPYKTUBHOM
TUPEOTOKCUKO3€e, TUPDOCTAaTUueckas Tepanus HeddbeKTUBHA U HE MOKa-
3aHa. HasHauaromes TIKXOKOPTUKOMAB (mpemHuzoinoH 30—60 wmr/cyr per
0s) Ha MpOTsAXeHUU 8—12 Henellb C MOCTENMEHHBIM CHUXEHUEM OO3bl U OT-
MeHOU Ha GOHEe TOCTUXKEHUS DYTUPEOUAHOTO COCTOSIHHUA. YUYacTH MalU-
€HTOB NMpPU BTOM pa3BUBaeTCs pPEeLUAUB TUPEOTOKCUKO3a. B Tom ciyuae,
ecimu AMUT-2 mpuobpeTaeT XpOHUYECKU PEUUIUBUPYIOUIUN XapakTep,
YTO COMPOBOXIAETCS ONHOBPEMEHHBIM YyCYrybJeHUEM TUPEOTOKCUYECKOIM
KapIMOMUONATUU M pa3BUTUEM MeIUKaMeHTO3HOro cuHapoma KymwuHra
Ha (GoHe GOABWIMX NO3 MPEIHU30JO0OHA, MALUEHTY NMOoKa3zaHa TUPEOUIIK-
ToMusi. Tem He MeHee y OoJblIMHCTBAa nmauueHToB AMMUT-2 3akaHuyuBa-
€TCcsl €AMHCTBEHHBIM 3MU3010M, 3a KOTOPbIM, KaK M NPpU OOJbLWIMHCTBE
IEeCTPYKTUBHBIX TUPEOUAUTOB, MOXET MOCJIENOBaTh TPAaH3UTOPHAs TUIO-
TupeonHas ¢dasza, TpebOyloliasi BPEMEHHOT0 Ha3HAaYeHUS 3aMECTUTEJIbHOMN
Tepanuu L-T4.

IIporuos

B OonpmuHCTBE ciaydyaeB OJAarTONPUSATHBIN, 0COOEHHO B CHUTyallMu, KoTraa
Tepanusi aMUOJAapOHOM MOXET OBITh MOJHOCTbIO OTMeHeHa. AMUT-1
BCTPEYAETCS OTHOCUTEJbHO PEAKO, U €r0O NPOTHO3 HE OTJIMYAETCS OT TaKO-
Boro npu BI u MHoroysnoBoM Tokcuyeckom 300e. AMUT-2 yvauie Bcero
3aKaHYUMBAaEeTCd €JUHCTBEHHBIM 3MU3010M; Hauboyiee 6J1aronpusITeH Mpo-
rHo3 (HeoOXOAMMOCTh NMPOBEAECHUS TUPEOUIIKTOMHUMU) B cliydyae €ro Xpo-
HUYECKOTO PEUUIUBUPOBAHUS.
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3.11. PAK LUNTOBUNOHOW XEJIE3bI

3nokavecTBeHHass onmyxonab LXK, mpoucxonsimass u3 KJIeTOK TUPEOUTHOTO
snutenuss (bonnukyiaspHbeie, napadbonnuxkynasipiubre). Paxk MK (PL[X)
SIBJIsSIETCSI OTHOCHUTEJNBHO penKUM 3aboneBaHueM. B momaBasiomem O60Jb-
IMHCTBE cJiydyaeB peuyb MAET O BoicokKonudpdepeHuupoBanHom pake XK
(BAPIIX), kKoMmjekKcHOe JieueHME KOTOPOTO Jaxe Ha OTHOCHUTENbHO
MO3IHUX CTagusAX oOecrneyuBaeT BHICOKYI BBIXKMBAaeMOCTb U NpUEMIEeMOE
Ka4eCTBO XM3HU MAalUEHTOB.

DTHOTOTHA

B OonpmuHcTBe ciiyuyaeB HeusBecTHa. Ocob6o obcyxngaercs paaua-
HUOHHBINW GakTop. [o3a BHemHero oO6Jy4YeHUs, KOTOpasi MHAYLHUPYET
pa3zButue PILL2K, TouHo Heus3BecTHa. Jloka3zaTejdbHble NaHHbIE O TOM, 4YTO
NUATHOCTUYECKUE U TepalmeBTUYECKUE O3B 1311 MOTYT MHIYUIMPOBATh
PIILX, orcyrcrtBylor. HawubGolsiee BeposiTHO, BHellHee OOJIydyeHHE TaKxkKe
MOXeT crnocobcTBoBaTh MHAYKUUU paka HIK (kak mpaBujio, manuiaiasap-
HOrO), NPeMMYLIECTBEHHO y AeTedd u nuu Monoxe 20 ner. [Tocne aBapuu Ha
YepHOOBIIbCKOU aTOMHOW cTaHuuu 3aboneBaeMocTh pakom LXK y pereit
¢ 1985 mo 1993 ron Bo3pociua B 34 pasza. TeM He MeHee B COCEIHUX peTMOHAX
Monbmiu, rme GblJa HallaxXeHa MaccoBas #omHass nmpoduIakTHUKa, ITOTO
He MPOU30INJO. B cBSI3M ¢ 3TUM BBHIOpPOC pamiMOaKTUBHOTO ona, Haubomee
BEPOSTHO, CIOCOOEH OKa3aTh KaHIePOTeHHOE NelMCTBUE MPEUMYIIECTBEH -
HO Ha GoHe HomHOTO NedUIMTA 3a CYET AaKTUBHOTO MOTJOUIEHUs M30TONAa
obenHeHHoO ionmom LI K.

Monublit nedULUNT UIM N3GBITOYHOE NMOTpebGIeHME #ona He MPUBOIAT
K YBeJUUYEeHUIO abconoTHON 3ab6oneBaemocTu PII XK, TeM He MmeHee B peru-
OHax ¢ HOpPMaJbHBIM WOMNHBIM MOTpeOJEeHUEM HECKOJbKO pexXxe BCTpedyaeT-
Csl OTHOCUTEJNbHO OoJsiee arpeccuBHbI bonnukynaspueit P XK.

IlpuuynHoit MmenynasipHoro paka (MPII2XK) B pamkax cuHIpoMa MHO-
XKECTBEHHBIX OHAOKPUHHBIX Heonnpasuih 2 tuna (MOH-2: MPU X +
dbeoxpomouutoma; cMm. 1. 9.2) aBasiercsa mytauusi B RET-npomoonkoeene Ha
NIMHHOM TMJjedye XpoMocoMmbl 10. AHaTOTMYHBIE MYTallUu OOHAPYXUBAKOT-
cga B paae caydaeB nanuiaiasgpHoro PIHIXK (5-30 %), ocoOeHHO pafiMaLlMOH-
Ho-uHayuupoBaHHoro. Kpome Ttoro, npu BJAPILIXK BbSIBJeHB MyTalLuU
cynpeccopa onyxojei p53, TUNMEpPIKCIPECCUS Fras-oHKO2eH08 W PSA INPYyTUX
reHeTuyeckux usMmeHeHuit. M P Il 2K BcTpeuaeTrcss B TpeXx OCHOBHBIX ¢dop-
Max: cnopaauueckuit (75 %), udonupoBaHHBIM ceMeilHb (5 %), cemeii-
HbII BpamMkax MOH-2 (20 %).
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ITaTtorene3s

Knerku BAPIIXK (manunanasgpHbelii 1 GOATUKYISIPHBIN), KAaK U HOPMaJb-
HBle THUPOUMTHE, XapakKTepU3YyIOTCS CHNOCOOHOCTHIO K 3axBaTy iona. [dnus
HEro xapakTepeH MEIJEeHHBIN pPOCT M NOCTATOYHO TMO3JHEE MeTacTa3M-
poBaHue. Ha oTmaneHHOM 3Tame OMyXOJeBOW MPOTpecCUM KIETKU MeTa-
CTa30B MOTYT TepsATh AUPGepeHUNPOBKY U CIOCOOHOCTHh K 3aXBaTy Hona.
Penxo Bcrpewatomuiics menynnspuoiin P UL XK mpoucxoautr m3 C-xnerox,
NPOAYUMUPYIOIIUX KAJTbUUTOHUH; 3TOT pakK XapakKTepu3yeTcs paHHUM
MeTacTa3MpOBaHUEM M MIOXUM NpoTHO3oM. Haumxyamuit mporHO3 mMeerT
Ka3yMCTHUYECKHU PEeAKO BcTpevalomuiica HeguddepeHIMpOBaHHBIN aHAT -
nmactuyeckui P XK (tabm. 3.32).

Ta6x. 3.32. Pak MUTOBUIHOMN XeTe3bl

B GonbmHMHCTBE ClIy4yaeB HeM3BeCTHA. YBejuueHue 3a00-
JepaeMocTH BbicoKoaupdepenuupopanusim PIILK y nereii
Druoaorus M NOJPOCTKOB ONHCAHO B iioN0Ae(pHIUTHBIX PpeTHOHAX,
nocrpanaBmwux npu YepHooOsiabckoit apapuun. Ilpu mexyn-
asipaom pake — myrauuss RET-nporoonkorena

BoicokoanunddpepennupoBanubiii PIII 2K xapakrepusyercs
MeJJeHHbIM POCTOM M NO3JHHM MeTacTa3MpPOBaAHHEM,

ITaTorenes -
MeAYJNJNSPHBIA M aHANJIACTHYECKHE PAKH — arpecCHMBHBIM
TeYyeHUueM
I cayyaii va 100 OOO nacenenusi Broa; B90-95 % cayua-
eB— BbICOKONUGdepeHIUPOBAHHBIN (NANUIISAPHBIM,
DnuaeMuoJorus . .
donnukynapunii); 1—4 % B HO30/10rMYECKO#l CTPYKTYpe
y3J0BOTO 300a
OCHOBHBIE B GoabmuHCTBE clyyaeB y3J0BOi 300, BbISIBJIEHHBIH nNpH
KJIMHMYECKHe najabnaunu uiau Y3U. Peako: KOMNpeCCHOHHBI CHHIAPOM,
nposiBAeHUS meiHbIE MIM OTAAJIEHHbIE METACTAa3bl
JlnarHocTuka Y3U, TOHKOUToJbHAS ACHHPANHOHHAS OHONCHS
Mundpdepennuanbuasn JIpyrue 3a0o0seBaHus, NPOTEeKAaUMeE C y3J0BbIM 3000M (m.
IMATHOCTHKA 3.8)
IIpu BpicoKoau(pdhepeHUNPOBAHHOM: THPEOUIAIKTOMHUS +
Tepanus ~1 + cympeccuBHas repanus L-T4 + monuToO-
Jleuenune PUHT YPOBHS THpeoraoOyauna. Ilpu MeayajsipHOM M aHam-

JJACTUYE€CKOM — THPEOHUAIKTOMHUSA + KOM6ﬂHl/lp0B3HHaﬂ
meiHas JIHMd)a,ElCHGKTOMﬂﬂ

Haunayymuii npu Beicokonuddpepenuuposannom P I 2K
IIporuo3 (10-1eTHSAS BBIKMBAEMOCTh > 95%), HAUXYN WM NPU aHAN-
JacTuYecKoM (5-neTHsis BoikuBaemMocts 7 %)
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DNnUuAEeMHUONOTHSA

B umenom PHI2XK gBisieTrcs OTHOCHUTEJNbHO peakuM 3aboseBaHuem. Ha
Hero mpuxoautcss MmeHee | % pakoB Bcex nokanusauuit u meree 0,5 %
cMmepTeid oT paka. Yactora HoBbIX ciayuyaeB PII X cocraBusier 0,5-10 cuy-
yaeB Ha 100 OO0 HaceneHuss Bron. B CIHIA exeromiHo DMarHOCTUpPYeTCs
18 OO0 cnyuae PILI 2K, or kotoporo Kaxabslii rog ymumpaetr 1200 uenoBex.
B 6onbmuncTBe cayuyaeB PIUI2K nuarHoctupyercs mnpu oO6CIeAOBaAaHUU
MalMEeHTOB C y3J0BbIM 3000M (m. 3.8). Kax yka3bslBajocCh, B 3THUOJOTH-
4YeCKON CTpyKType y3ioBoro 306a Ha PII[X mpuxomurcs 1—4 % ciayuaes.
PacnmpocTpaHeHHOCTh MaNMUINSIPHBIX MUKpOKapiuHoM (aumametrp <l cMm),
SIBASIIOMIUXCS CAYYaWHBIMU HAXONKaMW MPU MJIAaHOBOM TUCTOJOTUYECKOM
ucciaenoBaHnuu tkaHu LI2K, ynajseHHoi mo moBoAy Apyrux 3abojieBaHUM,
nocrturaer 10-20 % cnydaeB, MpU 5TOM KIMHHMYECKOE 3HAaYEHHME TaKUX
omyxojeid orpanmyeHo. PI[X, kak mnmpaBuigo, BHABIsSETCS B Bo3pacTe
40—50 net, peaKo y AeTeid M MOAPOCTKOB. B 11e1OM y XEeHUIMH BCTpevyaeTCs
yame (2:1 — 3:1), HO B MOXMUJIOM M CTAapuYeCKOM BO3pacTe OTHOCHUTEJNbHAs

NOJIT MYXYUH HECKOJNbKO Bbimie (Tabu. 3.33).

Ta6na. 3.33. Onugemuonorus PHIXK

J1oast B 001IE# CTPYK-
P XK Type 3a00JIeBA€MOCTH Bo3spact manudecranuun
P I K
IManunnsgapHbIit 70-80 % 30-50 et
D onNUKYISAPHBII 15% 40-50 et
CrnopaglyecKuii:
. 50-60 et
MeaynsapHelit 3% Cemeliubiii: 40-50 et
MMpu MBDH-2: 10-30 netr
AHaniaacTu4yeckui <5% 60-80 et

KauHuyeckue nmposiBjeHUus

B nactosimee Bpems mopaBiasiomee 6onbmuHcTBo P UL XK nuarHoctupyer-
cg npu TAB B pamkax ob6cieg0oBaHUS MAaLUEHTOB C y3JOBBIM 3000M, KOTO-
pbiit BeIsIBASieTcs npu nanbnauuu uau npu Y3U UL K. OcobeHnHocTu oTne-
JbHBIX TUCTOJOTUYEeCKUX BapuaHToB PIIXK mpeacraBiaeHs B Tabdn. 3.34.
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Ta6x. 3.34. OcoGeHHOCTH KIMHUYECKOW KAapTUHBI OTAEJIbHBIX THCTOJOTUYECKUX

BapuaHToB PII 2K

P III 2K

Kiunnyeckue 0CO0EHHOCTH

[ManunnsgapHbIit

MenjeHHO MpOorpeccupyer, MOXeT OCTaBaTh-

csl Ha OlHOU u To# ke ctaauu no O jeT u Gonee.
MynbTudokanbubiii B 30 % cayuyaeB. ¥ 95 % manueH-
TOB MOpPaxXeHUe He BBIXONUT 3a MpeNesbl Leu; MeTa-
cTa3bl B melHble TuMboy3nbsl y 15—20 % manumeHTOB.
XapakTepHo NTUM(pOreHHOe MeTacTa3upoBaHUE

DoNnUKYIIPHBI I

bonee arpeccuBeH, 4eM QOJIMKYISIPHBII; XapaKTe-
pU3yeTCsd TeMaTOTeHHBIM MeTacTa3upoBaHUEM, Yalle
B JIETKHUE

MenynnspHblii

Emy npenuiectByeT MyabTudoOKaabHas TUNEPaa3us
C-xnetok LI2K. BricTpoe mporpeccupoBaHue; Ha CTa-
OUM METacTa3MpPOBAHUS YACThIil CUMIITOM — quUapest
(30 %). MoBbllIeHUE yPOBHS KalbUUTOHUHA (TUIO-
KaJbl[MeMUsl He BCTpeyaeTcs), KpailHe peaKo — Ipy-
rux ropMoHoB (AKTT ¢ pa3zBuTHEM 3KTONMMPOBAHHOTO
cuHnapoma KymuHra)

AHanjgacTUYeCKUI

BoicTpbiit MHGUABTPATUBHBIN POCT, 3aXBaThlBAKO M it
ropTaHb, KPYMHBIE COCYIbl C PAa3BUTHEM pPECIIUPATOP-
HOU CUMNOTOMAaTUKU

an/I N3y4Y€HUUMN aHaAaMHE3a U KIWHUYECKOMU KapTUHBI MAallUECHTOB, IIPO-

xonsimux obOcieqoBaHUE MO MOBOAY y3Jo0oBoro 3o06a, cieayeT obpauarhb

BHUMAaHUEC Ha CIHICAYIOIINEC NMPU3HAKH, KOTOPHI€ MOBBIIIAIT BEPOATHOCTDH

TOro, 4To o6HapyxXeHHb il y3en HI2XK aBasieTcss pakoMm:

0611yqu1/1e TOJOBBl M IICU B aHAMHE3C,;

MEnyJnaspHb pak unu MOH-2 y poACTBEHHUKOB;

Bo3pacT Moyioxe 20 uau crapwme 70 aeT;

MYXCKOW MOJ;

OBICTPBINA POCT Y3JIOBOTO OOpa3oBaHUS;

NJIO0OTHAaA UJIMU TBEpaasd KOHCUCTCHIUMUA y3Ja,

meHas J'[I/IMCI)a,ElﬁHOHaTI/Iﬂ;

HECMEIlaeMOCTh Y3JIOBOTO 0Opa3oBaHUS;

NMOCTOSIHHAsl OXPUMJIOCTb, A1McHOHUSA, nUucHarus UIud ONbIIIKA.

Becbma penko PIIX, ocobeHHo BbhicokoaupdepeHUUMPOBAaHHBIN,

MaHI/Id)CCTI/IpyCT OTHAJEHHBIMU M€TacTa3aMU; B pdae cJjaydyacB B HaydaJje
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BBHISIBASIEeTCS lIeiHass nuMdaneHonaTtus, nocie yero npu Y3U obGHapy-
xuBaetcs PIIX.

JluarHocTuka

OCHOBHBIMU MeTOJAaMU TNepBUYHOU nuarHoctuku PIU[XK gaBiasgercd ToH-
KouronbHasg acnupauuoHHas o6uoncus (TAB) (cm. m. 3.8) mY3U Il XK.
BonbmuHcTBOo pakoB LXK wummMeeT nocTaTOYHO 4YeTKME LUMTOJOTHUYECKHUE
KPUTEPpUU NTUAaTHOCTUKU. M cKIOUeHUE coCcTaBageT GONTUKYISIPHBINA pak,
KOTOPBI Y MO UMTOJOTMYECKOU KapTUHE HEBO3MOXHO OTIMYUTH OT (oj-
JTUKYInsipHoi ameHombl. JAuarHoctuka MPIHI2X, kpome TAB, 6a3upyercsa
Ha ompeleleHUU YPOBHSA KaJbIMTOHMHA KakKk 0a3aJlbHOTro, TaK M CTUMY-
JupoBaHHOTro (Ha (poHe BBEAEHUS MEeHTaracTpuMHa, FJIOKOHATa KaJlbUMs).
IMpu MPUI K Ha doHe BBEAEHUS 3TUX CTUMYJSATOPOB MPOUCXOIUT 3HAUM -
TeJbHOE MOBBIMIeHME YPOBHS KadbunuToHUHa. Oyrakuus LK mpu P L[ X
B MogaBiasgoumeM OOJbIWIMHCTBE ClyyaeB He HapylleHa.

JAuddepennuaibHas THATHOCTHKA
CMm. m. 3.8.

JleueHnune
Jleuenue BJ PII 2K 6azupyercss Ha 4eThIpeX OCHOBHBIX MpuHUUNax (puc. 3.32):

1. TUPEeOUIdKTOMUS C yoaJjeHHEeM, B 3aBUCHUMOCTH OT pacmpoOCTpaHEH-
HOCTHU Mpollecca, TOTO UM MHOTO oObeMa MEeUHOW KJIETUYAaTKHM C TUMdaTh-
YeCKUMU y3JIaMHu,

2. Tlocne TUPEOUARKTOMUM — Tepalus paIuOaKTUBHBIM 1311, HampaB-
JIeHHasds Ha JUuKBMUIauui Bcex kaeToK HIXK (HopManbHBIX, OMYyXOJEBBIX)
W MOTEHUMAaJlbHO BO3MOXHBIX METacTa30B.

3. CynpeccuBHas Tepanus L-T4, HanmpaBlieHHas Ha MOAAEepXaHUE CHU-
XeHHOTO YpoBHS TTI, KOTOpPBI#l ABASETCS CTUMYJISITOPOM POCTa M MPOJH-
depanuu TUPOUUTOB (HOPMAJTbHBIX U OMYXOJEBHIX).

4. JluHamuvyeckass OLeHKa OCHOBHOTO MapkKepa peuuguBa BeicoKonud -
dbepeHuupoBanHoro PI[2XK — tupeornoOyiuHa, KOTOPHUW MPOAYUUPYETCS
KaK HOPMAaJbHBIMU, TaK M ONMYXOJNEeBBIMU KiaeTkamMu. Hapsany c oumeHKOU
YPOBHSI TUPEOTJNOOYINHA MEPUOIUUYECKU MALUEHTY MPOBOAUTCS CUHUHTH-
rpadusa Bcero Tena c 1231 uiu 1311, KOoTopasi MO3BOJSIeT BU3YyalUu3UpPOBATH
fogHaKanmAMBalOIyl TKaHb (MeTacTasbl); HcCclIedOBaHUE TPOBOAUTCS
nocje mnpeaBapuTelbHOW OTMeHB L-T4 Ha (hoOHe MOBBIMIEHHOTO YPOBHS
TTI, KoTOpHIii CTUMYJIUPYET 3aXBaT oga KaeTkamMu onyxoau. O peuuaguse
OTMyXOJU CBUOETEJbCTBYIOT MOBBILIEHME YPOBHS TUPEOTJOOYIMHA U TO-
SIBJI€HUE NJAHHBIX 32 MECTHBI pEeIUIUB, UJIU OTHAJEeHHBIE MeTacTa3bl MO
pe3yabTaTaM CUUHTUTpaduu.
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ToTanbHan THPBOWAIKTOMMA

p Thi THYH x rop| HE HA3HAY2IOTCA l

| ABnaTtusHan Tepanwa 31 Yepea 3-6 Hegens

1 Cynpeccwanan Tepanss L-T4
Yepes 6§ MeCALEB KNUHWYeckae abonefoBaHue, cuyMHTUrpadina Bcero Tena ¢ 1131,
¥Y3W wen, onpegeneHne yposHA Tupeornobynuuda

METACTAdbLY HET

l AHHLIX 32 POUNONE WK

NogoapeHmns HA PAUMOWE WK
METACTAIN!

HaGmogerve u KnHUYECKos obcnenosaqne,
anpepenanue YposHA Tupeornolynuua (ka done !
Tapanwu L-T4), Y31 weu i

Cumvturpacpun eecero Tena ¢ ',
onpefienesue YPoBHa TWpeornoBynuHa nocne l
oTmens L-T4, Y31 |

l Kawauie 5 net - cumHrurpadua acere Tena ¢ 1131

MpH peunnmuBee NOBTOPHAR \ —L -

Yepes 10 ner - enuweﬁue HMHTEPBANOB ME; oBcnenoaaHHAMH
Tepanua |11 | J P ¥e p Y AOBEH) J

Puc. 3.32. AiropuT™M JeyeHuUs] U HaOJIIOAEHUS MAalMEHTOB C BbicOKoaubdepeH-
IIUPOBAHHBIM PAaKOM IMUTOBUIHOU XeJe3bl

ITpu MPUIX nokazaHo npoBeaeHue skctupnauuu LXK c nmpoBeneHu-
eM KOMOMHUpPOBaHHON meiiHOH AuMdbageHsktTomMmuu. [lpu BHSBIEHUU
y 4JeHOB ceMell 6onbHBIX ceMeiiHO dopmoit MPIL XK unu MOH-2 xapak-
TepHoll Myrauuu RET mpoToOHKOTreHa B psiie clyyaeB paccMaTpuUBaeTcCs
BONpPOC O MPOGUITAKTUUYECKON THUPEOUIIKTOMUM, Naxe NMPU OTCYTCTBUU
naHHbiXx 32 MPUIX. IIpu BeIIBAEHUU aHAMJIAaCTUUYECKOTO paKa MokKa3zaHa
omepanusi aHAJOTMYHOTO oObeMa.

IIporHos

Ilpu BbicokoaupdbepenuupoanHom PII XK — xopowmwuit. Jlaxe B ciyudae
HaJlW4usl OTHAaJIeHHBIX MeTacTa30B, KOTOpPhle HAKAaMJUBAIOT 1311, nmpoBe-
NEeHUEe CUCTEMAaTUYECKOTro JeyeHUs (TUPEOMAIKTOMUs + Tepamnus I3I1 +
cynpeccuBHasa Tepanus L-T4) oGecmeuyuBaeT 6onee yeM 95 % 10-1eTHIOIO
BbIkKMBaeMOCTh. Hauxyamuii mporHo3 MNpU aHAMJIaCTUYECKUOM pake:
CpenHss MPOMONKUTEIbHOCTh XU3HU C MOMEHTA TMAaTHOCTUKU — 6 Mecs-
HeB, 5-J1eTHSAs BhIXMBaeMocTh — 7 %.



haBsa 4
3ABOJIEBAHNA HAAMOYEYHHUNKOB

4.1. AHATOMUNA N1 DN NOJ10T A
HAOMNOYE4YHNMKOB

Haonoweunux — TmapHasi Xxejle3a BHYTPEHHEeWH CeKpeLUU, PACHOJOXEH-
Hasi B3aOpPIOWIMHHOM NpPOCTPaHCTBE HaJ BEPXHUM IMOJIOCOM MOYKHU.
Pacnonaralorcs HagnmouyeyHuku Ha ypoBHe XI-XII rpynHbBIX MO3BOHKOB
(puc. 4.1).

Haonoveynuku cocTOST U3 OBYX MOPGbODYHKIIMOHAIBHO CaAaMOCTOSTEIbHBIX
SHIOKPHUHHBIX Xele3 — MO3TOBOTO U KOPKOBOTO BEU[ECTB, UMEIOUIUX pa3-
Ju4YHOe dMOpUOHalbHoe TmpoucxoxnaeHnue. KopkoBoe BemectBo nudde-

Cpennas HaANOYeYHAKOBASA APTEPHA  BepXHHE HAANOYEUHHKOBLIE APTEPUH

Huxnan nndparmansnas aprepus JleBbill HAXNOYEYHHK

Ypesnplii cTBOA
Jlepan HAANOYEYHHKOBAN BEHA

Aopra

Huxnns nagnoveynuxo

Huxuss Bas apTepun

noNasA BeHa Jlesas noveunan

aprepHa

Cpenuas
HA/INOYEYHHKOBAR

BeHa \

Mouxa

Toueunan -%-
BeHa

:‘::.:::.."‘%:/

BeHa

Jlepan ANYKOBAA BEHA

MoveTounnK
Sinukossie apTepun

Puc. 4J71. HagnoyeyHuku
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pPEHUMPYETCSI M3 MHTEppPEHalOBON TKaHHU, KOTOopas INpPENCTAaBIsSIET COOOW
YacTh Me30JepPMBbl, PACTIOTOXEHHONW MEXAY IBYMS MEPBUYHBIMMU MOYKAMHU.
Mo3roBoe BEL[ECTBO MMeeT 00IIee MPOUCXOXAEHNE C HEPBHOU CUCTEMOM,
pa3BUBasich U3 CUMIATOOJACTOB, KOTOPbIC, BHICEASASICh U3 CAMIATHYECKOTO
CTBOJIa, BHEAPSIOTCS B MHTEPPEHATOBOE TEJO. AHAJIOTUIHOE MPOUCXOXKIE-
HUe MMeeT dKcTpaaapeHaloBass xpoMadbdbuHHAasT TKaHb, K KOTOPOH OTHO-
CATCS MaparaHTIuu M OMDYypKAaUMOHHBIE XpoMadGUHHBIE Teablla.
FmcTonorndyeckd B KOpe HaANOYEeYHHKA, Ha JOJK KOTOPOW HMPHUXO-
nutcs 80—90 % TKaHUM Bcero opraHa, BbiaeasiioT 3 30Hbl. HemocpeacTBeHHO
MoJ KallcyJllol pacmoyaraeTrcs KIyOOdYKoBasg 30HA, CEKPETHpPYOIIAs alb-
docmepon. K Hedl TNpPUIEXUT MNydyKoBasi 30Ha, OCHOBHBIMHU MMPOAYKTaMU
KOTOpPOW SABISIOTCS 21i0KoKOopmukouoHsie TOPMOHBI. Camass BHYTPEHHSAS
30Ha — ceTyaTasl, KOTopas B OCHOBHOM CEKpETUDPYET andpocens, (puc. 4.2).
N3 Kopbl HaINMOYEeYHUKA BHIAEIEHO OKOJIO 50 pa3JIMUYHBIX CTEPOUIOB,
OONBIIMHCTBO M3 KOTOPBIX SIBIASETCS MPOMEXYTOYHBIMM TMPOAYKTAMU

CHMHTE€3a AKTUBHBIX TOPMOHOB. CTepOI/I,[[HbIC TOPMOHBI NMPAaKTUYECCKHU HE

TaHrAHO3HbBiE KAETKH,
Kancyna HepBHble BOJOKHA,
HAANO4YeHHMKA cocyaml
Kny6oukosan
30Ha
Kopxosoe
BelliecTBo
Ily4xosas 30Ha
CoeAMHHTENBHO
TKaHHBIE
CeTuaTas 3082 NPoCoAKH
Moarosoe
BEWECTBO
Cunycouansie
Kanmuaasps

Puc. 4.2. Tucronoruuyeckoe CTpOeHME HaAMOYCYHUKA
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HakKamnJJuBamwTCHd B KJI€TKaX KODPBI HaaImO4Yye4YyHUKa, a cpa3y mnocCcTtymarmT
B KPOBb 1O Mepe CHMHTe3a. B cooTBeTCTBUM ¢ MpeobGaagam UMM AeHCTBUEM
Ha MeTaboOJUu3M TOPMOHBI KOPbl HaANMOYECYHHUKA (KOpTVIKOCTepOVIﬂbI) nona-
pasmeasiloT Ha TPU OCHOBHBIX KJacca: MUHEPALOKOPMUKOUObL, 2AIOKOKOPMU-
Koudel U aHOpoO2eHbl.

Koprtukoctepouabl, Kak M APyrMe CTEPOUAHBIE TOPMOHBI, CUHTE3U-
pyloTcs u3 xoyiecTepuHa. I[lepBoil peakiiMeid B CHHTE3€ CTEPOMUIHBIX TOp-
MOHOB ABAsieTcs KOHBepcus XxonecTepuHa (C27-cTtepoun) B NPErHEHOJOH
(C2i-cTepoua) myTeM OTINENJIEHUS 6-if yriaepoaHOH rpynnbl. ®epMeHTHBI I
KOMIIJIEKC, KaTaJlu3upylomuii ero, obo3Havaercss kak P450scc, T.e. dep-
MEHT OTHIeNJeHUsT OOKOBO# uenu (aHria. side chain cleavage enzyme), unu
20,22-necMoynia3za. B manbHellmeM TMNPOUCXOAUT TMOCJeAOBaTEIbHOE THMI-
POKCHUJIMPOBAHMUE CTEPOUAHOTO siaApa ¢ oOpa3oBaHMEeM OOJBIIOTO YHCIA
CTEPOUIHBIX TOPMOHOB (puc. 4.3).

XonecrepuH
P450sce
P450c17 PA50c17
MpernesonoH —*  17-OH-nperHedonod —, [dernapoannaHipocTepoH
3p-HSD ‘l' laﬁ-HSD lBB-HSD
P450c17 P450c17
MNporectepod —*  17-OH-nporectepod —» AHAPOCTEHAUOH
P450c21 l lP450c21
flesoxcu- 1 MKOPTH30
KOPTHKOCTEPOH "AE30KCUKopTU3oN
P450c11l ‘l Pasoett
KopTukocTepoH Koptuson
P4503Idol
ANbAOCTEPOH

Puc. 4.3. CxeMa GMOCHMHTE3a KOPTUKOCTEPOUIAOB. MeXAyHapoaHble Ha3BaHMUS
bepMeHTOB:

P450scc — depMeHT oTuienaeHusi 6okoBoi menu (20,22-gecmoinasa);
P450c17 — 17a-ruapokcuiiaza u C20-22"#%%
3p-HSD — 3p-ruapokcucrepounaeruaporeHasa u ﬂ5>4-wsomepa3a;
P450c21 — 21-ruapokcunaza; P450cl1 — 1lp-rugpokcuiasa;

P450aldo — anbpaocTepoHCHUHTETa3a
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AHalOTrMYHBIM 00pa3oM CTEPOUAOTEHE3 MPOUCXOAUT B SIMYKAX U SUYHHU-
kax. Cneuucduka HampaBJIEeHHOCTU CTepoUJOTreHe3a OMpeAessieTcs pas3iud-
HOM 3KCHpeccueil B 3TUX OpraHax reHoB ruapokcusa3. B knyb6oukoBoi 30HEe
oTcyTcTByeT dhepMmeHT P450c17 (17a-mup01<c1/ma3a/C20_22~”"a3a)> 4TO nenaer
HEBO3MOXHBIM CHHTE3 B Hel KopTu3ona u aHaporeHoB. ®epment P450cll
NMPUCYTCTBYET TOJbKO B KJIyOOUKOBOW 30HE, YTO JejJaeT HEBO3MOXHBIM
CUHTE3 albJAOCTEpPOHA B MYYKOBOW M ceTyaToih 30HaX. JelcTBUE KOPTHU-
KOCTEpPOMOAOB, KaK U OIPYTMX CTEPOUAHBIX TOPMOHOB, ONOCPENOBaHO
BHYTPUKJIETOUYHBIMU pELUENTOPHBIMU OelKaMHU, KOTOpble MpegCcTaBis-
I0OT cCO00i (GaKTOpbl TPAHCKPUNMUUU, MEHSAWIIUE IKCIPECCUIO pa3mny-
HBIX TE€HOB.

Kopa HagmouyeyHuka B pyHKIMOHAAbHOM TNJaHe MOXET OBITh pas3-
neneHa Ha 2 vyactu: AKTI — He3zaBUCcHUMYlO KJAYyOOUKOBYIO 30HY U 3aBM-
cumbie oT AKTI nyuykoByl u cetuyatyio 30HbI. CeKpelus ajJbAoCTepoOHa
KJ1yO6OUYKOBO 30HOW KOpPbl HAaAMOYEYHUKOB PEryJiupyeTcss CUCTEMOH
PEHUH-AaHTUOTEH3MH-aJlbJOCTEpPOH, aBTOHOMHO OT 3bdexktoB AKTTD
aneHorunodpusza. AKTI Bauser ToOAbKO Ha HayalbHbie CTaAMU OUOCHH-
Te3a MUHepajdokopTukouaoB. [lpu BeimameHuu cexpeuuum AKTI kny6ou-
KoBasi 30Ha, GYHKUMOHUDPYIOIIAsi aBTOHOMHO (B OTAMYUE OT MYYKOBOIL
U ceTyaToi), atpoduu He monBepraercss. UMeHHO ¢ 3TUM cBsizaHO GoJjee
MSTKOE TeuyeHHEe BTOPUYHONW HAAMOYEYHMKOBON HEOOCTATOYHOCTU IO
CPpaBHEHWIO C MEPBUYHON, MPU KOTOPOU paszpywaioTcss Bce 30HBI KOPBI
HagMmo4YeyHMUKaA.

JOdns mMy4KoBOW M CeTYATOW 30H, KOTOPHBIe SABIASAIOTCS YacThio THIOTAaja-
MO-TUTIOGU3apPHO-HAAMOYEYHUKOBON CUCTEMBl, OCHOBHBIM CEKpPETOp-
HBIM U TPOPUUYECKUM CTUMYJSITOPOM SBISAETCS AAPEHOKOPTHKOTPOMHBI
ropmon (AKTTI), BbolmeneHUEe KOTOPOTO PEryJiupyercsds KOPTUKOTPOTUH -
punusuHr-ropMmonom (KPI) mo nmpuHuuMny oTrpuuatelbHOW OOpaTHOIM
cBsa3u. CyTouyHass AMHaMUKa TNJIa3MeHHOW KOHIEHTpPAaIlUU KOPTH30Ja
ompenensiercss uMpKagHblM putMoM cekpeuuu AKTI. MakcumalabHBIX
3HaYeHUU YPOBHU OOOMX TOPMOHOB JOCTHUTralOT K 6 Y yTpa, MUHUMAJb-
HbIX — B20—24 u. IlpeamectBeHHUKOM AKTI sgBnsgercss KpynHBI#l 6elokK
npoonuomMenaHokoptuH (ITOMK), npu pacumienseHuu MOJIEKYJAbl KOTO-
poro o6pa3sywrcas AKTI, mMenanouutocrumynupyromuit ropmon (MCT)
U p-JAUNOTPONHBIK TropMoH p-JITIT).

Kopa HagmouyeyHuKa ABASETCS XMU3HEHHO BaXHBIM OpPraHoM, YTO Mpe-
MUMYIIECTBEHHO OMpPEAENSIIOT IBE OCHOBHBIE DYHKLUUU:

3amepxKa B OpraHMU3Me HATPUSA W MoanepxXaHue GUIUOJIOTHUYECCKOU

OCMOJIIDHOCTHM BHYTpPEHHEeW cpelnbl obecrmedYnBaeTCs albIOCTEPOHOM.
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AnmanTauus opraHuU3Ma K CTpecCOBBIM pakTopaM BHEUIHeld cpelbl (BeCh
KOMIIJIEKC BO3JACHCTBMU Ha OPraHM3M: OT MHGEKIMOHHBIX M TPABMHU-
PYIOUIUX areHTOB A0 SMOIUOHAJBHBIX CTPECCOB) obOecmeynBaeTcs TJIO-
KOKOPTUKOUIAMU, OCHOBHBIM TIpeACTaBUTEJIEeM KOTOPHIX Yy YeJOBeKa
SIBJISIETCSI KOPTU30J (TUAPOKOPTU3OH).

DOyHKIMEed CHCTEeMbl PEHUH-AHTHOTEH3WH-AJbJOCTEPOH SIBISIETCS pETryisi-
LU TOMeocTa3a BOJbI, 3JEKTPOJUTOB U MOAAcpXaHUE CUCTEMHOTO apTepH-
allbHOTO naBJieHUs. AHTUoTeH3uH II, KOoTOpHIit caM Mo ceGe ABIsIeTCsS HauboO-
Jee MOIIHBIM (DU3UOJOTUYECKUM BAa30OKOHCTPUKTOPOM, CTUMYJIUPYET CUHTE3
allbJOCTEpOHA, TIaBHBIM OPTAaHOM-MHWIIEHbIO KOTOPOTO SIBASIETCS MOYKa, Tie
OH ycHUJIUBaeT peabcopOIMI0 HAaTpUs BAUCTAJbHBIX HM3BUTHIX KaHajJbllax
U cobupaTelbHbIX Tpyboukax (puc. 4.4).

T'IIOKOKOPTHKOMABI OKa3blBAIOT MHOTOCTOPOHHEE JAeicTBUE Ha OOMEH
BemecTB. C OMHOW CTOPOHBI, aKTUBUPYS MEUYECHOUYHBI M TIKOHEOTEHE3,
a c ApYroi, CTUMYJIUPYsI BBICBOOOXIECHUE aMUHOKHUCIOT — CyOCTPaTOB TJIO-
KOHeoreHe3a M3 nepudepuuyeckux TKaHei (MbllIeyHOU, TUMbBOUITHON) 3a

CYET YCUIECHHUA KaTtabonusma GGHKOB, TTIOKOKOPTUKOMUObI CHOCO6CTBy]OT

CHueHne nepdy3MOHHOro 4asneHus B
NOYKEX, TMNOBONEMUR, TUNoOHATPUEMUA

HOkCcTarnoMepynspHble
KNETKM NOYKM

AHIUOTEHIUHOrEH
(neyeHL)

[ PeHuH i’

r AHrHOTER3HH-1 |

AHMMOTEHIUHNPEBRALNBIOL WA
depmeHT (nerkue)

AHIMOTEH3NRH-2 l
Anbﬂ()CTede |
|

BaaOKOHCTpHKuMR—I Peabcopbuns HaTpus B
AvCTanbHbIX GTABREX HebpoHa

Puc. 4.4. CucteMa peHMH-aHTUOTEH3MH-aJbJAOCTEPOTT
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pPa3sBUTUIO TUMEPTIUKEMUU, SIBIASAACH TaKUM O06GpPa3oM KOHTPUHCYISIp-
HBIMU TOopMoHaMmMu. KpomMe»Toro, rioKOKOPTUKOMUAB CTUMYJIUPYIOT [JIHU-
KOTeHOTeHe3, YTO MPUBOAMT K YBEJUUYEHUIO 3aMacOB IJIMKOTeHa B MEYEHH.
OCHOBHOE BJIUSHUE TIKXOKOPTHUKOMJAOB Ha XUPOBOMW OOMEH OOYCJIOBJIEHO
UX CNOCOOHOCTHIO YCUJIMBATH JUMNOJTUTUYECKOE NEHCTBUE KAaTEXOJTaMHUHOB
U TopMoHa pocTta. M306BITOYHOE KOJMYECTBO TJIKXKOKOPTUKOUIOB CTUMY-
JUPYeT TUMONU3 B OMHUX YacTsAX TeJa (KOHEYHOCTU) U JIUTIOTEHE3 — B ApY-
rux (Iuuo, TyJOBHUIIE) U MPUBOAUT K BO3pacTaHUIO YPOBHS CBOOOAHBIX
XKUPHBIX KMCIOT B mja3me. B 1edoM TTIOKOKOPTUKOUAB OKa3blBAalOT aHa-
6onuyeckoe AeiicTtBue Ha oOMeH 0EJIKOB M HYKJIEUMHOBBIX KHUCJIOT B MEUYEHU
u Katabonuvyeckoe — BAPYILMX OpraHax, BKJYass MBIIIIB, XHUPOBYIO,
TUMGOUIHYIO TKAaHU, KOXY M KocTu. TopMo3s pocT u nejeHue dbubpoob-
JacTOB, a TakXe MNPOAYKIMIO KOJJareHa, IIIOKOKOPTUKOUIBl HapylmaiwoT
pemapaTuBHYyl ¢a3y BOCHaJMTEIbHOTO Mpolecca.

IFnaBHBIMM HaAMOYEYHUKOBBIMU AaHAPOTEHAMHU SIBASIIOTCS NETUAPOIMHUAH-
npoctepoH (ADA) wmanapocteHauoH. [lo cBoeil aHIPOTeHHOW aKTUBHOCTH
TECTOCTEPOH MPEBOCXOAUT UX cooTBeTcTBeHHO B 20 u 10 pa3. Ilepen cexpeuueit
99 % DA cynbdartupyercs no JDA-C (meruaposnuaHIApOCTepoH-cyabdar).
B opraHu3sme XeHUMHB /3 UUPKYJIUPYIOLIETO TECTOCTEpOHa oOpa3yeTcss B pe-
3yJbTaTe nepudepuyeckoro npeobdbpazoBaHus u3 DA M aHAPOCTEHAUOHA.
YpoBuu DA uIDA-C mnporpeccMBHO yBeJMYUBalOTCs B Iepuon nybeprara
(B Bo3pacte oT 7—8 nmo 13—15 neT), 4TO COOTBETCTBYET MEPUOAY aJpeHapxe.
TecTocTepoH, a TakXe 3CTPOreHbl B HOPME B 3HAYMMbIX KOJMYECTBAX HaIMO-
YeYHUKaMU He MPOAYLUUPYIOTCS.

BMo3roBoMcioeHaATOUeYHHKOBBbIpabaThiBaeTcs anipeHaluH. B oTtnuyue
OT HETO HOpanpeHaJUH SIBIsIeTCS HeHPOMEIUAaTOPOM U MPEUMYIIECTBEHHO
(80 %) obOHapyXuBaeTCs B OpraHaX, MHHEPBUPYEMBIX CUMIATHYECCKUMHU
HepBaMu. [IpeamecTBEeHHMKOM KaTeXOJaMUHOB sSIBJIsIeTCSI aMHUHOKHUCIIOTA
TUupo3uH. Ilepuon MonyXuU3HM KaTexoJaMUHOB cocTaBisger Bcero 10—30
cekyHa. OCHOBHBIM MeTabOJMTOM aJpeHallMHa SIBIASETCS BAaHUIMIMUH-
nanbHas Kuciaota (80 %). Hebonbmasg yacTh TOpPMOHOB (MeHee 5 %) Bwie-
JIsIeTCs € MOYOi B HeM3MeHHOU dopMe, ApyruMu ux Mmetabonurtamu (10—15
%) aBnsiroTcsad MeTaHepuH M HopMmeTanepuH (puc. 4.5).

TopMOHBI CUMMAaTOAAPEHANTOBONX CUCTEMbl B OTAMYUE OT KOPTUKOCTEPOMU-
OB HE SIBJSIIOTCS XKU3HEHHO HEOOXonUMBIMU. MX OCHOBHOU pyHKUMEN SBIS-
ercss amantauusi opraHuzmMa KocTpomy cTpeccy. AapeHaluH CHOCOOCTBYET
aKTUBAU UM JUNONMU3A, MOOUIU3ALUS TIHOKO3bB M MOAABASIET MPOAYKIUIO
nHcynuHa. KaTexonaMuHBl NeWCTBYIOT Yyepe3 ABa FJIaBHBIX Kjiacca MeMO-
PaHHBIX aapeHopeuentopoB (a u P).
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| TUpOIWUH ]
1
OuokcudeHunanakuH 3 4
(1O®A) HopaapeHanuH —I—’[ AgpeHanuH
3 5
2
3.4-Aurvapokck MUHOANBHAR
| othamMmuH
Ao B KMcnoTa <]
6
5,6
l Hopmetanedpun J Meranedpun
5 5
loMoraHWnUnoBan kucnota BaHunumMUHOANeHaA KUCNaTa
(4- rmppokcK- 3- MeTOKCH- {4-ruapokcK-3-MeToKcHMHAANbHas
BEHUNYKCYCHAA KWCnoTa) K1cnoTa)

Puc. 4.5. buocuHTe3 U MeTaboJIM3M KaTeXOJaMUHOB:
1 — tuposunruapokcuiasa; 2 — JODA-nekapbokcunasa; 3 — nobaMUHTUI -
pokcunasa; 4— ¢deHunsTaHonmaMuH-bl-MmeTunrpanchdepaza (OPNMT); 5 —
MAO (MoHoamMuHOKcuna3a); 6 — KOMT (katexon-O-MeTtunarpancdepasa)

4.2. METOAbl OBCJIEAOBAHNA NMALUMEHTOB
C SABOJIEBAHNAMW HAOMNOYEYHNKOB

4.2.1. dusukanbHbie MeToabl

JanHbsle aHaMHe3a U GU3NYECKOTO OOCIeAOBaHUS HUMEIT HaubOojbluee
3HaAaYeHWEe B AMATHOCTHUKE IMaTOJNOTHMM HAANMOYECYHUKOB. BONBIMIMHCTBO
3a00eBaHUl MMeEeT SIPKYIO KIMHUUYECKYI KapTuHY (00Je3Hb AANUCOHA,
cuHapoM KymuHra), u nanpHelimee obcienoBaHMe JUIIb MOATBEPXKAAET
nuarHo3. Cneuunduyeckue OO MATOJOTUM HAAMOYEUYHUKOB (GpU3MKATDb-

HBIC METOOBI UCCIICOAOBaAaHUA OTCYTCTBYIOT.

4.2.2. JlabopaTopHble MeToAabl

3HauyuTeNbHasg JNaOUIBHOCTH ypOBHCﬁ OONBIIMHCTBA KOPTUKOCTECPOHUOIOB,
KOpOTKl/Iﬁ nepuon MX MOJYXHU3HHU B IMJ1asM€ U HAJTUYUE CIOXHOU MHOTOYpPOB-

HEBOW CUCTEMBbI peryasduum MX CCKPECUUU ABIAIOTCA ]'lp]/l‘{VIHOﬁ TOTO, YTO OJid
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n1abopaTOpHOl NMArHOCTUKM 3a00JeBaHMil KOPHl HAaAMOYEYHUKOB MCIIOIb-
3yeTcsi 6ojblioe 4yucio GYHKUMOHANbHBIX Npob (tabn. 4.1). OnHOKpaTHOE
ompeaeleHNe MJIAa3MEHHOIO YPOBHSI KOPTHU30Ja BHE NMHAMHUYECKHUX TECTOB
B OOJIBIIMHCTBE CJAydyaeB MaJlOMH(GOPMATUBHO.

Ta6n. 4.1. JJuarHocTuKa HapylweHUs NPONAYKLIUYA TOPMOHOB HAAMOYEUYHUKOB

g Topmon W 30bITOK HepocraTok
Koprtuszon Manast u 6oJbluasi feKkcaMera- ITpo6a c AKTT, npoba
30HOBBIE MTPOOBI C MHCYJIMHOBOM TMIIOT-
JUKEeMUei
ANBIOCTEPOH BasanbHblli YPOBEHb abIOCTE- BasanbHbBIl ypOBEHb
pOHa U peHUHa, OpTOCTaTUYEC- aJlbJOCTEPOHA U PEHUHA.

Kas (MapuieBas) npob6a

HangnoyeuyHuko- BazanbHblil ypoBeHb I1DA He umeer kinuHU4YeCcKOTO
Bble aHAPOTEHBI (AAD-C), 17-rugpokcunporec- 3HauYeHUs
TeoH, npoda ¢ AKTT

KartexonaMuHbI MeTtaHebpuHBI B KPOBE U MOYeE, He uMeeT KIMHUYECKOTO
3KCKPELHUs C MOYO BAHUIUI - 3HaYEeHUS
MUHAAJbHON KHUCJOTBI

Ecnu KopTUKOCTEpOUIB M KaTeXOJaMHUHBI SIBIASIOTCS BechbMa CTaOUIb-
HeIMU in vitro coenuHeHussmu, 1o AKTI u peHuH ObICTpo pacmagamTcs
nox BAUSIHUEM (GEpMEHTOB TeMOJM3UPYIOIMUXCSI (POPMEHHBIX 3JIEMEHTOB
KpoBu. [ns anekBaAaTHOTO cyXIeHuUsI 00 ypoBHe yKa3aHHBIX TOPMOHOB
KpPOBb HE0OX0OUMO 3a0UpaTh B IPOOUPKY C aHTUKOATYJISIHTOM, MOCJE YETO
OBICTPO OTHENSITH MIA3MYy.

IToMMMO ropMOHaJbHBIX MCCJIEAOBAaHUN BaXHYI DPOJb B IMAarHOCTUKE
UrpaeT onpejpeieHUEe YyPOBHS 2JeKTpoauToB. Tak, nJas rMNepKOPTU30IU3-
Ma U rumnepajbJIOCTEpOHMU3IMA XapakKTEpPHbl TUMNOKAJUEMUS U ITMMEepHa-
TPpUEMUS, aIJid TUNOKOPTUIIM3MA — TUNEPKAJUEMUs] U TUTIOHATPUEMUS .
Heo0X0AMMO NOMHUTH, UTO FeMOJIM3 CIIOCOOCTBYET 3aBBILIEHUIO peaJIbHO-
ro YPOBHS KaJius B KPOBHU.

4.2.3. NHCTpyMEHTaslbHbie MeToAbl

OCHOBHBIMU METOAaMM BHU3yalM3alUUM HaANoO4YeUYHUKOB sBaswrTcsa KT
u MPT. B auwarHoctuke 3a0oJieBaHUNW HAOAMOYEYHMUKOB OTU METOJbI

MMEIT NPUMEPHO OAMHAKOBYIO MHbDopMaTtruBHOCTh. [JocTtounctBom KT
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SIBISIETCS €€ MeHbIlas CTOMMOCTh. BepXHMH mMOJIOC HaANMOYEeYHHKA
nosBAsIeTCS Ha ToMmMorpaduueckom cpe3e Ha ypoBHe XI-XII rpymHoro
MO3BOHKA, Yallle BCEro B BUAE HEOONBIIONW MOJOCKHU MO3aAM HUXHENH
monoit BeHbl. CieBa OT HEro JeXHUT MpaBass HOXKa nuadparMbl U BHYT-
puauadparMadibHB OTHeN OprIIHONW uyacTu aopThl. CmpaBa pacrnojo-
XeHa mpaBas NOJs MedeHU. JIeBbId HaAMOYEUYHUK OOBIYHO BUACH B BUIE
OYyKBBl «Y» MJIU TPEyTroJbHOTO 0Opa3zoBaHUs, PACMNONOXEHHOTO Kmepenu
U MeAMalbHEee BEPXHEro mnojoca JneBod mnouku. Kmepeaum oT JeBOTO
HaAMOYeyHUKA M MO3aAU XBOCTAa MOAXEIYIOUYHON KeNe3bl JIEXKUT celie-
3eHoyHas aprepus. KopkoBoe u mo3roBoe BemectBa npu KT u MPT
He nuddbepenuupyorcsa. Ob6a mMeTona MO3BOASIOT ONPENEIUTH pa3Mephl
HaANMOYEeYHUKOB, BBISIBUTH MAaTOJOTMYECKUE OOpa30BaHUSI M OLUEHUTHh MX
pasmep u dopmy (puc. 4.6 u 4.7).

B mnepByl ouepeab BU3yanu3alMs HAANOYEYHMKOB TMOKa3zaHa TMpH
3ab0o0JieBaHUSAX, COMPOBOXAAMWUIUXCSA Trunmepkopruuusmom. I[lpu momos-
peHMU Ha 3J0KAYECTBEHHBIE OMNMYXOJIU HAJMOYEYHUKOB MNPEAMOYTEHUE
canenyet ornaBath MPT, kKoTopasd mo3BoJsieT oXxapaKTepHU30BaTh B3aMMO-
OTHOIIEHUE HaAMOYEYHMKA C OKpyXalIUMU cTpykKtypamu. I[Ilpu Y3U
HAJIMOYEeYHUKU BU3YaTU3UPYIOTCS MIOXO0, MCKIYEHUE MOTYT COCTABUTH
KpymnHbBIe omyxoau OGojgee 3 cM B auMaMeTpe. 3HAYUTEJbHYI LEHHOCTH
B TOMUYECKON NUArHocTuke (GEeOXpPOMOLUMTOMBI MNPEACTaBISIET CUUHTH-

Huxnan
nonas BeHa
MeyeHn MHOK
HagnoveuHux HagnoueuHux
Aoprta Cenesexka
Nesan nouka

Puc. 4.6. KoMnbloTepHass ToMorpaMMa HaAMO4YeYHUKOB B HOpME
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123 . 131 ™
rpadusic 1-MeTaiton6eH3uAryaHuguHoM ( 1-MUWUBTI). B nuarHoctuke
MEPBUYHOTO THUNMEPaJbJOCTEPOHU3MA B psAJe cJydyaeB UMCHOJb3yeTcCs
aHruorpacduyeckoe HCCIeIOBaHUE C CEIEKTUBHBIM 3a00pOoM KpPOBU U3

HaAMOYE€YHUKOBBIX BEH C LEJbIO JlaT€pajlnu3alu NMMOPaXEHUA.

/A

TMomwenynounas
xenesa

IMpassiit
HAANOYEUHHK

Jleswit
HAANOYEYHHK

L1 J‘ Cenese-

|, L Hounas
X pens

0K *\)
adpparmsl

Tlo3BOHOYHHK
N\ 7\\
j!

03BOHOYHHK

Puc. 4.7. CxeMaTuueckKoe M300paxXeHUe KOMIBIOTEPHONW MJIM MarHUTHO-pE30-

HaHCHOWM TOMOIrpaMMBbl HAAIMOYECYHUKOB

4.3. KNNACCUDUKALIMA 3ABOJIEBAHNI
HAOMNOYEYHMNKOB

[ToMuMO coOCTOSSHUI, COMPOBOXAAWUIMXCS TUNEp- U rUNOPYHKUUEH,
B MAaTOJOTUU KOPBH HAANMOYEYHUKOB B OTIMYUE OT APYTUX Xee3 BHYT-
peHHell ceKpeUMU BbAeasieTcss Trpynmna 3aboleBaHMi, XapaKTepHU3YIO-
muxcss TuchyHknumed oprana. [Ipym TMCHYHKIUU KOPBH HAAMOYECUYHUKOB
HUMEIOT MeCcTO M30bBITOYHAsI MPOAYKLUS ONHUX TOPMOHOB U HELOCTATOY-
Hasg apyrux. 3a0ojeBaHMUS HAANMOUYEUYHUKOB TOoApa3aensiioTcss mo (yH-
KUUOHAJIbHOMY COCTOSIHUIO oOpraHa: TunepGyHKUUS, TUNODYHKUUS,

nuchyHkuusa (tabn. 4.2).
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Tab6n. 4.2. Knaccudukamus 3abojeBaHUN HAANOYEUYHUKOB

1. bosne3npb u cunapom KymuHra

2. TlepBUYHBIH TUTIEPAIbAOCTEPOHU3M

3. AHapoctepoMa (BUPUJIU3UDPYIOLIAs OMYXOJb)

4. Koptukosctpoma (peMUHU3UpPYIOLIAsT OMYXOJb)
5

K

TumepkopTHIU3M
. CMelmaHHble ONMYX0au (TMNEPNPOAYKIMSI HECKOJb-
UX TOPMOHOB
1. [IepBUYHBII TUTIOKOPTUIIUZM

TunmokopTuuusm

2. BTOpUYHBII I'MMOKOPTULU3M

1. lebuuutr StAR-nporerHa (MUNOUAHASA TUIEpILIa-
3Ws KOPBl HAAMOYEeUHUKOB, cuHapoM [Ipanepa)
AuchyHKIUA KOPB 2. Jeduuut 3 p-TUAPOKCUCTEPOUAAECTUAPOTEHA3HI
HaJAIIOYEeYHHUKOB 3. Dedpuuur P450bI7

4. Jedpuuut P450c21

5. Jeduuut P450cll

rOpMOHaJ’[bHO HCAaKTUBHBIC ONYXOJMW HAAMOYECUYHUKOB

DYKOPTULU3M
(1oOpoKayecTBEHHBIE, 3JI0KAYECTBEHHBIE)

[MaTonorus Mo3-
®eoxpoMonuToma (moOGpokavyecTBEeHHas,

roBoro BeCII€CTBa
3J'IOKa‘-ICCTBCHHaH)

HaAIIOYE€YHUKOB

4.4. CMHAOPOM KYLUMNHIA

Cundpom Kywunea (runepxkoptuuuism, CK) — KJIMHUYECKUUW CHUHIAPOM,
OOYCTOBIEHHBI NI HIOTEHHOW TUNMEPNPOAYKIMEN UITU ODIUTEITbHBIM 3K30-
TeHHBIM NMPUEMOM KOpPTUKOcTepouaoB (tabu. 4.3). BrnepBble KIMHUYECKAS
KapTHHAa SHAOTEHHOTO rUNMepKopTuuu3Ma 6bisia onucana B 1912 r. I'apBeem
Kymuurom (1864-1939).

DTHodOTHA

DTuonoruveckass kKinaccubukanus CK mpencraBiena BTabn. 4.4,
B coorBeTtctBUU ¢ 3Tuonorueit CK moapasnensiercas Ha AKTI-3aBucumbiii
u AKTI-He3aBUCUMBIIi: B MEPBOM clyyae TUMEPHNPOAYKI U KOPTUKOCTEPO-
unos cBg3aHa ¢ u3osiTkoM AKTTI (kpaitne penko KPI'), Bo BTopoM — HerT.



4.4. Cunpgpom KywunHra

187

Ta6a. 4.3. Cunapom Kymunra

DTHUOoNOTUS

Koptukorponuuoma runodusa (6one3up Kymunra),
KOpTUKOCTepoMa (H1oOpoKayecTBEHHasl, 3J0KayecT-
BEHHas1) HAAIIOYEeUYHUKA, SKTOMUPOBAHHBI I
AKTTI-cuHapoM (omyxoJib JerKUX, CPeaoCTEHbs

U MpOY., MTaPaHEOMIaCTUIYECKU MPOAYLUDPYIOTIas
AKTT), HazHaueHUE TIIKXOKOPTUKOUILOB U3BHE

ITaTtorenes

Kartabonuueckue, KOHTPUHCYJISIPHbIE U MUHEPAJO-
KOPTUKOUAHBIE 3(pdeKTh M30bITKA KOPTU3O0JIA

DNULEMUOIOTUS

YacTtora HoBbIX ciiydyaeB BK — 2 Ha 1 maH. B ron. Ha
kaxnasie 5 cnydyaeB BK nmpuxoautcsa 1 ciayvait koptu-
KocTepoMbl. B §—15 pa3 yaiie BcTpeyaloTcs y XeH-
IKWH; yame B Bo3pacte 20—40 ner

OCHOBHbBIE
KJIMHHUYECKUE
MPOSABIEHUS

KymuHrouaHoe oxupeHue, MUOMATUS, aTpOGuUs
KOXU, CTPUU, OCTEONOPO3 (MepejoMbl), KAPAUOMHU-
omnatus (cepaeyHasi HEIOCTATOYHOCTb, APUTMUM),
apTepuaibHas TUNEPTEeH3Usl, CTEPOUIHBIN caxap-
HBI nuabeT, aMeHopesi, TUPCYTU3M, TUTTOKAJIUEMUSI,
TUMEepHATPUEMUS, TUNIEPIIUTMEHTAL U KOXHU MPU
sktonupoBaHHoM AKTI-cunnpome

JIvarHocTHUKa

Manasi u Gonblias AekcameTa3oHoBblie mpoOsl, MPT
runodusza, KT (MPT) HaanmoOuyeyHUKOB

AuddepeHuumanbHas
IUarHOCTHKA

OXupeHue MOAPOCTKOBOTO MEpUoaa, alKOTOJbHBII
«TCEeBAOKYIIUHT», COUETAHUE XaPaKTePHBIX CUMII-
TOMOB (OXUpEHUE, TUTIEPTEH3UsI, OCTEOTOPO3)

Jleuenue

MHrubutopsl crepouporeHesa, TpaHccheHougalb-
Hast aleHOMIKTOMUsI, IPOTOHOTEPANUs Ha 00JacTh
runodusa, OTHOCTOPOHHSIS (IBYCTOPOHHSSI) aape-
HaJI3KTOMMUS

I[Iporuos

IMpu OTCYTCTBUM JieYEeHUSI CMEPTHOCTh B MepBbIE

5 net 30—50 %. Haubonee GiaronpusiteH mpu 100-
pOKAYeCTBEHHOW KOPTUKOCTEpPOME, HAUMEHee —
npu aktonupoBaHHoM AKTI-cuHapome
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Tab6a. 4.4. Dtuonoruvyeckas kinaccudukauus cuHapoma KymuHra

Cunapom o5 B 001I€it
DTHOJOTUSA

Kymmnra CTPYKTYpe
KoprukorponuHoMma runocdusa
(runepnia3usi KOPTUKOCTPpodhoB) — 70%
0oae3nb Kymmnra (BK)

AKTT -3aBucuUMBIit

Axtonuueckass npoaykuus AKTT 10%
Dkronuueckas nponykuusa KPT <1%
KoprukoctepoMa HaamoyeuyHUKa 10%
KapunHoMa HagmoyedyHMKa 8%

AKTI'-He3aBUCUMBIT

Honynspuas runepniasus
HaAMOYEeYHUKOB

1%

IIpuem npenapatos
TJTI0OKOKOPTUKOUIOB

DK30TeHHBI I

Fl'mnoduszapusit AKTI-3aBucumblit cuHapom KymuHra TpaguiUOH-
HO o06o3HauvaeTcsi TepMuHoM Ooae3np Kymmura (BK). IMocneanssa npen-
cTaBisieT co6ONl HEHPOSPHIOKPHMHHOE 3abojeBaHME, MNATOTEHETUYECKOI
OCHOBOW KOTOpOro sBjaAsieTcsi GopMUpPOBaHME KOPTUKOTPOMUHOMBI HUIU
TUTMEepNJa3suud KOPTUKOTpodhoB runodusa, coderamlieecss ¢ TOBBIIIEHUEM
nmopora 4YyBCTBUTEJbHOCTU TUNOTalaMO-TUuNnoduU3apHON CUCTEMbl KUHTHU-
OupyoIieMy BIUSHMUIO KOPTU30Jda, YTO MPUBOAUT K HAPYIIEHUIO CYTOUYHOM
nuHaMuku cekpeuuun AKTI ¢ pa3BuTueM JABYCTOPOHHEW THUNepnaa3uu
KOpBH HaAMOYeYHUKOB. TakuMm o6Gpa3oM, HeCMOTpPsS Ha MOPOU 3HAYUTEIb-
HYIO TUNIEPNPOAYKLUIO KOPTU30Ja, MOCIEAHUN He MOLaBJseT MPOAYKIIUIO
AKTI, kak 3To mpouUCXOAUT B HopMme. Takum oOpa3oM, MMEETCs Hapy-
meHHe MeXaHM3Ma OTPHUIATEJbHOH 00pPaTHON CBS3M CeKpelUU KOPTHU30JA.
Mopdonoruyeckum cybectpatom bK sBiasiercs ameHoma runodusa (8 90 %
ciyyaeB MUKpoaleHOMa), KOTopas MpeacTaBasieT cO00il MOHOKJIOHAaIbHYIO
onyxonb. Ilpu BK, Borauuume or skrtonupoBaHHoro AKTI-cuHapowma,
npoaykuuss AKTI ageHoMoil runocdusa He MOJTHOCThIO aBTOHOMHA.

Otuonoruss CK, oOyc/lOBJIEHHOTO KOPTH30JNPOAYUUPYIOLEH OMYyXO0JIbIO
HaAnoYeyHuka (KOPTUKOCTepoMa, 3J0KadyeCTBeHHass KOPTUKOCTepoMma),
Heu3BeCTHa. B maHHOM ciyyae peyb HUAET TUNEPHNPONYKIMHM KOPTH3OJa,
koTopass He 3aBUCUT OTAKTI u aGCcoJIOTHO aBTOHOMHA. DKTONMPOBAHHBII



4.4. Cunapom KymuHra 189

AKTTI-cuHApOM, UJIU CUHIPOM DKTONMMUYECKON (BHerumodu3apHOii) Mpo-
nykuuu AKTID (3HauurtenbHo pexe KPI) oOycioBieH rumepnpoaykuuei
AKTI HekOoTOpPBIMU ONMYyXOJNSAMU (METKOKJIETOUHBIH pakK JEerkux, TUMoma,
OMYyXOJb MOAXENYyIOUHOMN xene3bl). [IpUYUHBI, TO KOTOPBIM 3TU OMYXOJIU
npuoOpeTalOT CIMOCOOHOCTb K MapaHeomnjgacTuueckoiw mpoaykuuum ATKTI,
HEU3BECTHBHI.

ITaTorenes

B ocHOBe maTtoreHesa MaToJOTMYECKUX U3MeHeHUl, KoTtopbie npu CK pas-
BUBAIOTCS CO CTOPOHBI OOJNBIIMHCTBA OPraHOB M CUCTEM, JIEXUT B MEPBYIO
ouepenb TUMEPHNPOAYKLMS KopTusona. [lociaeaHuit B HedbuU3UOIOTUYEC-
KU X KOHIEHTpPALUUsAX OKa3biBaeT KATA0OJIMYECKOE NeiiCTBHE HA OeIKOBbIE
CTPYKTYPBI U MATPULBl OONbIIMHCTBA TKAHEN U CTPYKTYP (KOCTH, MBI LI LB,
B TOM 4YucCJie TTafKue U MUOKApa, KOXa, BHYTPEHHUE OPraHbl U T.M.), B KO-
TOPBIX MOCTENMEHHO Pa3BUBAIOTCH BbIPaXeHHble AUCTpodUUYECKHEe U aTPO-
dbuueckue M3MeHeHMss. HapylmieHUs yYrjieBOoAHOro OOMeHAa 3aKJHOYalTCs
B CTOMKOM CTUMYJSILUM TIIOKOHEOreHe3a U MIMKOJAM3a B MbILILIAX U Mevye-
HM, YTO MPUBOAUT K TUNEPriukeMuu (ctepouaHbiii nuabder). Ha xKupoBoii
00MeH M30BITOK KOPTH30Ja OKa3blBA€T KOMIIJIEKCHOE NEMCTBUE: HAa OJHUX
y4yacTKax Teja MPOUCXOAUT M3OBITOUHOE OTJIOXEHHUE, a HAa APYTUX — aTpPo-
bus XKUpOBOW KIeTYaTKHU, YTO OOBSCHSAETCS Pa3HOW YYBCTBUTEJIbHOCTHIO
OTAEJbHBIX XHUPOBBIX KoMmapTMeHTOoB K [K. BaXHBM KOMMODOHEHTOM
natoreHe3a CK ABASIOTCH 3JeKTPOJUTHBIE PACCTPOMCTBA (TMNMOKAIUEMUS,
rUnepHaTpUEeMusi), KOTOpble OOYCIOBIEHBl BIUSIHUEM M30bBITKA KOPTU30JA
Ha MOoYyku. [IpsAMBIM cCHeACTBUEM OTUX DJIEKTPOJUTHBIX CABUTOB SIBIASETCS
apTepualbHas TUMEPTEH3Us] U ycyrybJeHUe MHUOMaTUM, B MePBY ouepeab
KapAMOMHUOMATHUU, KOTOpas MPUBOIUT K Pa3BUTHUIO CepIeYHOW HemOCTa-
TOYHOCTU M apuTMusaM. MMMyHocynpeccuBHoe aeiictBue 'K oGycnaBiau-
BaeT CKJIOHHOCTh K UHDEeKIUAM.

DnuaeMuoaorusa

Hau6onee yacteiMm BapuaHToM CK, ¢ KOTOpBIM CTalKuUBAalTCS Bpayu
OOoNBUIMHCTBA CIeUMalbHOCTEH, gBaAsseTcsd 3k30TreHHb U CK, pa3zBuBmuii-
cs1 Ha poHe Tepanuu ['K; ero peasbHass pacnpoCTpaHEHHOCTb HEM3BECTHA.
Yactora HOoBbIX cayuyaeB BK coctaBnser 2 Ha I MaH. HaceneHus B rog. Ha
kaxabsie 5 canyuyaeB BK mpuxonutcsa I cnyuait koptukoctepomb. Kak BK,
TakK M KOpTUKOCTepoMa B 8—15 pa3 yalie BcTpeyalwTcs y XeHIUH. bonewor
BOCHOBHOM iauua B Bo3pacTte 20—40 ner. CuHApPOM ODKTONMUYECKON mpo-
nykuuu AKTI BcTpeuaeTcss mpumMepHo y 12 % OGOJNBHBIX C QHOOTEHHBIM

TUNEPKOPTULM3IMOM, HabJomaercss OH B 6ojee crapmeM Bo3dpacte (40-60
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JeT), 4Yale y MYXYHUH (COOTHOIIEHHE
1:3). OByctopoHHsias AKTT-He3aBucu-
Mas HOLyJAspHas TUNepHIa3us Hal-
MOYEYHMKOB BCTpeYaeTcsi B OCHOBHOM
BOETCKOM U IOHOIMIECKOM BO3pacTe.
ToTanbHBI TUNEPKOPTULU3M Yy ATl
SIBAsSIETCS Ype3BBIUYAWHON pPeaKOCThIO,
MPU 3TOM B OTJIUYUE OT B3POCIBIX JTOMHU-
HUPYIOT ONMYyXOJU KOPBl HaAMOYEeUYHUKA,
acpeld HHUX 3JTOKAYEeCTBEHHBbIE KOPTHU-
KOCTEPOMBI.

KauHnuyeckue nmposiBJeHUA

JdaHnHble GuU3MKaTIbHOTO 00CJeTO0OBaHUS
60JibHOTO (OCMOTpP) MMEIOT pellaw-
mee 3HaueHue BauarHocruke CK, Ho
MPpakKTHYEeCKM HHUKOTAAa He MO3BOJSIOT
3aMO0J03pUTh KOHKpPETHYI ero ¢opmy

(runodu3zapHylo HUIMU HAAMNOYEUYHUKO-
Byl0). B psge ciyuyaeB, OCHOBBIBasiCb Ha
Puc. 4.8. BHewrHuil BUa GOJIBHOTO N

NaAaHHBIX KIMHUYECKONW KAaPpTUHBI, MOXET
¢ cunapomonm Kyumnra ObITh 3aMOAO3PEH SKTOMNUPOBAHHBINI
AKTT-cunngpom.

1. Oxupenue HabOnwmaerca y 90 % 6oabHbiXx. XKup oTKiaaabiBaeTCsd AUC-
MJIACTUYHO (KYWUHSOUOHbII MUN 0JCUPeHUs): Ha XUBOTE, TIpyAM, Liee, JULE
(1yHooOpa3Hoe JAULO 06arpoBO-KpacHOro LiBeTa, MHOTAAa CLUUAHOTUYHBIM
OTTEHKOM — <«MAmMpoHu3m») WU CHUHB («Kaumaxmepuueckuil eopbux») Ha TblIb-
HOW CTOpPOHE KHUCTU XHUpPOBaAs KjeTyaTKa M KOXa 3aMETHO MCTOHYAlOTCH,
npu apyrux ¢popmax oXUpeHUs 3TOro He HaburomaeTcsa. Jaxe Nnmpu orcyrc-
TBUU OXUDPEHUS y KpallHE TAXeJbIX OOJIbHBIX UMEETCS MepepacrnpenejeHue
MONKOXHOW XUpPOBOU KiaeTuaTku (puc. 4.8).

2. Atpodusg Mbpll 0COOEHHO BbhipaXeHa U 3aMeTHa Ha MJEYEBOM Mosice
u HoraXx. TunuyHa atpodus ATOAMUYHBIX U OEIPEHHBIX MBI («CKOIIEH-
Hble ssiroaulbl»). [Ipu nonbiTKe GOJBHOTO NPUCECTh U BCTAaTh 00a 3TU JBU-
KEeHUS OynyT 3HAYUTEJNbHO 3aTPYAHEHBl, 0COOEHHO BcTaBaHue. Atpodus
MBI TepeaHeld OPIOMHOW CTEHKH («IASITYIIadyhil XUBOT») HPHUBOIMT
K MOSIBJIEHUIO TPBIXEBBIX BbIMSAYUBAHUN Mo Oesioil NuHUM XuBoTa. dius
akTonupoBaHHoro AKTI-cunapoma XxapakTepeH OCOOEHHO BbIpaXeH-
Hbli MMACTEHUYECKUUN CUHIAPOM, CBSI3AHHBINA C TAXEJON runokalmeMue
U MBILIEYHOU nuctpoduci.

3. Koxa McTOHYEeHa, UMEET MPaMOPHBII BUJ C MOJUYEPKHYTHIM COCY-
OIUCTBIM pPHUCYHKOM, cyXxas, C ydyacTKaMM pPErMoHalbHOW MNOTIUBOCTH,
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Puc. 4.10. OcTeomnopo3 TIpyaHOTO
U MMOSICHUYHOTO OTAENOB IO3BOHOY-
HHUKa npu cuaapome Kyirnnara

Puc. 4.9. Ctpuu mnpu cUHIpPOME

Kyuiunra

menymurcs. CoueTaHue NMPOrpeccCUPyOUIEro OXUPEHUST U pacrmaga Koj-
JlareHa KOXM OO0BSICHSET MOSIBJIEHUE MOJOC pacTsiXeHUss — cTrpuit. Crpun
UMET 6arpoBO-KpacHbi MJAUM (GUOTETOBBI LBET, pacrnojaraloTcs Ha
KOXe XMBOTAa, BHYTPEHHE MOBEPXHOCTHU Oexep, MOJTOYHBIX Xeje3, Miey,
M IMHUPUHA UX MOXET JIOCTUTaTh HECKOJNbKUX caHTUMeTpoB (puc. 4.9). Ha
KOXE HepeaKO OMpeaeisiioTCs BbICBIMAHUS TUMA aKHE, MHOTOYHUCJIECHHBIE
MeJKUEe MOAKOXHBIe KPOBOU3NUSHUS. ['mmnepnurMeHTanms B OTAEJbHBIX
ciaydasix MoxeT HabGutonarbcsd npu BbK m 3akoHOMepHO NpU 3KTOMUPO-
BaHHOM AKTIl-cunapome. B mociaeaHeM cliyyae MeJaHOAEPMUS MOXET
OBITh 0OCOGEHHO PE3KO BbipaxeHa, MPU 3TOM OXMpPEHHUE BeCbMa YMEpPEH-
HO, a B psiie cliydyaeB BOoOIle OTCYTCTBYeT, KakK M XapaKTepHOe mepepac-
npeiejeHue Xupa.

4. OcTeonmopo3 SBASIETCS TIXEJNEWIIMM OCJIOXHEHHEM THUNEPKOPTHU-
nu3Ma, kKotopoe pasBuBaetTcs y 90 % mauumeHtoB. HawumbGosee BBIpaxeHbl
WU3MEHEHUs B IPYIHOM U MOSCHUYHOM OTIeJiaXx MO3BOHOYHHMKA, COMpPO-
BOXIAIOIMMECS CHUXEHUEM BBICOTH TeJl MO3BOHKOB U KOMIPECCUOHHBIMHU
nepeasomamMu (puc. 4.10). Ha peHTreHorpamMme Ha (GOHE BHIACASIOMUXCS
KOHIEBBIX MITAaCTUHOK TEJO MO3BOHKA MOXET MOJHOCTHIO MPOCBEYUBATHCS
(«CTeKJNsSHHBIE NO3BOHKHN»). [lepesoMB OYEeHb YACTO COMPOBOXAAWTCS
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CUJIBHBIMH GOJTSAMU, MHOTIA CAMITOMAaMMU CAABJICHUS KOPEIIKOB CITMHHO-
ro mo3ra. Couerasich ¢ aTpodueil MBIIIL COUHBI, TAKUE U3MEHEHUS 4acTO
MPUBOASIT K CKONMO3Y U Kudbockonuosy. Ecau 6oe3Hb HauMHaeTCs B Je-
TCKOM BO3pacTe, OTMe4YaeTcs 3HAYMTeJbHOE OTCTaBaHUEe pebeHKa BpoeTe
B CBSI3U C TOPMOXEHHUEM TOJ BIMSIHMUEM M30BITKA TTIOKOKOPTUKOUIOB pa3-
BUTHUS 3NUubU3aPHBIX XPSAIUICIH.

5. Kapanomnonatua npu CK umeer cMemaHHBU TreHe3. Ee pa3Butuio
cnocoOCTBYIOT KaTtabonuueckue a3 deKTs CTEpOUAOB Ha MUOKaApHA, 3JeK-
TPOJUTHBIE CABUTM U apTepuajbHas rumnepTeH3usi. KIMHUYEeCKH OHa
MPOSIBJISIETCS HapyUWIeHUSIMHU puTMa cepaua (GuOpUIIII M Tpeacepauid,
9KCTPACUCTOJNMS) U CEPACYHON HEIOCTATOYHOCTHIO, KOTOpasi B GOJBIUINHC-
TBE cJyyaeB SIBJSETCS HEMOCPEACTBEHHONW MPUYMHON CMEPTU MALMEHTOB.

6.HepBHas cucrtema. CUMNITOMAaTUKa BAPDbUPYET OT 3AaTOPMOXKEHHOCTHU
U OeTpeccur N0 3 POopUM M CTEPOMAHBIX MCUX030B. YacTo oOHapyXkuBa-
€TCSl HECOOTBETCTBUE CKYAHBIX Xalo00b TAXECTU COCTOSTHUSA.

7. CrepouaHblii caxapuslii nuader Bctpevaetrcsty 10—20 % manmMeHTOB; OIS
HEro XapakTepHO Jierkoe TeuYeHUe U KoMIeHcauus Ha GboHe AMEeTOTepamuu
W Ha3HAaYeHUS TabJEeTUPOBAHHBIX CAXapOMOHUXKAIOMMX MpemapaToB.

8. IToaoBass cucrema. M30BITOK cCeKpeUMM HaANMOYEUYHUKOBBIX aHAPOTEHOB
00yCIOBIMBAET Y )KEHIIUH pa3BUTHE TUPCYyTHU3Ma (M30BITOYHBIN POCT BOJOC MO
MyXCKOMy Tumy). HapyumieHue mox BAUsSIHMEM U30BITKA aHAPOTEHOB ILMKIH-
YeCKOTO BBIAEJeHMSI TOHAZOIUOepuHa BBHI3bIBAET Pa3BUTHUE aMEHOpPEU.

JIlmarHocTuKa

1. Onpeaenenue 6azanbHoro ypoBHS koptusona u AKTI mmeer Hu3KO0E
OIUarHocTudYeckoe 3HaueHue BaumarHocTuke CK. B KauyecTBe CKPUHUHTOBOTO
TecTa 6osiee MHGPOPMATUBHO ONpeNeeHUE CYTOYHOUW 3KCKPEUUU CBOOOAHOTO
KOpTHU30Jla C MOYOi, HO 3TO HCCIEZOBaHMUE YCTYyMaeT IO YYyBCTBUTEIbHOCTH
ucneuudUrIHOCTH MajJoil nekcaMeTa30HOBOM mpobe.

2. [lpu HalM4YMKM y MallUEHTa CUMITOMOB uau nposisaeHuit CK B mep-
ByI0O oyepenb HEOOXOOUMO NOKAa3aTh UJIU OTBEPTHYTh SHAOTEHHYIO THUIEP-
NPONYKIMIO KOPTU30Ja MPU MOMOIIY MAJOi N1eKCAMETA30HOBO MPOOBI.
B coorBeTcTBUU ¢ HauboJliee pacIpPOCTPAHEHHBIM MPOTOKOJIOM B 1-if TeHb
B 8—9 d4acoB yTpa y mamuMeHTa OMNpeaeNisieTcss YypOBEeHb KOPTHU30Ja B ChI-
BOpPOTKe KpoBU. B 24 yaca 3toro Xe nAHS (HOYbIO) MALMEHT MPUHUMAET
BHYTpb | Mr mekcameTta3oHa. B 8-9 wacoB yTpa cieayiomero nIHS y malu-
€HTa OTMSTH ONpeaensieTcs] YPOBEHb KOPTU30Ja CBIBOPOTKKU. B HopMme u mpu
COCTOSIHUSIX, HE COMPOBOXAAIOMUXCSI PHIOTEHHBM TUMEPKOPTULU3IMOM,
nocje Ha3HayeHUs NeKcaMeTa30Ha YypPOBEHb KOPTHU30Ja CHUXaeTcs Ooiee
yeM B 2 pa3a. [Ipu nwo6om Bapuante CK mpoayKuusa KOpTu3ojga afeKBaTHO
He TMOooaBJsieTCs.

3. B tom cnywae, ecium B MaJoll AeKCaMeTa30HOBOW mpobGe He TMpo-
M30IIJO JOJNXHOTO MONaBJIEHUS YPOBHSI KOpPTHU30J1a, HEOOXOOUMO MpoOBE-
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Puc. 4.11. KomnbloTepHass ToMOorpamMMa HaJINOYEYHUKOB IMPU CUHIPOME
KymuHra: KopTukocTepoMa MpaBoTo HaAMOYeYHUKA

neHue audpdepeHIUaNbHONW NUATHOCTUKM MEXAY MaTOTEHETUYECKUMHU
Bapuantamu CK, kak mpaBuno, mexay bK m koprukocrtepomMoil Hagmo-
yedyHuKa. C 23TOU 1eNbI0O MPOBOAST 0OJbIIYI IKEeKCAMETaAa30HOBYKW MNpoOYy.
Ee nmpoTokon oTiuyaeTcsgs OT TAaKOBOTO MpPU MaJlOH AEKCAaMETa30HOBOI
npobe TONBKO MO030¥W mpemapaTa: MallUeHTy Ha3HauvaeTcss 8§ MT Jnekca-
meTta3zoHa. [Ipu BK mocne mpuema nekcameTa3oHa MPOUCXOAUT CHUXEHUE
ypOBHS KopTu3oia 6ojee ueM Ha 50 % OT MCXOAHOTO; MPU KOPTUKOCTEPO -
Me u 3kTonupoBaHHOM AKTI-cuHnpomMe yKa3aHHOTO CHUXEHUS YPOBHS
KOpPTHU30Ja HE MPOUCXOIUT.

4. Tonmvyeckass aumarHoctuka npu BK monpasymeBaeT mpoBenmeHUe
MPT c nenbio BbISIBIeHUS afeHoMbl rTunocdusa. Kpome Toro, mpoBOIUT-
ca KT mau MPT HagpnoyedyHUKOB, Npu KOTOpbX B cayuyae BK BwisiBIA-
€TCsA NBYCTOPOHHSS TUMepNJNa3usi. DTU Xe METOABl HCIOJNB3YIOTCS I
BU3yaJiu3aluu KOopTukocTepoMmbl (puc. 4.11). Busyanusauusg onyxoniu,
obycnoBnuBatieid sktonupoBaHubslit AKTI-cuaapom, B psize ciyudaes
3arpyaHeHa. Kak mnpaBujio, OoHa JOKaJlu3yeTcs BJETKUX MUJIU Cpenoc-
TeHuu (3HauurtenbHo pexe BXKT) m Ha MOMEHT MUATHOCTUKU HMeEeT
OO UpPHBIE MeTacTa3bhl.

5. InardocTtuka ocaoxnenuii CK moagpasymMeBaeT mpoBemeHUE PEHT-
resHorpadu MO3BOHOYHUKA AJIsI BBHISIBIEHUS KOMIPECCUOHHBIX MEepPeno-



194 I'naBa 4. 3a6oJieBaHUS HAAMOYCUHUKOB

MOB MO3BOHOYHMKA, OMOXMMHUYECKOE HCCIAEIOBAHUE C IEJbIO AMATHOC-
TUKHU DJEKTPOJUTHBIX HAPYUIEHUW M CTEPOUAHOTO caxapHoOro auabera
U npouee.

uddpepeHnualbHasgs TMATHOCTHKA

npOBO[lVlTCﬂ C3a60J’lCBaHMﬂMI/I U COCTOAHUAMU, KINMHUYCCKUEC IIPOABIC-

HUS KOTOPBIX HanmoMuHawT TakoBbie nMpu CK. OueHb 4YacCTO UMEET MECTO

runoaunarHoctuka CK, M maumuMeHTBH TNOJYYalOT CHEUUAJU3UPOBAHHYIO

MOMOIILb MPUMEPHO Yepe3 3-5 J1eT OT MOSIBJIECHUS JaxXe IBHBIX MPOSBJEHMUII

3abo0neBaHUS.

* OxupeHHUE TMOAPOCTKOBOTO IMepuona, YacTO B COYETAHUU C OYpPHBIM
JUHEHHBIM pPOCTOM, HEpPEAKO COINPOBOXAACTCId TAKMMHU CUMITOMaAMH,
KaK TpaH3UTOpHAas apTepuajbHass TUNEPTEH3Us, IMOSABJIEHUE PO30-
BeiIX cTpuii. Ot CK »3T0 cocTosiHue TMoO3BoJasieT nudpdepeHUIUPOBATH
OTCYTCTBUEC MUOIMMATUH U OPpYIrux OpraHHbIX M KOCTHBIX M3MCHeHMﬁ,
cBoiictBeHHbXx CK. B nmpoBeaeHUu nekcaMeTa3oOHOBOUW nMpoObl HeoOXo0-
IUMOCTbh BO3HUKAET OYEHb PEIKO.

* AJNKOTrOJbHBIH «IMCEBIOKYIUWUHI» pPa3BUBAECTCs y MAallUEHTOB, XPOHUUYEC-
KU 3JJoynoTpebnsiiomux ajkorojieM. [Ipu 3ToM HEKOTOpbie KJIMHUYEC-
KHMEe CUMIITOMBI O4eHb CXOMHB ¢ TaKkoBbiMu npu CK. Tak, pazBuBaetrcs
OXMUpEeHMUEe IO BEpXHEeMYy THUNY C OTJOXEHMEM XHUpa B 00J1acTu XHUBOTa
U IIeK, KOXa Julla nmpuoOpeTaeT KpacHOBATblil OTTEHOK, XapakKTepHa
MUOMaTusi, 0ocCoOeHHO Mb L Hor. Kpome Toro, ajakorojusamy 4acTo
COMYTCTBYET CEPACYHO-COCYIMCTAass MaTOJOrus, Kak NMpaBUJIO, apTepu-
aJbHasd TUINCEPTCH3UA.

* OraenbHble NMPOSIBICHUSA, KOoTOopbie BcTpeuvatorcs npu CK, Takue Kak
apTepuajbHasl TUNMEPTEH3MsA, OCTECONMOPO3, caXxapHbI AuMabeT, TMMOKa-
JUEeMUsl, TeHepaJlUu30BaHHAsI MUOTIaTHUsI, OCOOEHHO B clyyae MX codeTa-
HHUS HepeaKO TpeOYIOT MpPOBEJACHUS MaJioi JeKCaMeTa30HOBOW MPOOHI.

* Manag nekcametra3oHoBas npoba MJIU ONMpeaeseHUe CYTOUHOM dKCKpe-
oHunm KopTtmusojga C MOYO it BXOOAT B aJITOPUTM O6CJ'IC£LOBaHVlﬂ NMaguEeHTOB
C MHIUMIEHTAJOMOMN HaANnmouyeyHUKa (CJIy4yallHO BBISIBJIEHHOE O00OBEMHOE
obpasoBaHue) (cm. m. 4.9).

Jleyenune

1. Uueubumopsr cmepoudocereza (XJTONUTAH, AaMUHOTJIITETUMMUI) MOCIHE
MOCTAHOBKM AMAarHO3a Ha3HAaYaloT OOJNBUIMHCTBY MAlUMEHTOB C dHIAOTEH-
HBIM TUTMEPKOPTUIU3MOM. [laiMeHTH, KOTOPBIM Ha3HavYaeTCsI MPOTOHOTE -
panusa Ha o6iacTh runodm3a, BHIHYXIEHB MOJy4YaTh MpenapaThl JIUTENb-
HO, IO Tona M 6oJjiee B OXUIAHUU pa3BUTHUA 3P PeKTa MPOTOHOTEPATIUU.

2. Tpenccpenouoarvrnoe ydaneHue KopmumponuHoms, TuUNohusza sABIAsIEeTCS
mMetonoM BbiOopa nmpu BK B curyauumu, korga npu MPT ynaercsa uerko
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BM3yaJU3UpOBaTh afeHoMmy. Pemuccusi pazBuBaetrcsi y 90 % mpoomnepupo-
BaHHBIX NMalUUeHTOB. [IporHoctuvyecku OJAroNpUSTHBIM IOCJE ageHO-
MB3KTOMMUMU SIBIASETCS pPa3BUTUE TPAH3UTOPHOIO F'MMNOKOPTUUMU3MA, KOTO-
pPbIii MOXET COXPaHSIThCS OT HECKOJbKUX MECSILEB A0 roaa.

3. I[Ipomonomepanuss Ha o6GnacTh runodusa nmokaszaHa mauumeHTam ¢ BK,
Yy KOTOPBIX He BH3yalu3upyeTcs aaeHoma runodusa. Pa3zButus cToiikoil
pemMuccun BK MOXHO oXuUZaTh MPUMEPHO 4Yepe3 TojA MOCJe MPOBEeOEHMUS
MPOTOHOTEpANUHN.

4. Adpenasskmomuss SIBASIETCS OCHOBHBIM METONOM JIEUEHUSI KOPTHU-
KOCTEpOMBl HajANoOYeYHUKa. B psame cayuaeB mpu Tsaxeaom teueHuu BK,
KOTJa MalMeHTy MOoKa3aHO MpPOBEJEHUE NMPOTOHOTEpPANMUM, MPOU3BOIUTCS
ONTHOCTOPOHHSS aApEeHANdIKTOMMUS, KOTOPAsi MO3BOJISIET HECKOIbKO YMEHb-
WHUTh BBIPAaXEHHOCTh TUNMEPKOPTHULU3MA. JIBYCTOPDOHHSAS aIpeHAJIdIKTO-
Mus nnast nedueHus BbK mocirenHume HECKOTbKO NECATUIETUN MPaKTUUYECKH
He ucmoib3dyeTcs. TeM He MeHee B psje clydyaeB MPHU KpaliHe TIXeEIOM
TeyeHUM 3a0o0JeBaHUSI K Heil mpuxoauTcs mnpuberatb. [locae IBYCTOPOH-
Hell agpeHanskToMuu npu BK MoxeT mpoucxXxoaAWTh 3HAYUTEIbHBIUA POCT
aneHoMbl runodusa (cunapom HenbcoHa).

5. Tlpu oasxmonuposannom AKTIl-cuHapome JedyeHue Oyaer 3aBU-
CeTb OT JIOKaJMU3allMU M PpaclnpoCTPaHEHHOCTU OINYXOJEBOTro Mmpouecca.
B GonpbmiuHCTBE cllyyaeB pajuKallbHOE JieUeHUE U3-3a pacnpoCTpaHEH-
HOTO MeTacTa3MpoOBaHUS HEBO3MOXHO. B oTaenbHBIX ciyyasgXx MokKa3aHO
CUMIITOMAaTUYECKOE NMpPOBEJAECHUE NBYCTOPOHHEN aApeHANdKTOMUU.

6. Cumnmomamuueckas mepanuss TIPU TUNEPKOPTULM3ME BKIIOYAET Ha3zHa-
YeHUEe IMIIOTEH3UBHBIX NMpenapaTtoB, Kajlus, caXapOCHUXAOIIUX NpenapaTos,
a TaKXe IMpernapaToB JIEYUEHUS OoCTeonopo3sa.

IIporunos

[Ipu oTcyrcTBUU amekBaTHOTO JedyeHUs1 cMepTHocTh npu CK B mepBbie 5 mer
oT Hayvaja 3a6osieBaHus pmocturaet 30—50 % maumeHTtoB. IlporHo3 HaubGolee
6maronpusited npu CK, BRI3BaHHOM 10OpPOKaYeCTBEHHON KOPTUKOCTEPOMOI,
XOTsI BOCCTaHOBJeHUEe GYHKIIMU BTOPOTO HAAMOYEUYHMKA IPOUCXOIUT HE Y BCexX
nauueHToB (80 %). Npu BK mporHo3 6iaronpusiTeH Npu paHHE THATHOCTUKE
U CBOEBPEMEHHO HayaToM jJeyeHUU. [locyie 1OCTUXEHUS DYKOPTULMU3MA OOJIb-
IIUHCTBO MAaLlMEHTOB TpeOyeT AMUTEIbHOTO JIeYeHUsI Pa3BUBILIUXCS OCIOXHE-
HUil, B mepBylo ouepeab, ocTreonoposa. HaubGosee HebGsaronpusiTeH MporHo3s
npu sktonupoBaHHoM AKTI-cuHapoMe u mpu pacnpocTpaHEHHOM MeTa-
CTa3MpPOBAHUU 3J0KAaYECTBEHHOU KOPTUKOCTEpOMBbl. [Ipu 3JI0KaueCTBEHHOI
KOPTUKOCTEPOME 5-JIeTHSISI BBIXXKMBAeMOCTh cocTaBisieT o 20-25 %; cpenHsis
MPOMOJNKUTENIbHOCTh XXMU3HU MalnueHTa — 14 Mecsiues.
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4.5. TMNOKOPTNLUN3M

Haonoueunuxosaa nedocmamounocme (HH, HenmocTtaroyHoCcTh KOpPBI HaAIoO-
YEYHUKOB, TUMOKOPTUIM3M) — KJIUHUYECKUNU CUHAPOM, OOYCIOBJIEHHBII
HEJAOCTAaTOYHOUN cekKpelMeid TOPMOHOB KOpPbl HaAMOYEeYHUKA B pe3yibTa-
Te HapymeHUs] GYHKIUOHUPOBAHUS OJAHOTO HUJIU HECKOJbKHX 3BEHLEB
runoTtajlaMo-runo¢u3apHo-HaANOYeYHUKOBOU cucrtembl (tabn. 4.5). HH
noapas3nesieTcs] Ha MEePBUYHYIO, SBIAAIMYIOCS pPe3yAbTaTOM AECTPYKLUU
caMOi KOpbl HAIMOYEYHUKOB, U BTOPUUYHYIO (rUMmoTajiaMo-runodusapHylo),
BO3HUKAOIYI0 BciaeacTBue HemoctatouHoctu cekxpeuuun AKTT amenorumno-
¢busoM. B KIMHUUYEeCKOU NMpakTUKe HauboJiee 4acTO BCTpevyaeTCcsl MepBUYHAS
XpOHUYECKAasi HANMOYEYHUKOBast HeqocTaTouHocTh (95 % cnyuaes) (1-XHH).
3aboneBaHue, OOYCIOBJIEHHOE NECTPYKTHMBHBIM TIpOIleCCOM B Haamoyey-
HUKaxX, BIepBbIe ObIJIO omucaHo B 1855 r. aHraumiickum BpayoM Tomacom
AnnuconoMm (1793-1860). IlepBUYHBIM THUMNOKOPTULIM3M ayTOMMMYHHOIM
1 TyOepKyJe3HOW APTUOJOTUMU oOO3HavYaeTcss Kak 00Je3Hb AAAUCOHA.

Ta6n.4.5. THHNOKOPTHIH3M

Ilep i eunokop M (1I-HH): AYTOMMMYHHBII

anpeHajuT, Ty0epKyies,
anpeHoneikoaucrpohus

DTHONOTHA B
Bmopuuneiii  eunoxopmuyusm (2-HH): omyxoiam W JApyrue
NeCTPYKTHBHBIE MPOILECCHI
runorajaMo-runoduzapruoii odracrm
JdedbHuuT albA0OCTEPOHA U KOPTH30Ja, MOTEPs
HATPpUsA, 00e3BOKHUBAHUE, DJIEKTPOJHUTHDbIE CABHUIH,
IIaTorenes

CHHMJXEHHEe aJalTHBHBIX BO3MOXHOCTEeM

opraHusma

1-HH BcTpevyaercs ¢ yacToToii 40-60 HOBBIX caAyyaeB
DnuaeMHOIOTUA
Broa Ha 1 MJH. B3poCJ0ro HaceJeHHs

I'unepnurMeHTanusa®*, rUNOTOHUA®, MOXYyJAeHHUeE,
OCHOBHbIEe KJIMHHYECKHE
obmas cradocTh, fMcnencusn* (TomHoTra, pBoTa, JHa-

NposABJEeHHUA "
pesi), IPHCTPACTHE K COJIeHOH mume*
Kopruszoa, AKTI, anbaocTepoH, peHuH, Kaamii,
uarpuii, tect ¢ “"*AKTT, TecT ¢ HHCYJIHHOBOIi
Z[uarnoc"rm(a THNOTJUMKeMHEel. DTHoJOruYeckKas JAHATHOCTHKA:

anTturena K P450c21, ypoBeHb JJHMHHOUMEMOY e T HBIX

KHUPHBIX KHCJIOT, TyOepKyae3 JerkKux

Jipyrue NMpHYHMHBI MelaHoxepMHu (reMoxXpomMaTo3s,
Nuddepennuanpbuas agua-

THOCTHKA

MHTOKCHKAaNMHU, XJ0a3Ma U NPOY.), NOXYAEHHUs, TMNO-
TOHUH
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Okonuanue maéba. 4.5

3aMecTuTeNbHAss Tepanus nNpenapatramMu

Jleuenue
KOPrukKocToMaos
Xopomuii Npy OPMEHTHPOBAHHOCTH ManMeHTA B 3a-
00NeBAHUM H OTCYTCTBHMH YaCThiX 3MU30A0B nmepeao-
IIporuos

3UPOBKH IFITIOKOKOPTHKOHIAMHU. Heﬁﬂal‘ol’lp“ﬂ'{‘eﬂ

npu ajapeHojeiikoaucrpohun

* CuMmntombl Tosbko 1-HH.

DTuonorusd

OcHoBHbiMU puuyuHamu [-XHH gBagorcs:

* AYTOMMMYHHAasI JAECTPYKIUS KOPB HaAMOYEYHUKOB (ayTOUMMYHHBIHI
anpeHanut) (98 % cinydaeB). B KpoBM GOJbIIMHCTBA MAallMEHTOB OOHapy-
XKUBalOTCs aHTUTeNa K pepMeHTy 21-runpokcu i aze (P450c21). Kpome Toro,
y 60—70 % manmueHTOB pa3BUBAIOTCS APYyrMe ayTOMMMYHHBIe 3a60JieBaHU S,
yauie BCero, ayTouMMMYHHBbIN Tupeouaut. 1-XHH ayTouMMyHHOro reHesa
SIBJSIETCA KOMIIOHEHTOM ayTOMMMYHHBIX MOJUTIAHIYJISIPHBIX CHHIPOMOB
(cMm. m. 9.1).

+ Tyb6epkyne3d HagmouyedyHUKoB (1-2 %) paszBuBaeTcs BCIEICTBUE TeMaTO-
TeHHOT0 pacnpocTpaHEeHUS MUKOOaKTepuil. BOJBIIMHCTBO MAaLUEHTOB
cTpajgaeT TyOepKyJe3HbIM MOpaXeHUeM JEerKux.

« Anpenonciikoguctpodus (AJIOA) (1-2 %) — X-cuemnieHHOE peleCcCuB-
Hoe 3abojeBaHME, NpPU KOTOpPOM Hacjaeayetrcsa nedekKT GpepMEeHTHBIX
CHCTEM, OCYHIECTBISIOMMUX OOMEeH AJIMHHOIMEMOYEUYHBIX XUPHBIX KHC-
JIOT, B pe3yJbTaTe TNPOUCXOMNMT HMX aKKyMyJIsiius B OelToM BelleCcTBeE
IIHC u Kxope HAaANMOYEYHUKOB, NPpUBOASIIAS K AUCTPOGDUUECKUM U3ME-
HeHussM. @PeHotunuuecku AJIJl BapbupyeT OT TSAXEJNBIX Helpomere-
HepaTUBHBIX POPM JO COCTOSHUMN, B KIMHUUYECKONW KapTUHE KOTOPHIX
nomuHupyet 1-XHH.

* Peakue mNpUYUHB (KOAryjlomaTUHU, AYCTOPOHHUN TeMopparmyecKuiu
MHGAPKT HAANOYEYHUKOB (cuHApoM YotTepxayca-®puaepukceHa) MeTa-
cTa3bl OMyXoJiel, IBYCTOPOHHSSI anpeHal3kKToMusi, BUY-accoumumpoBaH-
HB I KoMTIeKc. OCHOBHBIMU MPUYUHAMMU BTOPUYHOTO TMIOKOPTHIIM3MA
SIBASIIOTCSI pa3JIUYHBIE OMYXOJIeBble U NECTPYKTUBHBIE MPOIMECCH BIHU-
nmortajgaMo-runoduszapHoid ob6imactu. OcTpasi HAAMOYEYHUKOBAS HENO-
CTATOYHOCTh (AAJAMCOHMYECKHMU KpHU3), B MOAABIASIOMEM OOJNBIIMHCTBE
ciyJyaeB, MMeEeT Te€ Xe MPUYUHBI, YTO M XPOHMUYECKAss M MpeACTaBiseT
coboil ee neKOMIEHCALUIO.

[Tatorenes
[Ipu nepBMYHOM TrUNOKOPTHHM3ME B pe3yjbTaTe pas3pyumeHus O6omee 90
% XOpb O00OWUX HAAMOYEUYHUKOB GopMuUpyeTCcsa NedDUIUT albJAOCTEPO-
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Ha " KopTtusona. JledbHUUT albIOCTeEpOHA NPUBOAUT K IIOTEPE HATPHUSI,
3agepXKe Kanus (TUmepKajlueMHsI) W IMporpeccupyromemMy o006e3BOXM-
BaHuwo. CilaemcTBuMeM BOMHBIX M 3JIEKTPOJHMTHBIX PAaCCTPOMCTB SBISIOTCS
W3MEHEHHUS CO CTOPOHBI CEPAEYHO-COCYAMCTON W MUIIEBAPUTEIbHOMN CHC-
TeM. JebUUUT KOPTH30Ja NPUBOIUT K CHUXEHHUIO aJallTUBHBIX BO3MOX-
HOCTeW oOpraHuM3Ma, CHHMXEHHI TpPOIECCOB TJIIKOHeOTeHe3a WM CUHTE3a
rnukoreHa. B cBsa3um catum 1-XHH wmanudecTtupyer Ha (poHe pasznimu-
HBIX GU3UOJTOTUUYECKUX CTpecCOB (MHGEKI MU, TPAaBMbl, TEKOMIEHCAIHS
cCOmyTCTBYloI e matonoruun). Jedpuuut KopTusona Mo MeXaHU3MY OTPH-
HaTeJbHOW OOpaTHOW CBSA3M NMPUBOAUT K MOBbIIeHUI nmpoaykuuu AKTT
M eTo MpealecTBeHHUKa npoonuomenanokoprtuna (IOMK). B pesyabTate
nporeoausa nociegHero noMmumMo AKTI oOpasyeTcs euie M MEJaHOLUT-
cTtumynupytoumuii ropmod (MCTI'). TakuMm o6pa3oM, Npu MEPBUYHOM TUIMO-
kopTuuusme napangeibHo uU30bITKy AKTI popmupyerca uszostok MCT,
KOTOpHIW U oOycnaBauBaeT Haubonee aApkuit cumntom 1-XHH — rumnep-
MUTMEHTAIMI0O KOXU U CIU3UCTHIX.

B cBsA3M Cc TeM, 4TO MPOAYKLUHUS albIOCTEpPOHAa KOPOW HAaZMOUYEUHU-
KOB TPOUCXOIMT MpakKTHUYeCKU HeszaBUCHUMO OT a3pdpektoB AKTI, npwu
BTOPMYHOM TUNOKOpTHUUM3Me BciaeactBue Hemoctatka AKTI paszBuBa-
eTcsd ONedUIUT ONHOTO TOJHKO KOPTHM30Ja, a MPONYKIMS ajJlbIOCTEpPOHA
coxpaHsieTcsa. UMeHHO 3TO ompenensieT TOT GaKT, 4TO BTOPUYHBI A TUIIO-
KOPTUIIM3M MMeeT OTHOCHTENbHO 0OoJiee JerKoe TeYeHHMEe MO CPaBHEHUIO

C MEPBUYHBIM.

Puc. 4.12. TunepnurMeHTauus KoxXxu npu 6ose3Hu AgaucoHa (a, 6)
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DNuaeMHOJIOTUA

[lepBUYHBI THIOKOPTUILU3M BCcTpedaeTcsd ¢ 4acToToil 40—60 HOBBIX CIy-
yaeB B roJ Ha | MJIH B3pOCJOro HaceJeHHUsi. PacnpocTpaHEeHHOCTh BTOPUY-
HOIro rumoKopTuummuidMa HEM3BECCTHA.

Kauauyeckue mnposiBJeHUs
OCHOBHBIMU KJIUHUYECKUMU CUMIITOMAMU MEPBUYHOTO THTOKOPTUIIMU3MA
(60J€e3HU ANIUCOHA) SABASIOTCS:

1. TunepnurMeHTanusl KOXKHU U CJAU3MCTBIX. BHIpaXXeHHOCTh TUNEPIIUT-
MEHTAllMU COOTBETCTBYET TSAXECTHU U NaBHOCTH mpoliecca. BHauanxe TeMm-
HEIT OTKPBIThIE YacTH Tela, Haubojee MOABEPXEHHBIe AEHUCTBUIO COJIH-
1ma, — JUIO, Iiesi, pyKU, a TakXe MecTa, KOTOpble U B HOpMe 6ojiee CUIBHO
MUTMEHTUPOBAHBI (COCKM, MONIOHKA, HapyXHBbie MOJOBbE OpPTaHbl) (puc.
4.12). bonpuiylo AIMaTHOCTUUYECKYIO IIEHHOCTh MMEET TUINEPMNUIMEHTAI U
MECT TPEHUS W BUOAUMBIX CIU3UCTBIX 060s0ueK. XapaKTepHBl TUMEPIUT-
MEHTalus JTafOHHBIX JUHWIM, KOTODble BBIAEISAIOTCSI Ha OTHOCUTEIbHO
cBeTioM (oOHe OKpyXawlieid TKaHW, MOTEMHEHUE MECT TPEHHUS ONEXIOM,
BOPOTHUKOM, mosicoM. OTTEHOK KOXHU MOXET BapbUPOBATh OT AIBIMYATOTO,
6poH3oBoTO (OpoH30Bas 6oJe3Hb), I[BeTa 3arapa, TPsS3HOU KOXWU, BIJIOTH IO
BeIpaXeHHOW nuddy3HoN runepnurmMmeHranuu. JloctaTouHo cneundpuiHa,
HO He BcerJa BBIpaXeHa TUMEPNUTMEHTAaIUsl CIU3UCTBIX 000JioueK Ty0,
NeCeH, MeK, MSITKOTO U TBepnoro Heb6a. OTCYyTCTBUE MEJTAaHONEPMUU ABISIET-
CcsI TOCTAaTOYHO CEPbe3HBIM NOBOJAOM NpoTuB nuarHo3a 1-XHH, Tem He MeHee
BCTPEYAIOTCS CAy4yau TaK Ha3bIBAEMOTO «0eJ0ro agAuCcOHU3Ma», KOTJa TUIep-
MUTMEHTAI U MOYTH OTCYTCTBYeT. Ha poHe rumepnurMeHTaum y 6OJTbHBIX
4YacToO OOHapyXMBAaIOTCSI OeCNUTMEeHTHBIe NsATHA (BATHAMrO). Pa3smep wux
KOoJIeOJNeTCsI OT MEJKUX, €llBa 3aMETHBIX, 10 KPYMHBIX, C HEMPaBUJIbHBIMHU
KOHTYypaM#, SIPKO BBIIENSIOIMUXCS Ha ob6meM TeMHoM ¢doHe. Butunuro
xapakTepHo uckiawouuteabHo nas [-XHH aytToumMMmyHHOro reHesa.

2. Moxynenne. Ero BBIpaXeHHOCTb KoJieGIeTCcs OT yMepeHHOro (3—6 Kr)
o0 3HauYuUTeNbHOTO (15-25 Kr), oco6eHHO MPU UCXOAHO U3OBITOUHOU Macce
Tena.

3. O0masa caabdocTh, aCTEHUSHA, AeNpeccCHs, CHUXKeHHue auougo. OGmasa
cnaboCTh MPOTPECCUPYET OT JIeTKOI, MO MOJHOW moTepu paboTocmocob-
HocTu. [laniMeHTH MOMaBAECHBI, BSIJbl, HEOMOIUOHATbHB, PAa3APaXUTENb-
Hbl, Yy TOJOBUHBI M3 HUX TUATHOCTUPYIOTCS NEeNMpPEeCcCUBHBIE paccTpoiicTBa.

4. AprepuanbHasi THIOTEH3UsI BHaYajle MOXET UMETh TOJIbKO OPTOCTATH -
YeCKUU XapaKTep; MalMEHTHl YacTO COOOHIal0T 06 OOMOPOUYHBIX COCTOSI-
HUSX, KOTOpbie MPOBOIUPYIOTCSA pa3dUuIYHBIMU cTpeccamu. OOHapyxeHUe
y malueHTa apTepUalbHOW TUNMEPTEH3UU— BECKUI MOBON MPOTUB OUA-
rHO3a HaAJAMMOYEYHUKOBOW HETOCTATOUHOCTHU, XOTs, ecinu 1-XHH pasBunacs
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Ha ¢poHe mMpealUIeCTBOBaBIIed TUMEPTOHUYECKON OONE3HU, apTepUalbHOE
naBJieHUE MOXET OBIThb HOPMAJbHBIM.

5. Iucnencuyeckue paccrpoiictea. HaubGosee yacto oTMevawTcs MJO-
X0 amnmeTUT M pa3JuThie OOJM B 3NMUTacTPpUM, dYepeoOoBaHUE TMOHOCOB
u 3anopoB. [Ipu BblpakeHHON AeKOMMNEHCAalUU 3a00JeBaHUS MOSBISIOTCS
TOUIHOTA, PBOTA, aHOPEKCHUS.

6. [IpucTpacTue K COJIEHOI NMUIE CBSI3aHO C MpOTpeccupylolleil morepei
HaTpus. B psae ciayyaeB OHO JOXOJUT N0 YMNOTpPeOIEeHUS COJU B YUCTOM
BUIE.

7.TunorauKeMus B BUJe TUTMTUYHBIX MPUCTYNMOB MPAaKTUUYECKU HE BCTpe-
yaeTcsl, HO MOXET BBISIBJISATHCS NMpPU 1abOPaTOPHOM MCCIEIOBAaHUU.

KiuHudyecKylo KapTUHY BTOPUYHOTO TMIOKOPTHIIU3MA OTJIMYAET OTCYTC-
TBUE TUNEPNUTMEHTAIlMU U CUMIOTOMATUKU, CBI3AaHHOU caeduunmtom
anpnocTepoHa (apTepuajbHasi TUMMOTOHUS, MPUCTPAcTHe K COJIEHOUW MHUIIeE,
nucmnerncus). Ha mepBBH MmJaH BBHICTYMalOT TaKue Majlocmenudpuueckue
CUMTIITOMBI, KaK o06imas ciaboCcTh M MPUCTYNB TUNOTJIMUKEMUH, KOTOpDHIE
OMUCHIBAIOTCS, KaK OMU3O0IBl IMIOXOTO CaMOUYYBCTBHUS uYepe3 HECKOIbKO
YacoB TMOCJE EJbl.

KnuHuyeckass KapTHHa OCTPOil HAANOYEYHHUKOBOW HEIOCTATOYHOCTH
(aAMMCOHUYECKOTO KpH3a) MpeAcTaBiIeHa KOMIIJIEKCOM CHMITOMOB, IO
npeob6yalaHNI0 KOTOPBIX MOXHO BBIJIEIUTh TPU KIUHUUYECKUE DOPMBI:

e Cepaeuno-cocyaucras ¢popma. [Ipu 2TOM BapuaHTe TOMUHUPYIOT SIBJE-
HUSI OCTPOUW HEJOCTATOYHOCTU KpPOBOOOpaIlleHUs: OJEeTHOCTh NHIla
C aKpOIIMAaHO30M, NOXOJONaHUE KOHEYHOCTeW, BBIpaXeHHAas apTepu-
albHasi TUMOTOHUS, TaXUKapOAUsi, HUTEBUAHBI U MyabCc, aHYPUS, KOJ-
narmc.

o JKenynouyno-kummevyHnas ¢popma. [lo cuMnToOMaTuKe MOXET HAMOMUHATH
MULIEeBYI0 TOKCUKO-UHGEKIIMI0O UIU Taxe COCTOSIHUE OCTPOTO XMBOTA.
IIpeo6rnagaroT 60AM B XMBOTE CMNAaCTUYECKOTro XapakTepa, TOIIHOTA,
HeyKpoTUMas pBOTa, XUAKUN CTyJd, METEOPU3M.

e HepBHo-ncuxuueckas ¢popma. [IpeobranarT rosoBHass 60Jib, MEHUHTE-
anbHble CUMTITOMBI, CYZOpPOTHM, OyaroBasi cMMINTOMaTHKa, Opex, 3aTtop-
MOXEHHOCTb, CTyHop.

JdunarHocruka

Ilepeuunviii SUNOKOPMUYUZM

1. JIaGopaTopHoe noaTBepxkAeHne runokoprunusma. Jasa 1-XHH xapak-
TepHa TUNepKalueMusi, TUMOHATPUEMUs, JIeWKONMeHUSA, JUMPOUUTO3,
CHUXEHHBI YpOBEHb KOPTH30Ja M aJlbJOCTEpOHa, BBICOKHUI YpOBEHbHb
AKTTI u penuna. Kak yka3biBaaiochb, MH(GOPMATHUBHOCTb OMNpeaeNeHUS
0a3albHOTO YPOBHSA KOpPTHM30Jia OrpaHudYyeHa. B ocHoBe maGopaTopHOU
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nuarHoctuku 1-XHH ngexur tect ¢ ]*24AKTF (CMHAKTEHOM). ’24AKTF
BBOJIMUTCS BHYTPUBEHHO B a03e¢ 250 MKr, JuGO0 BHYTPUMBIMIEYHO B A03€
500-1000 Mkr (cuHakTeH-Aemno). B mepBoM ciyyae ypoBeHb KOpTHU30Jia
olneHUBaeTcsa yepe3d 60 MUHYT, BO BTOpoM — uepe3 8—12 yacoB. Ecuu ypo-
BEHb KOpPTU30Ja Ha GOHE cTUMYASUMU nipeBbiiaer S00 MMOJab/JI, AUAaTHO3
I-XHH MoXeT ObITh MCKJIIOUEH.

2. DTuonoruyeckas numarHoctuka. Mapkepom 1-XHH ayToMMMyHHO-
ro reHesa sgBiasitoTcss aHtutena KP450c21. Ouns anpeHoneiikonuctpoduu
XapakKTEpHO HNOBBIIIEHMUE B KPOBMU YPOBHA AOJMHHOLCMOYECYHBIX XMPHBIX
kucaoT (C24:0 — C26:0), a TakXe HOCTATOYHO CHEeUU(PUUYHBIE UBMEHEHUS,
BoisiBisieMble nMpu MPT roioBHOTro M CHMHHOTO MoO3ra (CMMMETpUYHas
NeMUEeTUHU3aluusl, BOBJEKAalIlass MO30OJUCTOE TEJO U MEPUBEHTPUKYISAP-
Hoe mepuoKuunuTanbHoe 6enoe BemecTtBo). I[lpu 1-XHH Ty6Gepkyle3Horo
resesa NnpaxkTHM4YE€CKMU BCerga BBIABIANTCA MU3MCEHCEHHIA CO CTOPOHLBI Jier-
KHUX.

Bmopuunblii 2UNOKOPMUUU3M

1. JlaGopaTopHoe moATBepXAeHUEe runokopTuunuaMa. C 3Toil HeNblo Mpo-
BOAMTCS TECT C MHCYJUMHOBOU TUNMOTIMKeMUeil, KOTOpass B HOpMEe MPUBOAUT
K 3HauuteabHoMy BbBIOpocy AKTI rumoduszom u mociaenymoueMy TOBBI-
MEeHUI MPONYKIUU KOopTu3zona. MHCYTUH KOPOTKOTO AEUCTBUS BBONUTCS
Hatomak B no3e 0,1—0,2 Ex/Kr; eciu TUNMOTJIMKEMUs He NIOCTUTaeTCs, Jo3a
WHCYINHa yBenuuuBaercsi. Ha ¢doHe runmornukeMuu mMpou3BOAUTCS 3abop
KPOBU [JJis OMpeNeeHUs] YPOBHS KOPTU30Ja; €CJIU MOCIHEAHUN TMpeBbIIIa-
er 500 umonn/n, HH MoxeT ObITh McKkatodyeHa. [IpobGa mpoTHuBONMOKa3aHa
MOXUJIBIM MAaUUEHTAM C CEPOEYHO-COCYIUCTON MAaTOJNOTHUECH.

2. Druosoruyeckass nuarHoctuka. [IpuyMHa BTOPUUYHOTO TUIOKOPTH-
HM3Ma, Kak NMpaBUJIO, OUEBUIHA MO aHAMHECTUUYECKUM JaHHBIM (aeHoOMa
runodusza, onepaTuBHOEe BMelIaTeJbCTBO Ha runoduse u T.m.). [pu HeoO-
xonumocTu mnpoBoautTcss MPT runodusa.

AunddepennuajbHass TUATHOCTHKA

JIlpyrue mpUYUMHB MejaHoAepMUMU (FreMOXpOMaToO3, CKJEpOJAEpMHUs, XJioas-
Ma, MHTOKCUKALUU (MBIIIbSIK, cEpeOpPO), CUHAPOM MajbabcopOUMU, CUHI-
pom IleiiTua-J/Ixxerepca, moxyaeHusi (TUPEOTOKCHUKO3, OMYXOJU M Ipouee),
TUTIOTOHUU, AUCIENTUYECKUX PACCTPOMCTB.

JleyeHue

BkiovyaeT MOXM3HEHHYI 3aMEeCTUTENbHYIO Tepamuio MpemapaTaMu KOp-
TUKocTepounoB. I[locie MOCTAaHOBKM AMAarHo3a B GOJNBIMIMHCTBE clydyaeB
JedyeHUEe HayMHaeTCs C BHYTPUMBIIIEYHOTO HUIU BHYTPUBEHHOTO BBele-
Husg ruapokoptusona (100—150 mr/cyr Ha 2—3 WMHBEKIMHU). BbIpaxXeHHBIH
MONOXUTENbHBI 2hGdEKT OT Tepanuu TUAPOKOPTU3OHOM SIBJISIETCS Bax-
HBIM CBUAETEIbCTBOM MNPaBUJIbHOCTU YCTAaHOBJIEHHOTO aumarHo3a. I[locre
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cTabunusanuuu coctossHusd nmanuueHrta ¢ |-XHH Ha3HawvaeTcs moamepxuBa-
IolIas Tepanusa: KOMOMHAILMS MpenapaToB ¢ TJIOKO- U MUHEPAJTOKOPTUKO -
MOIHOW aKTUBHOCTHIO (Tabu. 4.6).

Taba. 4.6. 3aMecTuTeNbHAas Tepanus XPOHUYECKOW HAAMOYEYHUKOBOM HegoCTa-
TOYHOCTH

Ilpenapat Jlo3a, pexxuMm npuema

Tuapokoptuzon: 10-20 Mr yrpom, 5-10 mraHem
IMIOKOKOPTUKOU unu

IIpennu3onon: 5 Mr yrpom, 2,5 MraHem

M M HEpaJIOKOPTU KOU L D ayapokoptuson: 0,05—0,1 MryTpom

C menp0 MMUTAUUM MHMUPKATMAHHOTO pPUTMAa NPOAYKIUU KOPTH-
30a /3 m03bl TIIOKOKOPTHMKOUAOB OGBIYHO Ha3HayaeTCss pPaHO YTPOM,
a /3 m0o3bl — B OOeleHHOE BpeMsi. AJIeKBATHOCTU MPOBONAUMOUN Tepamnmuwu
COOTBETCTBYET MNOCTENEHHBI perpecc TrUMNEePNUTMEHTAUMU, HOPMalb-
HOE CaMOYyBCTBUE M apTepualbHOE NaBJIeHHE, OTCYTCTBMEe OTeKOB. [lpwu
MO0 X MHGPEKIMOHHBIX 3a00JIeBAHUAX 103y TUAPOKOPTHU30HA HEOOXOMM-
MO YBEJMYMTh B 2-3 pasa; MpHU TAXKEIBIX JUXOPAJAOUYHBIX 3a00JeBAHUIX
MOXET MOHanoOMThCS MEepexXoJ Ha HMHBEKI MU THUIAPOKOpPTU3O0HA. Ilepen
pPa3JMYHBIMU MHBA3WUBHBIMU MEIUIMUHCKUMU MAHUNYIAUUSIMU (3KCTpa-
KIus 3y6a, racCTpPOCKOMUS U Mpoyee) HEeOOXOAMMO OJHOKPATHOE BBEJAECHUE
50—100 Mr rugpokopTtu3oHa. OCOOGEHHOCTb 3aMECTUTEJbHOW Tepamnuu
NPy BTOPUYHOM TMIOKOPTHIH3ME COCTOUT BOTCYTCTBUU HEOOXONUMOCTHU
Ha3HayeHUs (GIYyIPOKOPTU30HA, 3a HCKIWUYEHHUEM OTAEIbHBIX CJydaeB
BBIDAXEHHOW TUIMOTOHWU.

JleueHue oCTPOiIl HAANMOYEYHHMKOBOW HENOCTATOYHOCTH OGa3upyeTcs Ha
CHAEeNYIMUX OCHOBHBIX MPUHLUMAX:

* PeruapatauvoHHas Tepanus: M30TOHMUYECCKUU pPacTBOP B 06beMe
2-3 nutpa B mepBbie CyTKu B couetaHuum c¢ 10-20 % pacTtBOpoM
TJTOKO3H.

MaccupoBaHHasi 3aMeCTUTEJNbHAasi Tepamnusi TUAPOKOPTU3OHOM:
100 mr B/B, 3areM Kaxabie 3—4 uvaca no 50-100 mMr B/B uau B/M.
[To mepe cTabuaM3al MM COCTOSIHUS MalMEeHTa 103a CHUXAETCs A0
noanepxkuBatomei. [Ipy OTCYyTCTBUM TUAPOKOPTU3OHA, HANMPUMED
Ha BpeMs JOCTaBKMW MalMEHTa B KJIMHHUKY BO3MOXHO Ha3HayeHUE
9KBHUBAaJEHTHBIX 103 TMPEAHU30TO0OHA.

CumMnToMaruueckass Tepanusl CONYTCTBYMIIUX 3aboJieBaHUIil,
BbhI3BaBIIUX nekomneHcauumio XHH (wyame Bcero — aHTUOaKTepu-
aJlbHasd Tepanus MHOEKUMOHHBIX 3a00J€BaHUI).
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IIporunos

[IponoONXUTENbHOCTh U KAYECTBO XM3HM MAalUMEHTOB, OPUEHTHUPOBAHHBIX
B cBoeM 3abo0JieBaHMU, KOTOpble MNPU HEOOXOAMMOCTU MOTYT aJeKBaTHO
M3MEHSATh A03Y TJIKOKOPTUKOUIOB IMPU COMNYTCTBYKWIIMX 3a00JeBaHUAX,
Y KOTOPBIX OTCYTCTBYIOT SBJE€HUS IMEepelo3MPOBKU KOPTUKOCTEpoOUIaAMHU,
MajJo OTJUYalTCa OT OOBIYHBIX. [IporTHO3 yXxyalaeTrcs NpU Pa3BUTUU
COMYTCTBYIOIMX aYyTOUMMYHHBIX 3a00eBaHUii. [IpOorHo3 nmpu aapeHONE -
KOAUCTPOGMUU MIOXOM M ONMpeneasaeTcss CKOPOCThIO NIEMUCIUHU3UPYIOLIETO
npoyecca ¢ UHC, a He runokopTtuuudmMom. JIeTalbHOCTh OT OCTPOU Hand-
MOYEeYHUKOBOW HEIZOCTATOYHOCTU MOXeT mocTturath 40-50 %.

4.6. BPOXJOEHHAA OUCHOYHKLNSA
KOPbl HAOMNOYEYHUNKOB

Bpoocoennas  ducgynkuyus kopet HaonoveyrHuxkos (B KH, aapeHoreHuTaabHBII
CUHAPOM) — Tpymma ayTOCOMHO-PELEeCCUBHO HaCJeIyeMBbIX HapyWleHUU
cuHTe3a KopTukocTtepounoB. bonee yem 90 % Bcex cayuaeB BJIKH o06yc-
noBiaeHo geduuutom 21-ruapokcunasbl (P450c21). OcrtanbHbie GOpPMBI
BAKH BcTpeuailoTcss Ka3yMCTUUYECKHU pPeakKo.

Ta6n. 4.7. BpoxaeHHass 1uchHyHKLIUS KOPBl HaAMo4eYHUKOB (mebunuut P450c21)

Myranus rena P450c21, ayTocoOMHO-pelleCCUBHOE
HacjaeJoBaHUe

DTUoNOTUS

CHUXEeHUE MPOAYKI MU KOPTHU30Jia U albJOCTEPOHA,
ITaTorenes runeprnponykuusi AKTI 1 HagnmoyeuYHUKOBBIX aH-
pOTeHOB

PacnpocTpaHeHHOCTbh KJIaCCUYECKUX BAapUAHTOB
cpeau eBporneileB cocTaBisieT IpuMepHo 1 Ha
14000 HOBOPOXAEHHBIX; 3HAYUTEJIbHO BbILIE CPEIU
OTAEJbHBIX HAaL UK

DIMUAEMUOTOTUS

Coavmepsarowasn popma: XxeHCKU i iceBnorepmad -
PONMTU3M, TIpEeXIeBPEMEHHOE MOJOBOE Pa3BUTHUE

y MaJbYMKOB B COUETAHUM C SIBACHUSMU HAMOYEY-
HUKOBO HENOCTAaTOYHOCTH (00€3BOXUBAHUE, THIIO-
OCHOBHBIE KINHU- TOHUS, DMEKTPOJUTHBIC HAPYIICHUS).

YeCcKUe MPOSBICHUS IIpocmas eupuavnasn popma: aHaTOTUYHO, HO HAATIO-
YEYHUKOBAs HENOCTATOYHOCTb (AehULUT aabIOCTE-
pOHA) OTCYTCTBYET

ITocmny6epmamnuas (nekaaccuueckas) popma: rupcy-
TU3M, aKHe, OJIUTOMeHopes, Gecruioaue




204 I'maBa 4. 3a6oseBaHUS HAJANOYEUYHUKOB

Oxonuanuem maéba. 4.7

17-runpoxkcunporecrepoH (17-OHPE)T, ADAT, ann-

1 poctennuoH T, AKTIT, penunT, Nai, KT; tect ¢
MarHOCTHKA
~AKTT c onpenenenuem yposHst 17-OHPg. B psine

CTpaH IIPOBOAUTCA HEOHATaJbHBI I CKPpUHUHT

AHIPOTeHNPOLYLMPYIOIIME ONYXOJM TOHaX M Haj-

MOYEYHUKOB, MpexXaAeBpEeMEHHOE MOJOBOE co3pe-
NubdepeHuunanbHas
BaHME APYTOro reHe3a, CUHAPOM MOJUKHUCTO3HBIX
IUarHOCTUKA

SIMYHUKOB, GU3MOJIOrMYEeCcKOoe MOBbIIIEHNE YPOBHS

17-OHPg (O6epeMeHHOCTb)

Ipu kmaccuueckux dbopmax: 3aMecTUTeIbHAs Tepa-
Musi TJIOKOKOPTUKOUIAMU, NIPU COJbTEpSONIeit —

B KOMOUHAaUK ¢ GIyIPOKOPTU30HOM.

1 IMpu moctnybepraTHOil opMe JieueHUEe Ha3HAYAETCS
caenme npu KocMeTU4YecKux nedekrax (akHe, TUPCYTU3M)
U CHUXeHUUu dheptuiabHoctu: 0,25—0,5 Mmr gekca-
MeTa30Ha Ha HOYb U/UJIM aHTUAHAPOTEHBI (LUITPO-

TEPOH)

I[pu knaccuueckux ¢popmax 6JaronpusiTeH Kak

B IJIaHE TICUXOCOLMAJbHOW afanTaluu, Tak u dep-

TUJIBHOCTU NMPU CBOEBPEMEHHOW IMarHOCTHUKE,

IMporHo3 . .
alleKBAaTHOW 3aMeCTUTEJIbHOW Tepanuu, CBOEBpe-

MEHHOM MPOBEIEHUM MJACTUKU HAPYXHBIX T€HU-

Taluu

DTtuonorus

IF'en depmenta P450c2]1 pacmolioXeH Ha KOPOTKOM Ijiedye XPOMOCOMBI 6.
CymecTtByeT n1Ba reHa — akTuBHBI redH CYP21-B, konupyromuit P450c21,
u HeakTUBHBIU mnceBroreH CYP21-A. OTu reHb B 3HayYMUTeJbHONH Mepe
roMOJOTUYHB. Hanuuume psgsgoM C KOAMPYIUIUM TEHOM TOMOJIOTHYHOIA
OJHK-nocienoBaTelbHOCTU 3a4acTyl BeJAeT K HapylIEeHUSIM CHapuBaHUSM
B Meiio3e ¥ KaK CJIeJACTBHE 3TOTO0O — K KOHBEPCHM TreHOB (mepemelieHue
¢dparmMeHTa aKTUBHOTIO reHa Ha MCEBAOTeH), JMOO K A€JelMU YacTU CMbIC-
JOoBOTO reHa. B oboux ciaydassx pyHKUMS aKTUBHOTO TeHa HapymaeTcs.
Ha xpomocome 6 psimom ¢ renamMmu CYP21 Haxomsitcs redini HLA, xoTopbie
HacleayloTcsd KOJIOMHUHAHTHO, B pe3yJbTaTe Yero Yy BCEX TOMO3UTOTHBIX

cubcoB Oyaer ompenenssTbcss MaeHTUYHb# HLA-rannorum.
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Puc. 4.13. CxeMa matoreHe3a BpOXIEHHON NMCGOYHKIMKM KOPHl HAaIMOYEUYHUKOB
npu gepuuute P450c21

ITaTtorenes

[TaTtorenernueckoit cymHocTbio BJIKH saBnasiercsas yrHereHue BBIPabOTKHU
OAHMUX KOPTUKOCTEPOUIOB MPU OAHOBPEMEHHOM YBEJIMYEHUMU BBIPAOOTKU
NPYTUX BclencTBUE NedbUIUTA TOTO UJIU UHOTO epMeHTa, obecreyuBalo-
mero OJAMH M3 3TamnoB cTepounoreHeza. B pesynbrare neduuura P450c2l
HapyuiaeTcs mpoiecc mepexonma l7-ruapokcumnporecrepoHa B ll-me3okcu-
KOPTU30J U NMPOTecTEpOHa B 1€30KCUKOPTUKOCTEPOH (puc. 4.13).

Takum oOpa3oM, B 3aBUCHMMOCTHM OT BbIpaXeHHOCTU nedbunurta dep-
MEeHTa pa3BHUBaeTCs AeUUUT KOpTU30Ja U albgocTepoHa. ledpuuut kop-
THU30Jla 1O MEXaHU3My OTPHUIATENbHOW OOpaTHOW CBA3M CTUMYIHUDPY-
er nponykuuto AKTI, BozaeiicTBME KOTOPOro Ha KOpPY HaANOYeYHHUKA
MPUBOMNUT K €€ TUMEePNJa3uu M CTUMYJSIIUU CUHTEe3a KOPTUKOCTEPOWU-
IOB «Bbllle OJOKa», T.e. CTEPOUAOreHEe3 CMellaeTcss B CTOPOHY CHUHTe3a
n30BITKAa aHAPOTEeHOB. Pa3BuBaeTCs TrUMepaHAPOTEHUS HANMOYEUYHUKOBO-
ro reHesza. KnumHuuyeckuil eHoTun onpenensieTcsi CTENeHbI0 aKTUBHOCTH
myTtupoBaBiiero redHa CYP2I1-B. Ilpu ee mnonHoOW yTpaTe pa3BUBaeTCH
COJIbTEPSIIOIUI BapUMaHT CHUHApPOMa, NPU KOTOPOM HapyllaeTcss CUHTeE3
KaK TIIOKOKOPTHUKOUIOB, TaK U MUHepaloKopTukounos. [lpu coxpaHe-
HUM YMEpPEHHOW aKTUBHOCTU (dhepMeHTa MUHEPAJOKOPTUKOUAHAS HELO-
CTaTOYHOCTH HE pa3BUBAETCs B CBSA3M C TeM, UYTO GU3UOJOTHUYECKAS TOT-
peObHOCTbh B ajbgocTepoHe nmpumepHo B 200 pa3 HuUXe, 4yeM BKOPTHU3OJIE.

Beigensior 3 BapuaHTta nedpuunurta P450c21:
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— nebuuut P450c21 ¢ conbTepsaOMIUM CUHIPOMOM;
— npocTasi BupuibHasg Gpopma (HenohaHblih nepuuur P450c21);
— HekJgaccuueckas dopma (mocrnybepraTHas).

DnuaeMuoIorus
Pacnpoctpanennocts BJAKH 3HauyuTenbHO BapbuUpyeT CpeaM pa3HBIX
HalnuoHalnbHOCTell. Cpenu mpencTaBUTeNeld eBPOMEMCKOW pachl pacmpo-
CTPAaHEHHOCTb KJIACCUUYECKMX BapUAHTOB (CONBTEPSIONIUNA U MPOCTOI)
nebunurta P450c21 coctaBaser npumepHo | Ha 14000 HOBOpOXAEH-
HBIX. 3HA4YUTENbHO BBIIIE OTOT IMOKa3aTelb y eBpeeB (HeKJaccuueckas
s bopma geduuura P450c2l — no
19 % eBpeeB AmkeHasu). Cpenu

3CKUMOCOB AJNSICKU pacmpocTpa-
HEHHOCTb KJaccuyeckux ¢opm
. ngebuunuta P450c21 cocraBaser |1
. Ha 282 HOBOPOXIEHHBIX.

KauHaunuyeckue NnposABJECHUA

Coavmeparowas opma oepuyu-
ma P450c21

1. 30bITOK aHAPOTE€HOB, HAYM -

Puc. 4.14. HapyXHble ITOJIOBbIe OpraHbBl Hasg C PaHHUX CTaAud pa3BUTUSI

y NE€BOYKM C BPOXIEHHOU AMCHYHKILIU- njioxa, y HOBOPOXICEHHBIX ACBO-
eil KOpbl HANMOYeYHMKOB (BbpaxeHHas €K O0OyClIaBIMBAET HHTEPCEK-
runepTpodus KIuTOpPa) cyaJlbHOE CTpPOEHUE HAapyXHBIX

TEeHUTANIUU {ocenckuil ncegoo-

eepmagppooumuszm). BbIpakeHHOCTb M3MEHEHUUN BapbUpyeT OT TMPOCTOM
runeprpoduu KJIUTOpa A0 MOJHOW MACKyJIMHU3AUUU TEHUTAJMUN: MEHU-
co0o0Opa3HbBI KJIMTODP C 3KCTEH3UEW OTBEPCTHUS ypeTpPbl Ha €ro TOJOBKY
(puc. 4.14). CrpoeHUe BHYTPEHHMUX TEHUTAJUNU Yy MJIOJAOB C KEHCKUM
reHorunom npu BJIAKH Bcerna HopMmaibHoe. Y MalbyYMKOB OTMeyaloTCs
yBeJMUYEHUE pa3MepoB MMeHUCAa M TUMEPHNUTrMEeHTalusi MOMOHKU. I[lpu
OTCYTCTBMM JieUYeHMUS B MOCTHAaTaJbHOM TepUOLe NPOUCXOAUT OBICTpOE
nporpeccupoBaHue BUPUJIM3AUMU. BBICTPO 3aKpBIBAlOTCS 30HBI pocTa
KOCTeW, B pe3yJbTaTe 4Yero y B3pocCJbIX GOJbHBIX, KakK MpaBUIO, OTMeYa-
eTCss HU3KOPOCIOCTh. Y A€BOYEK MPHU OTCYTCTBUU JIEYEHUST OMpeaessaercs
nepBUYHasi aMeHOpesi, CBsI3aHHAsl C MoJaBieHUEM TUNO(GU3apHO-SIUYHMU-
KOBOW CHUCTEMB M30BITKOM aHIPOTEHOB.

2. HaanmoyeyHHKOBasi HEAOCTATOYHOCTh (Ae(PUIIUT albJOCTEPOHA U KOPTH-
30J1a) MPOSIBJASIETCS TAKMMU CUMIITOMaMU, KakK BSIJIoe cocaHue, pBoTa, 00e3B0-
KMBaHUE, MeTabOTMUYECKMIT allM03, HapacTawllas afuHaMmusi. PazsuBaworcs
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xapakTepHbie nnss HH oanexTponuTHBle U3MEeHEHUS WUAETHApATALUA.
YKa3zaHHbIe CUMIITOMBI B 0OJBIIMHCTBE CJyyaeB MaHUDECTUPYIOT MeXAy 2-i
u 3-ii Hemesell mocye poxaeHus pebeHka. OTHUM M3 MPOSABICHUN nedunura

TMIOKOKOPTUKOMIAOB ABJIACTCA NMporpeccupyromasg ruiecpunurMeHTanmAg.

IIpocmas eupuavnas ¢opma oJdepuuuma P450c21 pa3zBuBaeTcsi BCJEACTBUE
yMepeHHOTro nedunura pepMeHTa, MPU BTOM COJLTEPSAIOIMUN CUHIPOM
(HaImoyeYHUKOBAs HEAOCTAaTOYHOCTb) He pa3BUBaeTcsi. Ho BhIpaXeHHBII
M30BITOK aHIPOTEHOB, HAaYMHAasA C BHYTPUYTPOOHOTO nmepuoga, oOycIOBIIU-

Ba€T ONMCAaHHBIC BbIIIC NPOABICHUA BUPDUIU3ATLUHU.

Hexaaccuueckas (nocmnybepmammuasn) ¢opma oepuuyuma P450c21

[lpenaranbHass BUpUIMU3ANUSA HaApYXHBIX TeHUTANIUUW M MPpU3HAKU HaI-
MOYEYHUKOBON HEJOCTATOYHOCTH OTCYTCTBYIOT. KiumHMueckass KapTHHa
3HAYUTEeJNbHO Bapbupyer. Yame Bcero 3ta dbopmMa CMHApPOMA NUATHOCTHU-
pyeTcss y XeHUIMH PENMpPONYKTUBHOTO BoO3pacTa NpPHU leJeHANpPaBIEeHHOM
obOcieqOBaHMU O MOBoOAYy onuroMeHopeu (50 % mamueHTOK), Gecnaoaus,
rupcytusma (82 %), akue (25 %). B psine cnyyaeB KakKue-1u60 KIMHUYEC-

KHE€ MMPOABICHUA U CHUXCHHUC (I)CpTI/IJ'II)HOCTI/I OIPpaKTUYCCKU OTCYTCTBYIOT.

JIMarHocTHUKA

OcHOBHBIM MapkepoMm aeduuumra P450c2] saBasieTrcsds BBICOKMU ypOBEHb
npeAliecCTBEeHHUKA KopTu3osa— l7-ruapokcunporectepona (17-OHPg).
B HopMe oOH He mnpeBblIaer S5 HMoab/a. YpoBeHb 17-OHPg Oounee
15 umonwr/n noarBepxnaaer aeduuut P450c21. Y GosblIMHCTBA MallUEH-
ToB ¢ kjaccuueckumu dopmamu BJIKH ypoBenr 17-OHPg npesbluiaeTt
45 umonb/n. Ilpu nmorpaHuyHom ypoBHe 17-OHPg (5—15 HMonap/n) noka-
3aHO TNIpoBeleHUE TecTa cl*24AKTF (CMHaKTeH), NpU OBTOM JAMArHO3
nocrnybepraTHod GopMbl OyaeT MOATBEpXAeH ToJabkKo B 20 % cayvaes.
B OCHOBHOM OH HUCIHOJIb3YyEeTCs NI TMATHOCTUKU HEKJACCUUECKOU HOpMBI
nedunura P450c21. Ecau nocie BBeaeHUS 1*MAKTI" ypoBeHb 17-OHPg He
npepbimwaetr 30 HmMonab/n, nuario3 BAKH BcaeacrBue nepunura P450c21
MOXET ObITh UCKJIIOUEH.

Kpome toro, nns nebunura P450c2]1 xapakTepHO MOBBIIIEHUE YPOBHS
ADA-C u anapocTteHauoHa. Jas conbrepsoneilt GopMb TUMMUYHO MOBBI-
meHUe YypPOBHS peHMHA NJIa3Mbl, YTO OTpaxaeT AedUIUT albIOCTEpOHA
u ageruaparauuo. [lpum knaccuueckux ¢popmax Hapsiay C 3TUM MOBBILIEH
ypoBeHb AKTT.

B psne crtpan, Bkiaouas Poccuiickyio Pemepanuio, ocymiecTBIsIeTCS
HeoHaTadbHbi cKpuHUHT BJKH BcinenctBue nepunura P450c21.
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JuddepeHnuaibHas THATHOCTUKA

[IpocToit BUPUIABbHBIM BapuaHT CHMHApOMa HeoOxogumo audpdepeHUU-
poBaTh OT AHAPOTCHNPOAYIUPYIOIMUX ONMYXOJeld HAANMOYEYHUKOB W TOHAI,
UIMOMATUIYECKOTO MPEeXAEeBPEMEHHOTO TOJOBOTO CO3pEeBAaHUS Yy MaJb4u-
koB. ConbTepsitomuit cuHapoM npu gedunure P450c21 Heobxomumo nud-
bepenuupoBaTh oT peakux BapuaHntoB BIAKH, nceBgorunepaibaocTepo-
HU3Ma ¥ pAjda IPYIrUX COCTOAHMUI.

Haubonee wactoil nuddepeHUMaTbHO-IUATHOCTUUYECKOU mpobIeMoit
SABJSIETCS WHTEpNpeTalUus NOTPAaHUYHO MOBbBILIEHHOTro ypoBHs 17-OHPg.
[Mockoabky 17-OHPg yacTUYHO MPOAYUUPYETCS XEJITHIM TEJIOM, €ro ypo-
BeHb MOXET OBITh HECKOJBKO MOBBIIIEH BO BTOPOW (a3ze MEeHCTPYaJlbHOTO
LUKJa U MOYTU BCerga BO BpeMs OepeMeHHOCTH. Hapsaay ¢ aTuM BO Bpems
O6epeMeHHOCTH, KaK TpPaBHJIO, HECKOJbKO TOBBIIIEH YpPOBEeHb 0OmETO
TECTOCTEpPOHAa W OIPYIrMX aHAPOTEHOB, YTO MOXET MNPUBOAUTH K THMEpPAU-
arHoOCTMKe Hekjaccuyeckoit dopmber BIAKH.

JleueHnune
[pu knaccuueckux dopmMax 1eTsIM Ha3HayaeTcs TabOJIeTUPOBAHHBIU TUAPO-
KOPTU30H B CyTOUYHOU mo3e 15-20 Mr/M2 MOBEPXHOCTHU TeJa UJIU NMPEAHU-
30J10H 5 MF/M2. Jlo3a pazbuBaeTcs Ha 2 mpuemMa: 1/3 O3Bl YTPOM, 2/3 110 3Bl
Ha HOYb OJIT MaKcuMalbHOro nonaBieHusa npoaykuuu AKTI runodpuszom.
[Ipu conbpTepstouieit dopme AOMOTHUTEIbHO HEOOXOONUMO Ha3HaUYEeHHE
banyapokoptuzona (50—200 wmkr/cyr). Ilpu TAXeABIX COMYTCTBYIOMIUX
3a00JeBaHUAX U OMEPATUBHBIX BMEIIATENbCTBAX A03Y TIIOKOKOPTUKOUIOB
HeoOXoouMo yBenuuuTh. [Ipu mo3aHeil MoCTaHOBKE JUATHO3a BUPUJIBHOU
bopmber BAKH ynum ¢ reHeTUYeCKU XEHCKUM MOJOM MOTYT MOHAAOOUTH-
Ccsl XMpYpPrUUYeCcKue BMeIIaTeNbCTBa NSl NMIAaCTUKU HAPYXHBIX TEHUTATUM.
MoctnybepraTtHasgs (Hekygaccuueckas) ¢Gopma BIAKH BcueacrBue
nebuuurta P450c21 TpeOyeT Tepanmuu TOJbKO INMPU HaJIUMUYUU BbIpaxXeH-
HBIX KOCMETUYECKHX NMpo6GiaeM (THPCYTHM3M, aKHe) MJIU NMPU CHUXECHUMU
dbeprunbHocTu. OOBIYHO Ha3dHavaeTcsa 0,25-0,5 Mr mekcameTra3doHa HUJIH
2,5—5 Mr mpeaHM30JOHAa Ha HOYb. [MpPpCyTU3M M aKHe MOTYT Aaxe Ooiee
95(hpbeKTUBHO KOPPUTHUPOBATHCS MPU MOMOIIM aHTHAHAPOTEHOB (LUMPO-
TepoH), KaK NpaBUJIO, C d3CTPOTeHaAaMHW B COCTaBe OpPaJbHBIX KOHTpa-
HEeNMTUBOB. MyX4YumHaM C HekKjidaccuuyeckoit dopmoit nepunura P450c21
JedyeHHe He TpebyeTcs.

IIporuos
le/l KJIaCCNMYCCKUX (bopMax B MOJHOM MEpPE 3aBUCUT OT CBOEBPEMEHHOCTHU

IIOCTAaHOBKM AgHarHo3sa (npe)JOTBpamaeT pPa3BUTUE BBIPAXCEHHBIX Hapyle-
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HUW CTPOEHUS HAPYXHBIX TEHUTAIUN yIeBOYEK) M KayecTBa MPOBOIHU-
MO 3aMECTUTEJIbHOW TepamuUU, a TaKXKe CBOEBPEMEHHOCTHU TPOBEACHUS
MJIaCTUYECKHUX onepauuﬁ Ha HAaApYyXHBIX TCHUTAIUAX. COXpaHﬂ}OLLlaﬂCFl
TUTMEPAaHAPOTEHUS UJIU, HA0OOPOT, MepelO3UMPOBKAa KOPTUKOCTEPOUIAMHU
CnocoO0CTBYET TOMY, YTO OOJIBIIMHCTBO MALlMEHTOB OCTAlOTCI HEOOJbBUIOTO
pocTa, YTO HApAAY C BOBMOXHBIMU KOCMETHYECKUMHU AebeKTaMu (MackKy-
AUHU3ALUA (GUTYpHl Yy XKEHIIMH) HapyllaeT NCUXOCOINMaJbHYIO ajaanTa-
nuto. [pu ageKBaTHOM JIEUCHUU Y XKEHIIUH C KJIaCCUYECKUMU dpopMaMu
BAKH (B ToM uuciae U conbTepslolleli) BO3MOXHO HAacCTyINJEeHUE U HOP-

MaJlbHOC€ BbIHAIIUBAHHUC 6Cp€MCHHOCTI/I.

4.7. TMNEPAJIbOOCTEPOHN3M

Tunepanvdocmeponusm npencrtaBisier coboil U30bITOK aJbIOCTEpPOHA
B OpraHu3Me, KOTOPBI MOXET MMETh NMEPBUYHBIA M BTOPDUUHBIN TeHe3.
IIepBuunbiii runepaapaoctepoHu3Mm (I[ITA)— KIMHUYEeCKUNH CUHAPOM,
pa3BUBAlOMIUUCSA B pe3yiabTaTe H3O0BITOYHONW MNMPOAYKUUM aJlbAOCTEepOHa,
NPOSBASIIOMIMIACS HU3KOPEHMHOBOW apTepuajbHON TUNEepTEeH3UEld B cO-
YeTaHUM ¢ Tunokanuemueil. Ero HaumbGonee 4acToil MPUUYUHOU SIBIsIeTCS
aJbJIOCTEPOHNPOAYLHUPYIOIIAs ONYyX0Jb HaanmouyedyHuka (cunapom KoHHa)
(tra6n. 4.15). BnepBbie apTepualbHasg runeprensuss (Al), conmpoBoxnaaro-
mascsd TUOEepHNpoOaAYKIMENH albJOCTEpPOHAa B COYETAHUU C OMYXOJbIO KOPHI
HaJINMoOYeYHUKOB, Oblsta onucaHa JIxxepomoMm KonHnoMm B 1954 r.

Bropuunsblii runepaabaoctepouu3m (BIA) npexacrtaBiaser coboil MOBBI-
meHWEe YPOBHS albAOCTEepPOHA, pa3BUBaloIIeecss B pe3yilbTaTe aKTUBAUUU
pCHl/IH-aHFI/IOTCH3I/IH-aJ'lbIlOCTepOHOBOVI CUCTEMbl IIpU pa3JUYHBIX Hapy-
MEeHUSIX BONHO-3JTEKTPOIUTHOTO OOMeHa, OOYCITOBIEHHOE MOBBIIIEHUEM
NPOAYKIIMM pPEHUHA.

DTHOJOTrUA

Haub6onee vactoit mpuuumHoit IITA sgaBasiercsds oAMHOYHAs aJbAOCTEPOH-
npoayuupyiomas ageHoma (ta6u. 4.16). Omyxoiap vame HMeeT HeOGONb-
mue pasMepbl — 10 3 cM B AuaMeTpe. 3J10KayeCTBEHHBIE albAOCTEPOMBI
BCTPEYAIOTCHd MCKJIWYUTEIbHO peako. MaumonmaTuuyecKUid TMEePpBUYHBIMI
rMNepajdbJAOCTEPOHU3M XapaKTepU3yeTCcsl HEONyXOJeBOW IBYCTOPOHHEN
runepniga3ueid KIyO00OYKOBON 30HBl KOPbl HAANMOYEYHUKOB C MUKPO- UIU
MaKPOHOIAYJASPHBIMU MU3MEHEHUIMU UIU 0€3 TaKOBBIX; €ro MNpUUYUHA

TaKXe€ HEHU3BCCTHA.
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ITaTorenes

Ilpu TITA u30BITOK anbaoCTepOHAa BO3AEWCTBYET Ha OUCTaJbHBIU OTAE]
HedpoHa U CIOCOOCTBYET 3aAepXKe HATpUsd M nmoTepe Kanausa. B pesyabTate
MPOUCXOIUT 3alepXKKa B OpraHu3Me XKUJIKOCTU, YBeJIUUYeHHe oObemMa LUD-
kynupylomeid kpoBu (OLK) u aprepuanbHass TUNEPTEH3UsA. YBEJIUUYEHUE
OUK npuBOAUT K NOJaBAEHUIO NPOAYKIIMU PEHUHA MOYKOM. BripaxeHHas
U ANUTEeNbHAss TUMOKAJUEMUsT MPUBOAUT KAUCTPODUUYECKUM H3MEHEHMU-
SIM MOYEeUYHBbIX KaHalbleB (KajJlumeHuyeckas mouka). Y mauueHtoB c [ITA
MOMUMO pHUCKAa Pa3BUTUS OCJIOXHEHHUN OOYCHOBIEHHBIX apTepUalbHON
runepreH3ueil, pas3puBaeTcs cnequduvyeckoe AJsl TUNEepalbIOCTEpOHU3MA
OCJOXHEHUE — albJAOCTEPOHUHAYUUPOBAHHOU rumepTpodusi MuokKapaa.

Ta6n. 4.15. [lepBUYHBINA TUNEPATBIOCTEPOHUIM

Anbaoctepoma — 70 %, IBYCTOPOHHSS TUIeEpIa-
DTUONIOTHSI 3UsI KIYyOOUYKOBOI 30HBI KOPBl HAAMOYEUYHUKOB
(uauomaTuYecKUi rumnepanbnocrepoHusm) — 30 %

3agepxKa HaTpUs U BbIAEJICHME KaJug Oyaroma-
ps BIUSAHUIO M30BITKA aJlbJOCTEPOHA Ha MOYKH.

[TaTtorenes
B pesynbraTe pa3BuBalOTCS apTepuajbHas TUMep-
TEH3US U TUNIOKATUEMUS
1—2 % Bcex ciaydyaeB apTepualbHOW TUMEPTEH3UU;
anpnoctepoMa — 1 % Bcex cIy4ailHO BBISIBICHHBIX
DNuUaeMuUOJOTUS

00beMHBIX 0Opa30BaHU HAaANMOUYEYHUKOB; B 2 pasa
yalie y XeHIIuH

ApTepuanbHasl TUTIEPTEH3UsI, PENKO — OCIOXHEHUS
TUMOKaTueMuu (MbllIeuHasl ciabocTh, CYyIOpOTH,
MOJNUYPUsI, HUKTYPUS)

OCHOBHbIE KJIMHHU-
YyecKHe MPOSIBICHUS

Penune, anpnoctepoHT, BBICOKOE COOTHOIIEHME
aJlbIOCTEepPOH/pEeHUH, OpTOCcTaTUYecKas npoba, KT

Anarnoctuka (MPT) HannmO4YeYHUKOB, CEJIEKTUBHAsl KaTeTepusa-
IS HAATTOYEeYHUKOBBIX BEH
VYH 1 natepasbHbli (aJ1bIOCTPOMA) U ABYCTOPOHHM it
OubdepeHunanbHas (MAMomaTUYeCKU TUMepaibgoOCTEePOHU3M) MPO-
IUarHocTuKa Lecc, 3CCeHLMajlbHasi TUNEPTEH3UsI, BTOPUYHBI I

runepanbaoctTepoHusm (peHUHT, anbapoctepoHT)
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Okxonuanuem maéba. 4.15

[Ipu anprocTtepomMe — aIpeHaNdKTOMUS, MPHU
UAMONATUYECKOM THIEPalblOCTEPOHU3ME — BEPO-
MIUPOH B COYETAHUU C IPYTUMU TUIOTEH3UBHBIMU
npemnaparamu

Jleuenue

Iocne aapeHaIdKTOMHUU MO MOBOAY aJlbIOCTEPOMBI
[Tporuos apTepuajbHOE JaBJIeHWE WM YPOBEHb Kajlus HOpMa-
nusytorcsi 'y 70-80 %

I[Tpu BI'A moBbllIeHUE MMPOAYKIIUU aJbIOCTEpOHA SAIBASIETCS BTOPUUYHBIM
U KOMIEHCAaTOPHBIM U3MEHEHUEM B OTBET Ha CHUXEHHUE O0ObeMa MOYEUYHO-
ro KpoBOTOKa J00Oro reHesza. OTO MPOUCXOAMUT MPU CTEHO3€ IMOYEUYHOU
apTepuu, NMPU HapyWIeHUU KpoBooOpaumeHUs B OOJbIIOM Kpyre Mmpu cep-
NeYHOW HEeNOCTAaTOYHOCTH (3acToiiHasg mouka), nmpu cHuxenuum OIL[K Ha
¢boHe Tepamuum MOUYETOHHBIMU M MPU MHOTUX APYITUX COCTOSAHUSAX.

Ta6n. 4.16. DTUoNOTHS TUIEPATBIOCTEPOHU3MA

T'unepaibaoCcTepOHU3M DTHoaorus %
ANbIOCTPOH-NIPOAYLUPYIOIIAsl aJeHoMa 70%
(4
(cunapom KowuHa)
JIBYCTOPOHHSISA TUIEPIIA3uUsl KIYOOUYKO-
BOI 30HBI
(MIMOoMaTUYEeCKU TUTEePadbIOCTePO- 30%
IlepBUYHbIi
HU3M)
Penkue ¢popMbl (OMHOCTOPOHHSS TUIIEPMJIA3U
KJ1yOOYKOBOU 30HBI, MNIOKOKOPTUKOUIMOAABIS -
e€MBbIif TUTEepaIbJlOCTEPOHU3M, alIbJOCTEPOHIIPO-
Ayuupylolilas KapuuHoma)
CTeHO3 MOYeYHOU apTepuu
3acToiiHass cepaeyHas HEIOCTAaTOYHOCTH
BTopuuHbIit
Hedporuyeckuit cuHAPOM
Tepanusi MOYETOHHBIMU
DnuaeMuoJorus

[TA nuarHoctupyercs y 1-2 % nuuy c aprepuanbHoil runepreHsuein (Al).
Oxono 1 % cny4yaiiHO BBISIBJIEHHBIX O0BEMHBIX 0Opa3oBaHUU Hanmoued-

HUKOB sABJSETCs ajJbaocTepoMaMu (MHUMIAEHTAIOMaMM). AJNbIOCTEPOMBI
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B 2 pa3a yalle BBISABJASIIOTCS Yy XeHWUH. PacnpoctpaHeHHocTh BI'A Heus-

BeCTHa, HO OHa MHOTOKpaTHO Bbile, yeM [ITA.
KiauHuyecKkue nmposiBJeHUS

Ilepeuunvtii cunepasvoocmeponuzm
1. AprtepuanbHasi TUNEPTEH3UsA, KaK MpPaBUJIO, YMEPEHHON THAXECTH,
NpU 3TOM YacTO PE3UCTEHTHAasl K CTAHJAPTHOW TUNOTEH3UBHONU TEpaNmuu.
2. OCITOXHEHUS TUNTOKAJTUEMHUHU BCTpE€YyalwTCd pEeAKO: MblIIeYHasd cja-
60CcTb, CyAOpOTru, IapecTe3MUu; TsAXeJass TFUNOKAJTIUEMHUs MOXET OCIOX-
HUTbCH Lll/lCTpOCbl/l‘{eCKl/IMl/l U3MCECHECHUAMMU NMOYECK, KIMHUYECCKU NIPOABIA-
IDIIUMUCS NMOJUYPUEHd U HUKTYpUEeld (runokKalueMMUYeckKuit HedpOreHHBI i

HecaxapHblil auabeT).

Bmopuunwiii eunepaavdocmeponusm He vmeeT cneUUMPUUYECKUX KJIMUHUYECKUX
MPOSIBIEHUN, MOCKOJBbKY SIBISIETCSI KOMIEHCATOPDHBIM (GEeHOMEHOM TNpH
MHOTUX 3a00JIeBAaHUSX U COCTOSSHUAX, NPU 3TOM XapakrtepHbie nus [ITA

SJIIEKTPOJIUTHBIE UBMEHECHUA NP HEM HHUKOTAa HE pa3BMUBAIOTCA.

JuarHocTuKa

OCHOBHBIM NOKa3aHueM AJs obOciaeaoBaHudg mnauumeHta Ha npeamet [ITA
Aensaemcsi apTepualibHAsT TUINEPTEH3Us] B COYETAHMHM C FHNOKAaJMeMHUeEN.
Crnenyetr uMeThb B BUIY, YTO B psje ciyuyaeB ypoBeHb Kaaus npu [ITA He
omyckaetrcss Huxe 3,5-3,6 Mmoab/n. JIpyruMu mokasaHUsIMU AJisi ob6caeno-
BaHUA ABIAIOTCA apTepuaJlbHasgd THUINCEPTCH3UAd PE3UCTCHTHAaMA K OOBIYHOM
TUMOTEH3UBHOM Tepanuu u/uaum y aui moysoxe 40 ger. B ocHoBe nuarHoc-
Tuku [ITA nexur onpenejieHue ypoBHS aJlbJOCTEPOHAa M PEHUHA U pacyeT
nx coorHomeHusi. Ans I[NIFA xapakTepHbl BbICOKHII YPOBEHb aJbJ0CTEPO-
HA, HU3KHUIH yPOBEeHb AKTUBHOCTHU peHnHA miaa3mbl (APII) u, uto Haubosnee
BaXHO, BBICOKOE COOTHOLIEHME albJOCTEPOH/pPeHMH. B 3aBUcCHUMOCTU OT
TOro, B KaKMUX €OAMHHULIAX HU3MCHAECTCIA YPOBCHb TOPMOHOB, COOTHOIIEHHE
anapaoctepon/penun npu [ITA nmpeBblaeT KpUTHUYECKOe 3HayeHUeE, NMpUBE-

JEHHOC HHUXCEC:

aJbOCTEePOH (HT/m)

>50

peHUH (Hr/mJj/4ac)

albIoCTEpPOH (TIMOJIb/JT)

> 1400

peHuH (Hr/mi/yac)
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aJblOCTEepOH (Tr/MJ)

> 140
peHUH (HT/MJ/4ac)

Ons nmpaBuiabHOro ompeneineHuss ypoBHsi APII HeoGxommMo cTporoe cob-
JIogeHUue MpaBu 3ab6opa KPOBU: KPOBb HabupaeTcss B MpOOUPKY C aHTUKO-
arTyassHTOM, MJja3Ma oOTAenasieTcss LHeHTpudbyruposaHuem. Jo mpoBegeHUS
aHajlM3a MALUEHTY 32 HECKOJIbKO HeJeJb HEOOXOAMMO OTMEHUTb MHTUOU-
Topel AII®, nuypeTtuku, p-06J0KaTOpbl U OI0OKATOPH KaJlbLMEBBIX KaHa-
JIOB; BEPOIMMNMUPOH (CMUPOHONAKTOH) HEOOXOOTUMO OTMEHMTh MUHUMYM 3a
6 Hemenb.

Ecnau cootHomeHue anbnoctepoH/APIl mpeBblaeT yKa3aHHBII MOPOTOBHII
YPOBEHb, MALIMEHTY NOKa3aHO MPOBEIEHUE MAPIEBOi (OPTOCTATHIECKOIT) MPOOHI.
OHa OCHOBaHa Ha TOM, 4YTO B HOpPME YTPOM ToOCJie HOYHOTO NpeObIBaHUS
B TOPU30HTAJbHOM TMOJIOXEHUU YypoBeHb ainbnoctepoHa u APIl mo mepexona
B BEpTHUKaJIbHOE MoJToXeHUe nmpuMepHo Ha 30 % Huxe. [lepBBIit 3a60p KpoBU
IS ompeneneHus ypoBHs anbaoctepoHa u APII mpoBoautcs B 8 yacoB yTpa,
B mocTeJu A0 BcTaBaHuUsA. [locie aToro mauuMeHTy mnpeanaraetrcss 3—4 dyaca
HaXOAWThCS B BEPTUKAJIbHOM MOJOXEHHUHU; 3aTeM KPOBb OepeTcsi MOBTOPHO.
Ilpu TITA, pa3zBuBlIeMcs B pe3yjbTaTe TMMEPCEKPELUU ajbJAOCTEPOHA aBTO-
HOMHOM albJOCTepOHCeKpeTupylomeit ageHomoi, ypoBeHb APIl cHuxeH
MCXOIHO, M HE MOBBIIIAETCH IMOCJIEe OPTOCTATUYECKOW HArpy3ku. YpPOBEHb
albJoOCTEepOHA MPU 3TOM MCXOAHO MOBBIIIEH U HE MOBBIIIAETCS KaK B HOpME,
a Hao0OpOT CHUXaeTcsd. ODTO OOBICHSIETCS TeM, UYTO NpPU yTpaTe 3aBUCU-
MOCTH CeKpeLMUu aJbIOCTepOHa OT YPOBHS aHruoTeH3uHa Il ero mponykuus
HadyMHaeT MONYUHSIThCI MUpPKagHoMy putmy cekpeuuu AKTI, aixs kotoporo
XapaKTepHO CHUXEHUE CeKPeUUHu K MOJYAHIO.

CrnenyomuM 3TalnoM AWATHOCTHUKHM SIBJISCTCS BH3yaJdu3amus Haamoved-
HukoB npu nmomomu KT uaum MPT. AnbaoctepoMa BU3yalU3UPYETCs Kak
ob6beMHOe oOpa3oBaHUE ONHOTO M3 HAAMOYEYHMKOB HeOOJBIIOIO pasmepa.
[Npu nnuomaruueckom [ITA HagMOYEeUYHUKU HE U3MEHEHBI, TUOO UMEIOT-
csl MeJNKOYy3eJKOBbe oOpa3oBaHUsA. [IpM CIOXHOCTAX C JaTepaiuszaunuei
MOpaxeHUs, HAIPUMepP, IPU BHISIBICHUU OOBEMHBIX OOpa3oBaHUll B 060-
WX HaANMOYeYHMKAaX, MOKa3aHO MpoOBeJAeHNE KaTeTepu3amus HaANOYeYHUKO-
BbIX BeH C OTNpeJeieHHMeM U CpaBHEHUEM YPOBHS allbAOCTEpPOHa M KOPTU30Ja
cjleBa U clpasa.

BT'A He siBAsieTCcs CaMOCTOSITEIbHBIM 3a00JieBaHUEM U He TpeOyeT LeaeHarn-
pPaBJIECHHOTO BBISBICHUS .
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JdudpdepennuajbHas IMAarHOCTHKA

1. DcceHuuanbHas U ApyTrue CUMITOMaTUYeCKHUE apTepUaJlbHble TUTIEP -
TEH3UMU.

2. luddepenuupoBatrb I[ITA u BI'A noszeonsem onpedesenue aKTUB-
HOCTU pEHUWHAa MJa3Mbl U OpTOCTatTuyeckas mnpoba.

3. HaubGonpumue CIOXHOCTU BO3HUKAWT c AUDIepeHUUPOBKOM OAHO-
CTOpoHHero (aiapgoctepomMa) U ABYyCTOpoHHero (umaumomatuueckuit I[ITA)
npouecca. Jaxe eciu B ofHOM M3 HaanodyedyHukoB npu KT onpenpensiercs
conurtapHoe o6beMHOe oOpa3oBaHUE, 3TO elle He 3HAYUT, UYTO pedYb HIET
00 aapgocTepoMe. DTO MOXET OKa3aThCs FTOPMOHAJbHO-HEAKTUBHOE 00bB-
eMHOe 00pa3oBaHUE B COUETAHUU C UAMOMATUUYECKOU TUNepia3ueil KOpbl
000MX HaIMOYEYHUKOB, B CBSI3M C YeM yaajieHUE HaANOYeYHUKA ¢ oOpaszo-
BaHueM OyneT HeadbekTuBHO. [loMOYb B JMAarHOCTUKE MOXET CEINEKTUB-

Hasg KaTeTepu3auud HaAOOYECYHUKOBBIX BCH.

JeueHue

[lpu anpmocTepoMe mMmoKa3aHa aApeHANdKToMHusA. [Ipyu MAMOMATHUYECKOM
INTA (ABYCTOPOHHSS TUMNepnja3usi KOpbl HAaJMOYEYHUKOB) JIeYEHUE KOH-
cepBaTUBHOE: Ha3HauvaeTcsa BepommnupoH (200-400 Mr BAeHBb) B KOMOWU-
HallUM C IPYrMMU TnpemapaTaMu: MHruobutopamu AIID, aHTaroHUcTamu
KalbIMEeBbBIX KaHalloOB.

IIpornos

Mocne afpeHaTI’KTOMKUU 1O MOBOAY albIOCTEPOMBI apTepuaabHOE daBiie-
HUEe U YyPOBEHb KaJuss HopMmauusyiorcs y 70-80 % mauueHTOB, Y KOTOPBIX
He yCIeJd Pa3BUThCss HeOOpaTUMble U3MEHEHUS B MOYKAX.

4.8. PEOXPOMOLUNTOMA

Deoxpomoyumoma (OT phaios — TeMHBI, OypBI; chromos — XpOM) — OIYXOJb
MO3TOBOTO BE€IIeCTBAa HAAMOYEYHUKOB HJIM SKCTpaaapeHaloBOH xpomad-
bUHHOW TKaHU, CeKpeTUpylollas KaTeXoJaMUHB (aapeHaluH, HoOpaape-
HaJlMH), KJIMHUYECKHU TNpOsSBIAsomascs 3JOKaYeCTBEHHOW apTepuUalbHOM
runepteHsueit (Al) kpuszosoro reueHus (tada. 4.17).

DTHonorusa

XpomMadbUHHBIE KJIETKM MO3TOBOro BellleCTBa HAAMOYECYHUKOB M CHUMIIA-
TUYECKON HEPBHOU CHUCTEMbl MMEIOT oOIlIee SMOPUOHAIbHOE MPOUCXOXKIE-
HUEe — OHU GOPMUPYIOTCH U3 KJIETOK rpedenika HepBHOU Tpyoku. [ToMmumo
MO3TOBOTrO BellleCTBAa HAaAMOYEUYHUKOB XpoMadGUHHBIE KJIETKU B OOJbIIUX
KOJIMYEeCTBaX OOHapyXMUBAWTCA B CUMMNATUYECKUX TAaHTJIUSAX U MHOTOUYMC-

JEHHBIX INOBCEMECTHO PAaCHOJOXEHHBIX XpOMa(I)CbVIHHbIX TEabLax.



4.8. ®eoxpoMouuToma 215

Ta6xn. 4.17. ®eoxpomoruTomMa

Onyxojib MO3TOBOTO BEIECTBA HAAMOYEYHUKOB
(90 %; B 10 % — nBYCTOPOHHSISI) UM 3KCTpaagpe-
DTuonaorus HaJloBoi XxpoMabDUHHON TKaHU (CUMIATUYECKUE
ranriuu). B 10 % — B pamkax cunagpoma MOH-2
(m. 9.2.2), B 10 % — 310KayecTBEeHHAs

Tunepcekpeuust ONyXoJblo agpeHalMHa U
HOpajJpeHaluHa

ITaTtoreHes

O6ycnosnuBaetr MmeHee 0,1 % ciydaeB apTepualb-
HOW rumepTeH3uu, B Bo3pacte 30—50 setr — 1 %.
DIUIEMUOIOTHUS PacnpocrtpaneHHoctb — oT I Ha 10 Teic. 1o 1 Ha
200 TeICc. HaceJeHUs, a 3a0oseBaeMoOCTb — | ciayvai
Ha 1,5—2 MJIH 4enoBeK B roj

ApTepuanbHasi TUMEPTEeH3UsI (B TUNUYHBIX CIyda-
sIX — KPHU30BOTO TEYEHUS), OPTOCTATUUYECKAs] THIIO-
TeH3Usl, cepALeOneHusi, AUCTTHOD, OOJEeBbIE OILLYIIIe-
HUS pa3NUyHOI JoKanu3auuu (B rpyau, XUBOTE),
MOTJUBOCTh, OLIYIIEHUE Xapa, 6E6CIOKOICTBO,
TOUIHOTA, 3aMOPbl, TOJOBHAs 00Jb, MapecTe3uu,
HapylIeHUs 3peHus.

OCHOBHBIE
KIVMHUYECKUE

MpOSIBICHUS
Ocaoxcnenus, cepaedHas HeIOCTaTOYHOCTD,

UHGapKT MUOKapaa, OTEK JIETKMX, HapyLUIeHUe
MO3TOBOT0 KPOBOOOpAIeHUSsI, TUIIEPTECH3UOHHAs
oHuedansonaTus, HapylmeHUe TOTEPaHTHOCTH K yI-
JieBoOaM

1. JJabopaTtopHas AMarHOCTUKA: OTNpeaeieHue
YPOBHsI CBOOOIHBIX MeTaHe(PUHOB (MeTaHeDPUH
1 HOpMeTaHebPUH) B MiIa3Me U KOHBIOTUPOBAHHBIX
MeTaHe(puHOB B Moue. MeHee HHGOPMATUBHO
ompeaeleHNe dKCKPEeUUU KOHEYHOTO MeTaboiuTta
KaTeX0JaMUHOB — BAaHUJIUI-MUHIAIBHONU KUCIOTHI
Huarnocruka (BMK) 1 kaTexoJaMMHOB ¢ MOYOU

2. KT (MPT) Haanmo4e4yHUKOB

3. CunHTUrpadus ¢ MeTailogOEH3UJITYaHUAUHOM
4. CKpMHUHTOBOE UCCJIeAOBaHNE HA CUHIPOM
MDBDH-2 (ypoBeHb KaJIbIUTOHUHA U KaJblL U
KpPOBH)
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Oxonuanue maéa. 4.17

AudbdepeHunanbHas
JUAarHoCTUKa

DcceHlMaJlbHasl TUMEPTEH3USI KPU3OBOIO TEUEHMUS,
TUPEOTOKCUKO3, MAHUYECKUE aTakKu (cummaTtoan-
peHaJoBble KPU3bl), UCTEPUUECKUN HEBPO3, HEM-
pPOLUUPKYAATOPHAsA NIUCTOHUSA, MHIMUIEHTaIOMa
HaJAMoyeyHHUKa

Jleuenue

AnpeHanskToMus. B mpenonepaimoHHOM TepHUoO-
e — KOMOMHMpOBaHHAs Tepanus
a- W p-aapeHoOIOKATOpaMu

[Iporuos

CMEpTHOCTh B CHEIMAJU3UPOBAHHBIX yupexX/e-
HUsAX cocTaBiasieT 1—4 %. I[locine aapeHaIdaKTOMUHU
5-71eTHSS BBIXUBaeMocTh >95 %. Peuunusb <10 %
(nosIBJIeHHE OMYXOJU B KOHTpajgaTepalbHOM
HaATMOYeYHUKE)

Puc. 4.15, Bo3MOXHBIE BAPHAHTBI
JOKANTHU3ALHH (HeoXPOMOLLUTOM

Kpynubeie ckonjgeHuss xpoMaddbuH-
HBIX KJETOK pacrhoJoXeHbl B 00jacTu
OoudypKauMM aopThl UM MOAB3AOLIHBIX
BeH (opran LypekkaHansg). Bce aTu
CTPYKTYPbl MOTYT CTaTh MCTOYHHUKOM
BHEHAJANMOUYEUYHUKOBBIX (HEOXPOMOLUUTOM
(puc.4.15).

DeoXpOMOIUTOMY Ha3BIBAIOT <«OMy-
xoabpi0 10 %», mockoabky 10 % omyxo-
Neil JToKaJluM3yeTcs BHE HAaANMOYEeUYHHKA
{coomeemcmeenno, 90 % — 6 o0nom u3
HAONoOYeYHUKo8), 10 % GdeoxpoMouu-
TOM — 3JokauecTBeHHB, 10 % deoxpo-
MOLUTOM — JABYCTOpDOHHUE (onyxoau
onpedeasiomcs 6 oboux HaodnoyeunHurkax), 10
% bGeoXpOoMOLMTOM BCTpPEYamTCS B paM-
KaX CHUHAPOMAa MHOXECTBEHHBIX dHIOK-
PUHHBIX Heomnna3uih 2 tuma (MOH-2)
(cMm. . 9.2.2). DTHoNOTrUs cCIOpaguuYeCcKu
BcTpevyaoImuxcss GeoXpoOMOLUTOM HEU3-
BecTHa. Ilpu deoxpomoumuTome B pam-
kax MOH-2 BoisiBnsiercs myrauuss RET-

MpOTOOHKOTeHa Ha xpoMmocome 10.
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ITaTorenes

CBs3aH C BbIpDaXEHHBIM H30BITKOM B OpraHM3Me KaTexXxoJaMUHOB (aape-
HaJluHa W/WJIW HOpaJpeHaJluWHa), KOTOpble, BO3AECUCTBYS Ha aJgpeHOpe-
LEeNTOPBl, BBI3BIBAIOT COOTBETCTBYIOWIYI0O CHUMIOTOMAaTUKY U U3MEHEHMUS.
IIponyKuusg KaTeXoJaMMHOB OINYXOJbI MOXET NPOMUCXOAUTH B MOCTO-
SHHOM MM, HaubGoJee 4yacTo, B UMINYJIbCHOM pEXHUME, YTO ONpenenser
Kpu30Bblii xapakTep AIl. BbriOpoc KaTexoJaMUHOB ONMYXOJbIO MOXET MpPO-
BOUMPOBAThCSA pa3JUYHBIMU BHEIWIHUMU BO3AEHCTBUIMU: (pududeckasd
Harpyska, SMOLIMOHAaJlbHas TpaBMa, NMepeMeHa Mo3bl, MEAUUUHCKUE MAaHU-
NyJssuuu U npoyee. B matoreHe3ze U3MEHEHUN CO CTOPOHBI CEPIEYHO-COCY-
OIUCTOW CUCTEMBbI, KOTOpble 4YacTO HOCHT (GaTaJlbHBI XapakKTep, BaXHYIO
poJb MIrpaeT TUINepKaTexXxoJaMMUHeMUs (TOKcHMYecKass KaTeXxoJaMUHOBas
KapAMOMUONATUSA UJU KAaTEXOJAaMUHOBBIE HEKPO3bl MUOKaApaa).

DNUIAEeMUOJIOTH A

SIBnsercs penkuMm 3ab6oneBaHueMmM. C beoOXpOMONMTOMON CBsSI3aHO McHee
0,1 % cnydaeB apTepHaJbHOW THNEPTEH3UMN, a CPEAM JUIl C THIIEPTEH3NEH
B Bo3pacTe 30—501mer — 1 %. PacnpocTpaHEeHHOCTh COCTABISET MO Pa3HBIM
naHHbIM OoT 1 Ha 10 Teic. 1o 1 Ha 200 Thic. HaceneHUs, a 3ab6oseBaeMocTh — |
ciayyait Ha 1,5—2 MJaH. yenoBek B roa. Ha 100 Tteic. ayToncuit ¢eoxpoMouu-
ToMa BhisgBIsieTcss B 20—150 HaGnwoageHusax. 3abojeBaHUEe MOXET pa3BUTHCS
BJOOM Bo3pacTe, HO yame (GeoxpomouuToMa BeisABIAsSeTcs yauu 30—50
JIeT, HEeCKOJbKO Yalle Y XKeHIIUH.

Kaunuyeckue nmposBJIeHUs

1.ApTepuanbHasi TUIEPTEH3USI MOXET OBITh MOCTOSSHHO, HO Yalle HOCUT
KPHM30BBI I XapakTep, Mpu 3ToM AJl 3a4acTylo JOCTHUTaeT OYEHb BBICOKOTO
ypoBH#A (cucrtonuueckoe 6onee 250 mm Hg). AT yacTto couertaeTcs ¢ op-
TOCTaTUYECKOW THUNOTEH3WMEW B MEXIPHUCTYNHOM TMepHome. XapakKTepHBI
cepaueOMeHUs], TUCTTHOD, OOJeBbie OU[YU[EHUS Pa3JUUYHOUN JOKalu3aluu
(B rpyau, XUBOTE)

2. O0mue CUMIOTOMBI: MOTJIMBOCThH, OLIyIIEeHUE Xapa, O0ECMOKOICTBO,
TOIMHOTA, 3aMOPHI.

3. HeBposnoruueckue mposiBIeHUs: ToJNOBHas 00Nb, MapecTe3uu, Hapy-
MeHUsT 3peHUsi. 3adacTylo NPHUCTYNbl MPOTEKAlOT MO TUNMY MaHUYECKHX
aTak ¢ BBIPaAaXEHHBIM NMCUXOMOTODPHBIM BO30yXaeHueM (cUMMaTto-aapeHa-
JOBBIM KpuU3).

4. 3noxkayecTBeHHBe (HEOXPOMOUNUTOMBl NMOMHMMO TUNEPHNPOAYKIUU
KaTeXO0JaMUHOB XapaKTEePHU3YIOTCSI HMHBAa3MBHBIM POCTOM M METacTa3upo-

BaHMeM (nMumdaTudyecKue y3Jabl, KOCTH, MeYeHb, CPEAOCTEHHUE).
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5. OcCH0XKHEHUAMH Q)COXDOMOLU/ITOMI)I ABIAKTCA CE€pac€dyHad HEOO-
CTAaTOYHOCTD, ]/IHd)apKT MuokKkapaga, OTEK JErkKmx, HapymeHHEC MO3TOBO-
ro KpOBOOﬁpaHIBHI/IH, TUIIEPTEH3UOHHAA SHHe(baHOHaTI/IH, HapymeHuc
TOJEPAaHTHOCTU K Yrj€BoaaM. l'[pn OTCYTCTBMUHU CBOCBPCMCHHOTO JICUCHUIA
NamgueHTbl MPAaKTUYECCKH HeuszbexHO morubamoT BO BpemM4a d)eOXpOMOHI/I—
TOMHOTO KpHU3a INIPU ABJICHUAX cep}:[eln—roﬁ HEOIOCTAaTOYHOCTHU U HEYNpaBJId-
eMOoil TeMOAMHAMUKHU (Tﬂ)KeJ'[aﬂ TUIIEPTEH3UA C MOCICAYIOIIMUM Mag€HUEM

AJl, pe3UCTEHTHBIM K aJpDEHOMUMETUKAM ).
JAuarHocTuka

I. JlabopaTopHasi TMATHOCTHKA

OnpeneneHue YpoBHSI KaTeXOJaMUHOB B KPOBU IJs IMAarHOCTUKH (eo-
XPOMOLUTOMB HEMH(POPMATUBHO.

HaunbGonpmwylo 1MarHOCTUYECKYI0O LEHHOCTb MMEET ONpeLeeHUEe ypoB-
HSI TPOMEXYTOUYHBIX MNPOAYKTOB MeTaboauM3Ma KaTeXOJaMHUHOB: CBO-
O6onHbIX MeTaHehppuHoB (MeTaHedpUH U HOpMeTaHedDpHUH) B MmiaasMme
U KOHBIOTUPOBAaHHBIX METaHEPHUHOB B MOYe.

Menee MHGOPMATUBHBIM, HO TPaIMLUOHHO IWHUPOKO MCHOJIb3YEMBIM
SIBJISIETCS OINpeleeHUe dKCKPELUUU KOHEYHOro meTabojJMTa KarexoJja-
MMHOB— BaHUJIUIMUHIaAbHOU KuciaoTrsl (BMK) u cBoGomHbIX KaTe-
XOJIAaMUHOB C MOYOl, Mpu 3ToM KoHueHTpauuss BMK Moxer uccieno-
BaTbCsl B CYTOYHOW Moue, JuO6O B Mouye, COOpaHHON Yepe3 HECKOJbKO

YacCoOB IMOCJHC TUNMECPTOHUYECCKOIo Kpusa.

IL Tonuyeckasi IUATHOCTHKA
KT (MPT) Hagnmoye4YHUKOB SIBJAsIeTCSI BecbMa MH(MPOPMAaTUBHBIM HcCCIe-
JOBaHUEM, MOCKOAbKY 90 % heoXxpoMOUMTOM UMEET HAAMOUYEYHUKOBYIO
nokanuizauuo. HaumbGonpmue c10XHOCTH BOZHUKAIOT NPU JUATrHOCTHUKE
BHEHAJNMOYEUYHUKOBBIX heoxpoMouutoM. [Ipu HesscCHOUW JToKaluM3aUUU
onyxonu mnpoBonutcd Y3W cepaua (mepukappa), MOYEBOTO MYy3bIpH,
MPT c uccnenoBaHueM mapaBepTeOpalbHBIX U MapaaopTalbHBIX 30H,

KT rpyaHoit KJeTKH.

Cuunturpadus ¢ Merailonbensuaryanunuiom (MU BT)— Haubo-
Jee IeHHOE HCCHeIOBaHME B TOMUYECKOW AMArHOCTUKE BHEHAIIO-
YeUHUKOBHX PeoxpomonutoM. MMBT KoHUeHTpUpyeTCcs B KIETKax
xpomMmadpUHHON TKaHM, NMPU DTOM HOpMaJbHass HaAMOYEYHHKOBAS
TKaHb PEAKO MOTJOIlaeT M30TON, HO ero moraomawt 90 % deoxpo-

MOIIMUTOM.
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III. CKkpUHUHTOBOE WCCIeIOBaHME HAa MpPEeIMeT CONYTCTBYIOIIEed MaToJOTUH,
B MEpBYI0 ouepenb MEAYJJSIPHOTO paka HMTOBUAHON XeNe3bl W THUIepra-
patupeos3a (cuHapom MOH-2, cMm. n. 9.2.2): onpeneneHue ypoBHS KaJbllU-
TOHMHA U KaJdbUUS KPOBHU.

JdAuddepenunaibHas IMATHOCTHKA
SCCEHHI/IaﬂbHaH TUNDEPTEH3UA KPU3OBOTO TEUHEHUA, TUPCOTOKCUKO3, IMAaHU-
yecKkMe aTaku (cuMmnatoajpeHaloBble KPU3bl), UCTEPUUYECKUNA HEBPO3, HEM -
POUHUPKYIATOpHAasd IUCTOHUA, MHIOUACHTAJIOMAa HaAIMIOYE€YHHUKA (C apTepu-
aJllbHOW runepreH3ueid uaum 6e3 Hee).

Jleyenue

OTKpBITass MJIM DHOOCKOMHUYEcKass agpeHalskKToMus. [locie mocTaHOBKU
nIuarHo3a U B paMKaX MPeJAONepalUOHHON MOATOTOBKYM MAMUEHTH 10JIXH B
MoJy4yaTh KOMOMHUPOBAHHYIO TEPANMuUi0, COCTOSANIYI0O U3 a-aIpPEeHONOKATO-
poB (H10Kca303MH, GeHOKCHMOEH3aMUH, NMpa30o3uH) U (3-aapeHOGIOKATOPOB
(mpompaHoOJON).

IIporuo3

CMepTHOCTh B CHEUMATU3UPOBAHHBIX XUPYPTUYECKUX YUYPEXIECHHUSIX
cocraBiasier 1-4 %. Ilocie ampeHaJd3KTOMHUU TO MOBOAY (HPCOXPOMOUMTO-
MBI 5-JIETHsISI BBIXMBaeMOCTb MmpeBbimmaer 95 %. YacTtoTa pelUMIMBOB He
npeBbimaetr 10 %, mpu 3TOM peub UAET O MOSIBJIEHUM OMYXOJU B KOHTpaua-
TepalbHOM HaAmoyedyHUKe. [IATUIETHSIS BBIXMUBAaeMOCTb IMPHU 3JIOKAYECT-

BEHHOU (GEeOXpPOMOHUTOME cocTaBiseT okono 40 %.

4.9. MHUMOEHTAJIOMA (CJTYSANHO
BbIABJIEHHOE OEbEMHOE OBEPASOBAHWE)

Hnyudenmasoma (aHrn. incidental — BHe3amHBIW, CHy4YallHBIN) — cly4dyailHO
BbBISIBJIEHHOE 00bEMHOE OOpa3oBaHME HAANOYEYHUKA, HE MUMeElOLlee KIU-
HUYECKUX MposgBiaeHU (Tadu. 4.18).

DTHONOTHSA

HannoyeyHUKM JOKaJU3YIOTCsSd B 006J1acTU, KOTOpass OYEeHb 4YacTO BU3Yyallu-
supyercsd npu KT, MPT u Y3U, koTopbie BHIMOJHSIIOTCS MO MHOTOYMCIICH -
HbIM TMOKa3aHUSIM C LEeJb0O NTUAarHOCTUKU 3ab0o0JeBaHUU JPYrux OpPraHoB.
[Ipu 5ToM 0oO6beMHBIE OOpPa30BaHUS HAaAMOYEYHUKOB, HE UMEIOIIUE KaKUX-
6O MPOSIBACHUI, OKAa3bIBAIOTCS CJIYyYalHON HaXOJAKOW.
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Ta6n. 4.18. MHUuaeHTal0M1a HaATTIOYeYHU KA

B 98 % cayuaeB — ropMoHajibHO-HeaKTHBHBIE J00pO-
KayeCTBeHHbIe 00pa3oBaHusi. 3J10Ka4YeCTBEHHbIE OMYXO0-

DTHONOTHSA

am — < 1 % cayuaes,

ropMoHalbHO-akTHBHbIe — < 2 % caydaes

B nonaBiasiiomeM GONbMIMHCTBE ClIy4YaeB He HMEIOT MaTO-
IlaTorenes JOTMYECKOTro 3HAYEeHUs (32 HCKJIIOYEHHEM 3J0KAYECT-

BEHHBIX U FOPMOHAJIBHO-AKTHBHBIX 00pa3oBaHuii)

5 % B oOomeit nonyasuuu (10 10 % no naHHBIM ayTom-
DNuIeMuoI0orus

cuii)

OCHOBHBIE KJHHHYECKHE
nNposABJIEeHUSA

OTCYTCTBYIOT; 4aCTO BCTpPe4YaeTcsA CONYTCTBYO M A
narTojiorusa, KorTopasd NOTEHUHAJTbHO MOXeT ObITH CBA3a-
Ha C TOPMOHAJIBHONH AKTHUBHOCTbHIO oOpa3oBanus (apre-
puajibHasgd THONEePTEH3UA, OXKHUPEHHUE, caxapm,u?l uuaﬁeT
U nmpoyee)

JHarHocTHKa

1. Manas nekcaMeTa3o0HOBas npoda

2. Kaawnii, HaTpuii CBIBOPOTKH; NMPH apTEepPUHATbHOM
THNEePTeH3UH - PEHHUH, AJIbJOCTEPOH

3. MeranedpuHsl (3KCKpenus KarexoiamuHos u BMK)
4. KT (MPT) npu ropMOHAIbHO-HEaAKTHBHBIX 00pa3oBa-
HHAX AuaMeTpoM < 4 CM C HHTePBAaJIOM

B 6, 12, 24 mecsana

Jduddepenunanbuas nua-
THOCTHKA

TopMoHaNbHO-aKTHBHBIE M 3JJOKaYeCTBEHHbIE 00pa3o-
BaHUA

IToka3aHUs K aAPEeHANIKTOMHUU
— TOPMOHAJIbHAsA AKTUBHOCTD;
— auameTp > 5 cMm (cTporo npu nuamerpe > 6 cm);

Jledenue .
— MpPOrpeccCHpPYO I U POCT 00 beMHOro o0pa3oBaHmus.
B ocTaabHBIX cayd4asix — AMHAMHYeCKoe HabawIeHHe
(KT, MPT) c uarepBaaom B 6, 12, 24 mecsna
B nmoaaBasiomemM GONBMIMHCTBE CJy4YaeB OJarompusT-
IIporuos

HbI

B 98 % cnyyaeB pedyb MAET O TOPMOHAJbHO-HEAaKTUBHBIX JOOPOKAYECTBEH -

HBIX 06paSOBaHI/IHX. 310Ka4YeCTBEHHBIC OmmMyXoJn BCTpPpE€YAKTCA MEHEEC YEM

B 1 % cnyyaeB, TOpMOHAJbHO-aKTUBHBIE — MeHee yeM B 2 % ciyyaeB (Tabu.

4.19).

ITaTorenes

MMonaBnsirome GONBIIMHCTBO MHIMUACHTAJIOM HE HMMEET MAaTOJOTHUYECKOTO

3HaAa4YC€HUA OJd OoOpraHuiaMa. NcknwovyeHne COCTAaBISIOT 3J0KaYeCTBEHHBIE

U TOPMOHAJNBbHO-AKTUBHBIC OIIYXOJIH.
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Ta6n. 4.19. Mopdosorun MHUUIEHTAIOM HaAMOYeUYHUKA

Mopdonorus u ropMOHaIbHasA AKTUBHOCTh %
[opMOpaNbHO-HEAKTUBHAS OIYXOJb 85 %
Kucra
Muenoaunoma 10%

[ITceBnoHaATMOYEYHUKOBbBIE 06p3.30BaHI/I§I

3710KayecTBEHHAas OIYyXO0Jib 1%

MetacTa3bl B HaaAlOYeYHUK 1%

[opMOHallbHO-aKTUBHASl OMYXOJb
(beoxpomonuTomMa, KOPTUKOCTEpOMA, ajbJoCTepoMa)

2%

DNUaEeMUOJIOTH A
B 06].].16[7[ nonyadauouum paciupoCTpPpaHEHHOCTb MHOUACHTAJNIOM HaAIIOYCYHMU-
Ka cocTaBisieT oKono 5 %, a mo faHHBIM ayTtoncuit nocturaetr 10 %.

Kauauyeckue nmposiBjeHUs
OTCYTCTBYIOT, XOTA y MHOTHUX MAallMEHTOB MHIUAEHTAJIOMAaM COMYyTCTBYET
MaToJorusi, KOTopas MOTEHLMUAalbHO MOXET OBITh CBs3aHa C FOPMOHAaJb-
HOW aKTUBHOCThHIO OOpa3oBaHus (aprepuajbHas TUMEPTEH3US, OXKUPEHUE,
caxapHblil f1uabetr U mpouee).

HHI.IMEHTSHOMB Hagnoyauyxuya

- Manan gexcamaTaioHoBan npoGa
| ~ MeTaHethpHHLI
. PeHWH w anspocTapod

S D

[ HaT ropMoHanbHOW aKTMRHOCTH \ rropuouanbuaﬂ AKTURHOCTL |

S
RN L

A S ; — )
KT 4apea 12 — PocT anyxonm n—*rAﬂgenanaf_o_rﬂn |
__Mecsies —_——

Puc. 4.16. AJIropuT™M [AMArHOCTUKM U JIeYeHHUs TNpPU MHIUACHTAJIOMax
HaJanoyeyHMKa
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JInarHocTHKAa
Llenpo 1MAarHOCTUYECKOTO MOMCKA SIBASETCS MCKJIKYEHUE TOPMOHAIbHOM
aKTUBHOCTHU M 3JIOKAaYeCTBEHHOTO XxapakTepa obpa3oBaHus (puc. 4.16).
C 5TOi 1eJbl0 MPOBOISIT:
MaJyl JOeKcaMeTa30HOBY0 TNpoOy (anbTepHaTUBa — OMNpeaeeHue
CTOYHON 3KCKPEU MU KOPTU30JTa C MOYOH);
— ompeaesieHUEe YPOBHs Kajlusi U HAaTPUsI CHIBOPOTKHU, a MPU COMYTC-

TByIOLIEl apTepuUalbHOW TUMEPTEH3UU — YPOBHS pPEHUHA U AJIbIO-
CTEepOHa;
— ompeaejeHue ypoBHSI MeTaHe(pPUHOB (albTepHaTUBa — ODKCKpeLHUSs

KkatexondaMuHoB 1 BMK);
— nauHamuuyeckoe HabOnwaeHue (KT umaum MPT) npu ropMoHalbHO-
HeaKTUBHBIX 00pa3oBaHUSIX AMAaMETPOM MEHee 5 CM C MHTEepBajloM

B 6, 3areMm 12 u nanee 24 mecsqua.

JduddepenunanbHas IHUATHOCTHKA
3710KayeCTBEHHBIE U TOPMOHAJIbHO-AaKTUBHLBIC ONIYXOJN.

Jleuenue
OnepaTuBHOE JedyeHUEe (OTKpPBITas MJIM 3HIOCKONMHUYECKass aZpeHaTdKTO-
MHSI) TOKAa3aHO B CACAYIOUIUX CUTYaLUAX:
+ TopMoHalnbHO-aKTUBHOE oOpa3oBaHMUE.
O0beMHOe oOpa3oBaHue OoJjiee S cM B AMaMeTpe; NMpu oOpa3oBaHUAX
6onee 6 cM MOKa3aHMS JOCTAaTOYHO CTPOTHE HM3-3a MOBBIIIEHHOTO
pUCKa 3J0Ka4YeCTBEHHOCTH.
IIporpeccupyomuii poct 0o0beMHOTro oOpa3oBaHMUSA MO JaHHBIM

AUHAaMUYECKOTO HabaloaeHUS.

B ocTanpHBIX cayyasix MOKa3aHO NIMHaAMHU4YecKoe HabNOgeHHNE C MpO-
Benenuem KT (MPT) Haamo4e4YHHUKOB C MHTepBajdoMmM B 6, 12, a 3arem

24 Mecsua.

IIporuos
B nmonaBasiounieM GOJBUIMHCTBE cilydyaeB OJaronpusITHBIN.



naBa 5

PEMNMPOAYKTUBHAA SHOOKPUHONOI NA
XKEHCKOI'O MNMOJIA

5.1. AHATOMUNA N DN3NOJTIOTNAXKEHCKON
PEMPOAYKTVBHOW CUCTEMBbI

Auunuk  {ovarium, oophoron) — TapHBI OpraH XEHCKOU penpoAYKTUBHOI
CUCTEMBl U OTHOBPEMEHHO XeJjie3a BHYyTpeHHel cexpeuuu (puc. 5.1). Macca
SUYHMKA B HOpME He NpeBbIIaeT 5—8 T, pa3Mepsl cocTaBasSwOT 2,5—5,5 cMm
B OAAuHy, 1,5-3,0 cM B WIMPUHY UOO 2 CM B TOJWUHY. AUUYHUK COCTOUT
U3 JBYX CJIOEB: KOPKOBOTO Be€llecCTBa, MOKPBITOro 0eJ104YHOU 00010YKOIi,
u Mo3roBoro. KopkoBoe BewmecTBo o6pa3oBaHO (GoNNUKyJIaMU pa3JIUUYHON
CTENMEeHU 3PEJOCTH.

[peanTpanbubii
doanukya ATpeTHuHbIH
TlepBuanbie Anrpansupi  POAAMKYR
Crpoma  goanmkyan q,o';muxp.
TIpuMopauaibHbE
horaukyam

TpeosyaaTopubii
thonaukyn

Benoe reno

TepMuHaTHBHBIH
INHTENHH

3penoe
KenToe Teno Pannee
Henroe Teao

Osy/isuus

Puc. 5.1. luuHUK: pollecch, MPOUCXONSIINE B TEUCHUE OBYJSITOPHOTO IUKITA
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OCHOBHBIMU CcMepoudHbiMU TOPMOHAMU, CEKPETUPYEMBIMU SUYHMUKA-
MU, SIBISIOTCS 39CMpoeeHsbl U Npo2ecmepoH, a TaKXe aHOpoeceHvl. DCTPOTEHBI
npencTaBieHbl 3CTPaAMOJIOM, O3CTPOHOM u3ICcTpuoJoM. IDcrpaauoa (E2)
CeKpEeTUpPYEeTCsI TMPEeUMYIIEeCTBEHHO KileTkamMu TrpaHynedbsl. ODctpon (EI)
obpa3yercss nyreM nepudepuyeckoil apoMaTu3alMud 3CTpaguoia; dCTPUOI
(E3) cuHTe3upyeTcss SAUMYHUKAMU B CIEHOBBIX KOJIMYECTBAX; OCHOBHBIM
UCTOYHUKOM 3CTPUOJA SBJISIETCS TUIPOKCUJIMUPOBAHUE BCTpaguMosa M d3C-
TpoHa B nmeyeHU. OCHOBHBIM NMpPOTECTAaTeHHBIM TOPMOHOM (MPOTECTUHOM)
SIBJISIETCS MPOrecTepPOH, KOTOPBbI CEKPETUPYETCS MPEUMYILIECTBEHHO XeJ-
ToIM TedoM. OCHOBHBIM SUYHUKOBBIM aHIPOTEHOM, KOTODPBI CEKpPEeTHUPY-
eTCs KJeTKaMUu TeKHU, SBJSIETCS aHAPOCTEHAUOH. B Hopme Gosblias yacTh
AHAPOTEHOB B XEHCKOM OpPTaHM3Me HMMeeT HAaAMOYEeYHUKOBOE MPOMCXOXK-
neHue.

M CcXOOHBIMU COEAMHEHUSIMHU IJIs1 CUHTE3a CTPOreHOB M NMpPOTecTepoHa
SIBIsieTCS XoJecTepuH. bBUOCUHTE3 H0108bIX 20pMOHOE TIPDOMCXONUT aHa-
JIOTUYHO OMOCHUHTE3y KOpTUKOCTepouaoB. CTepoUIHBIE TOPMOHBI SUY-
HUKOB TaK Xe, KaK U HAaNMOYEYHUKOB, MPAKTUUYECKU He HaKaNIUBamTCS
B KJIeTKaX, a CEKpeTUpYyloTcsl B mpolecce cuHTe3a. B KpoBeHOCHOM pycie
3HAYUTEJNbHAsI YaCTh CTEPOUIOB CBA3BIBACTCS C TPAHCMOPTHBIMU OelKaMMu:
9CTPOTEeHbl — C IJ1OOYJIMHOM, CBsA3bIBalIIUM noysoBbie ropmMoHbl (I[CIIT),
MPOTeCTEPOH — C KOPTU3OJCBA3ZBBAIIIUM TITO00YTUHOM (TPAaHCKOPTUHOM).
MexaHU3M A€W CTBUS 3CTPOreHOB, MPOTeCTUHOBU AaHAPOTEHOB aHAJOTUYEH
TaKOBOMY Yy IPDYITMX CTEPOUNHBIX TOPMOHOB. OCHOBHBIMU MeTabonuTaMu
9CTPOTEHOB SBJISIOTCS KaTeXOJ3CTPOTeHbl (2-OKCHUICTPOH, 2-METOKCHMIC-
TpOoH, 17-3mucTtpuon), ob6ramawimue ciaboil 3CTPOreHHOW aKTUBHOCTHIO;
OCHOBHBIM Me€TabOJMTOM MPOrecTEepoOHa SIBJASETCS NMPErHaAHIUOII.

No Havanma mybepTaTHOTO Mepuona B IMYHUKAX MPOUCXOAUT He3aBU-
CUMBIA OT TOHAAOTPONMMHOB OYEHb MEAJIEHHBIH POCT MEPBUUYHBIX oOJ-
nuKynoB. JlanpHelinmee pa3BUTUE 3peNbiX GOJIUKYIOB BO3MOXHO JHUIIb
non AeicTBUEM TOpPMOHOB runodusa: doaaukyroctumyaupywimero (OCTI)
v doTenHusupywmero (JII'), npoayKuus KOTOpbIX, B CBOIO OuYepelb, pery-
JUpPYeTCsa TOHAAOJIUOEPUHOM runorajamyca. B oBapuajabHOM MKJIE PA3JIU-
4aloT ABe Ga3bl — QONTUKYIAPHYIO M JTIOTEHMHOBYIO, KOTOpble pa3aesieHBb
IBYMSI COOBITUSIMU — OBYJsAUME MU MeHcTpyauue (puc. 5.2),

B doanukyaspuoii pase cexpeuuss @PCI runodu3omM CTUMYJIUPYET MPO-
Hecchl pocTa U pa3BUTUS NEePBUYHBIX (GOJJIMKYJIOB, a Takxke BbIPabOTKY
9CTPOTEHOB KJeTKaMu GONJIUKYASIPHOTO SMUTeNusa. [IpenoBYAATOpPHBINI
BHIOPOC TOHAaJAOTPONMMHOB OMNpeAeseT cam npouecc OBYJSLUUHU.
OBynsaTopHbiit BeiOpoc JIT 1 B MmeHbineir cteneHu ®CI oOycinoBiIeH CEHCHU-
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Puc. 5.2. llukinvyeckue U3MEHEHUS B PENIPONYKTUBHOW CUCTEMeE Yy KEHIIUHBI Ha
MPOTSIKEHUU MEHCTPYaJlbHOTO HUKIA

6unusauueil runocdusa KAeHUCTBUIO TOHAAOIUOEpUHA U CBSI3aH C PE3KUM
nageHUeM YPOBHS 3CTpajuoja B TedyeHUe 24 4, mpealIecCTBYOUIUX OBYJIS-
UMK, aTaKXe C CYLIECTBOBAaHMEM MEXaHU3Ma MOJOXUTEIbHON oOpaTHOU
CBSI3M CBEPXBBICOKMX KOHILLEHTPAalUil 3cTporeHoB U ypoBHs JIT.

[Ton BAMSIHUEM OBYJISITOpPHOro yBenuyeHuss ypoBHs JI[ mpoucxo-
IUT GopMUpOBaHMUE XKEJTOro Tejga, KOTOPOe HaYMHAET MPOAYLUMPOBATH
nporectepoH. [locaenHuit MUHTUOUPYET POCT U pa3BUTUE HOBBIX GOJ-
JUKYJIOB, a TaKXe YJYacTBYeT B MOATOTOBKE 3HIOMETPUS K BHEIAPEHMUIO
OMJONOTBOPEHHON siiekaeTku. [lmato ChIBOPOTOYHOW KOHILEHTpaluu
MporecTepoHa COOTBETCTBYET MJaTO peKTalbHON (0a3anbHOIl) Temmepa-

Typbl (37,2-37,5 °C), 4TO JE€XUT B OCHOBE ONHOTO M3 METOJAOB AMATHOCTHU -
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KM mpousomenimeil opynsuuu. Eciau B najibHelllieM OMJOJAOTBOPEHUE HE
npoucxonuT, uyepe3d 10—12 gHel HacTylmaeT perpecc XeJTOro Teja, €cCiu
XK€ OMJIONOTBOpPEHHAas silleKJeTKa BHeaApuUJIach B 3HAIOMETPUU U oOpasy-
pourasicd OjgacTyjga cTajJa CUHTE3UPOBATh XOPUOHUYECKHUH TOHAZOTPONUH
(XT), Xxenrtoe Tea0 CTAHOBUTCSH XEJTHIM TE€IOM OEPEMEHHOCTH.

JAnuTenbHOCTh OBAapUAJbHOTO (MEHCTPYaJlbHOTO) LIMKJA B HOPME Bapb-
upyet ot 21 go 35 nHeit. CaMBIM pacnpoCTpaHEHHBIM cuuTaeTcs 28-mIHEB-
HBM UHUKJ, CYNECTBYIOIUNW BTeYeHUE MJIUTEIBHOTO BpPEMEHHU TOJIbKO
y 30-40 % xXeHmuH. B MeHCTpyaJlbHOM LUKJE pa3juyaloT TpU Mepuona,
unu ¢a3pl: MeHcTpyanabHas (¢da3a meckBaMalUu DHAOMETPHUS), KOTOPOW
3aKaHYMBaeTCcsd NpeNbIAYWUNH LUKI, NOCTMeHcTpyalbHasd (¢daza mnpoau-
dbepauuu sHAOMETpUS), NpeaAMeHcTpyajJbHass (DyHKUMOHAlNbHAasdg, WUIU
cekxpetopHasa dasza). 'paHuneit Mexay IByMs mocileIHUMU dazaMu SIBJIS-
ercsd oByasiuusg. OTcueT AHEW MEHCTPYaJbHOTO IIMKJAa HaYMHAETCs C Mep-
BOTO OJHS MEHCTPYalUUHU.

5.2. METOAbl OBCJIEAOBAHUA
B MMHEKOJIOTMYECKOW SHOOKPUHOOI N

5.2.1. dusmkanbHble MeTOoObl

BKJ1OYalOT TMHEKOJNOTMYECKUN U OOIIMII OCMOTpP, C OLIEHKOW TUMA TeloC-
JIOXEHUS, BBIPaXEHHOCTU M paclpeneieHUs KUPOBOMW KJIETYAaTKU, COCTO-
SIHU ST MOJIOUHBIX XeJe3, XxapakTepa oBojoceHUsa. [Ipu ompoce BBISICHSAETCS
BO3pacT MeHapxe, HaJU4YME€ UJU OTCYTCTBME HAPYLWIEHUNH MEHCTPYaJbHOTO
LUKJIa, NAUTEJIbHOCTh UM XapakKTep MEHCTpPYyaJlbHBIX BBIIENEHUI, MpPOoOJ-
XKUTEJNbHOCTb MEHCTPYaJbHOTO LMKJA. BBISICHAT 4ynucio 6epeMeHHOCTEH,
CPOK HacTymnJeHus] OepeMEeHHOCTHU OT Hayaja MOJOBOK XU3HU 63 KOHTpa-
Uenuuu, TeyeHue OEpeMEHHOCTU U pOAOB. B LesoM, HOpMaJbHOE HACTYI-
JleHUEe U TeyeHue OepeMEeHHOCTH, KOTOopasi 3aKaHYMBaeTCss POXIEHUEM
310pOBOTro pebeHKa, NPAaKTUUYECKU UCKIYAET HAJMUYUE Yy TALIUEHTKU KakK
MUHUMYM TSIXeN0Wd ZHAOKPUHHONW MaTOJOTUU. ODTU NaHHBIE MO3BOJISIOT
AaHAMHECTUYECKU COPUEHTUPOBATHCA B OTHOUIEHMM Hayajla TOTO UJIHU
MHOTO YHAOKPUHHOTO 3a00JieBaHUS.

5.2.2. JlabopaTopHble MeToAbl

[Ipu poxneHuu peGeHKa C HENMPaBUJIBHBIM CTPOEHUEM HAaPYXHBIX TeHU-
TajJuii, BO BCeX clyyasX MepPBUYHONU aMeHOpeU, a TaKXe OJIsI NMAaTHOCTUKHU
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XPOMOCOMHBIX 6OJIe3Hell, OONBIMMHCTBO U3 KOTOPHIX MPOTEKAaeT C Hapylie-
HUEM TMOJOBOTO Pa3BUTHUs, 00s3aTEIbHO HCCIEeA0BAHNE KAaPUOTHNA.

JlabopaTopHas 1MarHOCTUKA NMpPU 3a00JeBaHUAX PENPOAYKTUBHOM CHC-
TEMbl Y XC€HIUIUH MOApPa3yMeBaeT UCCIEeJOBaAaHUE CONEPXKAHUS TUYHUKOBBIX
M HaJMOYEYHUKOBBIX CTEPOUAHBIX TOPDMOHOB, a TakXe TOHaJOTPOMHUHOB
(JIT u ®CI') um nponakTuHa. [Ipu peryasapHoM MEHCTPYyalbHOM IHMKJE
UIM OJUTOMEHOpee HucciaenoBaHMEe 0a3albHbBIX YPOBHEW TFOHaJOTPOMUHOB
NOJXHO MPOBOAMUTHCI Ha 5—7 AeHb MEHCTpPyaJlbHOro LMUKJAa (B paHHEM
bonnuxkynsapHoit ¢ase). I[losyyeHHBIe HDaHHBIE B MoJAaBAsSOIIEM O0O0Jb-
UWIMHCTBE cJyyaeB MO3BOJsIOT nuddepeHUUpPpOBaTh TUMEP-, TUNO- HUIHU
HOPMOTOHAAOTpPOMHBIEe cOCTOSIHUS. IlepBuuHbIii rumoroHaau3sM (CUHIPOM
MCTOUIEHUS SIMYHUKOB, MeHOMay3a, OBaAapUIKTOMUs) XapaKTepusyeTcs
BoicOKUMU ypoBHIMU ®CT u JII u HU3KUM — 3cTpaauoia. [Ipu Bropud-
HOM (runoc¢u3apHOM) TMNOrOHAJAM3Meé CHHUXEHO COIdepXaHUE KaK TroHauo-
TPOMMHOB, TaK U 3cTpanuona. Ias oueHKU GyHKIIUOHAIbHON aKTUBHOCTH
XKEJITOTO Teja PEeKOMEHAYeTCs ONmpeleieHUEe yPOBHS MNpoOrecTtepoHa B KPOBU
BJIIOTEMHOBON ¢da3ze uukiaa. Aasg TUATHOCTUKM TUNA TUNEPAHAPOTEHUU
Npu BUPUIBHOM CHUHAPOME NPOBOLUTCS OMNpefeeHHe B Mmja3mMe AeTUI-
posnuaHapocTepoHacyiabdara (ADAC) u TtectocTepoHa, a Takxe 17-run-
POKCUMPOrecTepoHa AJiss AUMATHOCTUKHU BPOXKACHHOW AUCHYHKI MU KOPBHI
HAAMOYEeYHUKOB (cM. 1. 4.6).

B oTnenbHBIX OTHOCUTENBHO PEAKUX CHAYyYasiX OJs ONMpeneleHUusl Xapak-
Tepa HapylweHUd U PYHKUMOHAJIBHOTO COCTOSSHUS PENMPONYKTUBHOMN cHUC-
TeMbl UCNONB3YIOT dhapmakonoruyeckue npod6sl. K HUM oTHocutcs npoba
C XOpUOHMYEeCKHUM ronaaorponunom (XI'), koTtopasa B pamkax nubdepeHIU-
aJlbHOW AMATHOCTUKU MEPBUYHOTO MU BTOPUYHOTO TUMOTOHAAU3Ma MO3BO-
JISeT OUEHUTh PEAaKL MO SMYHUKOB Ha TOHAJOTPOMHYI cCTUMYAsiuuio. Ans
nubdpepeHUMANbHONW NMATHOCTUKM TUTNOTAJlaMUUYECKOTO U runodusapHo-
ro TMINOrOHAaJANW3Ma MOXET UCIIOJIb30BaThCsl Npoba c aHAJOraMM rOHaJa0TPoO-
NHUH-PUJIU3UHT-TOPMOHA (OycepesiuH, TPUIITOPENUH).

5.2.3. VNHCTpyMeHTanbHble MeTOoAbl

B cBsI3W ¢ HEeMHBAa3UBHOCTHIO, OE30MACHOCTHIO U NOCTYNHOCTHhIO HAUGOJb-
uee pacnpocTpaHeHHUEe B TMHEKOJOTUMM MOJYUYUTIO YIbTPa3BYKOBOe Hccie-
NOoBaHME, KOTOpPOE NMOMUMO BU3yaJW3alUM SUYHUKOB M IPYTUX OPraHOB
MaJoro Ta3a MO3BOJISIET MPOBOAMTH KOHTPOJb 32 POCTOM U CO3pEBaHUEM
bonnukymna, omeHUBATH TOJMMUHY DHIOMETDPHUsS, BBISIBIASITh M HabOIIOZATH
ONMyXxoJieBUOHBIe 0O0pa3oBaHUs SSMYHUKOB. KpomMe TOro, mimpokKo HUCHOJb-

3YIOTCAd SHOOCKOMUYECKUE METOIbI (KOJ’[I)]'IOCKOHI/I?[, TUCTEPOCKONIUA HJIA-



228 aBa 5. PenpoAyKTuBHas 3HOOKPUHOJIOIM NS XXEHCKOro nona

MapoCKOMNUS), KOTOPbie MPUMEHSIOTCH HE TOJbKO AJsS OTUAarHOCTUKHU, HO
U ANl JeYeHUS pa3JIMYHBIX THHEKOJOTUYECKUX 3a00JeBaHU.

5.3. AMEHOPEH4

Amenopeeii 0003HayalT OTCYTCTBUE MEHCTPyalUUNH Yy XKEHUIMH PENpoOAyK-
TUBHOTO Bo3pacTa. [lon nepBHYHOi!i amMeHopeeid MOHMMAIT OTCYTCTBUE
MEHCTpYyallMil y AeBylIeK crtapine 16 JeT, MOJ BTOPUYHONW aMeHOpeeil — Mpe-
KpalleHUEe MEHCTpyalUuMid Ha CpoK 6ojee 6 MecsleB yXKEHIIMH C paHee
YCTAHOBJEHHBIM MEHCTPYaJlbHBIM LUKJIOM. Jnsd 00O3HaYeHUS CKYIHBIX
MEHCTPYallUWl MCHOOJIb3YyEeTCS TEPMHUH ONCOMeHOpes; IO OJUrOMeHOpeeii
nonapasyMmMeBalOT peAKHUe HeperyJsipHbie MeHcTpyauuu (MeHee 9 B roay).
dusuojornyeckass ameHopess MMeeT MECTO BO BpeMs OepeMEHHOCTU U B
MOCTMEHOTMay3e.

Tabn. 5.1. AMeHopes

IlepBuunas ameHopesi: cCMHIpPOMBI TepHepa,
KannMmaHHa, nucreHe3us ToHam, pexe MpUOOpeTeH-
Hasl MaToJOrusi (rOpMOHaJbHO-HEAKTUBHAS aleHO-

Ma runodusa)
DTuonorus

Bropuunas ameHopesi: CHHAPOM MpPeXIeBPEMEHHO-
M MaTOTeHE3

ro ucromeHus suuHukos (I[TUA) (xpomocomHbIe
aHOMaJMu, ayTOUMMYHHBII 00pOPUT), TUNIEPTIPO-
JNaKTUHEMUsI, TUModu3apHasi HEIOCTATOYHOCTD,
CUHIPOM TOJUKUCTO3HBIX IMYHUKOB

PacnpocTpaHeHHOCTh MEPBUYHOM aMeHOpEH
coctaBiuset 0,5 — 1,2%, BTopu4uHO#l 0KOJIO 5%.
DNUAEMUOTIOTUS CunapoMm Tepuepa - 1:2500 neBouek; TN - 0,1%
cpenn XeHIUH Moaoxe 30 mer, 1% cpeau XKeHIMUH
Mojaoxe 40 net

1. OTcyTcTBHE MeHCTpyaluii, 6ecrioaue

2. CuMnTOMBI, 0O0yCIOBIEHHBIE NeDUIUTOM ICT-
poreHoB (MPUIMBBI Xapa, HOYHAS MOTJIMUBOCTD,
nepemnaabl HACTPOCHUS, TUCITAPEYHUSI, CHUXEHUE

OCHOBHBIE KIMHUYEC-
nmouno)

KUE MPOSIBJIEHUS
3. Cneuuduyeckue MposIBJIEHUS OTAEJbHBIX 3200~

JNIeBaHWI1, TPUBEAIMUX K aMeHopee (XapaKTepHBIU
BHENIHWI BUI Mpu cuHApoMe TepHepa, rajakTopes
MpU TUTEPTPOJAKTUHEMU U, TUPCYTU3M U T.X.)
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Oxonuanue maba. 5.1

1. TopmoHnanbHoe ucciaenoBanue (OPCI, scTpan uou,
NMpoJlakKTUH, TectoctepoH, ADA, TTI u np.)

2. KapuotunupoBaHue Mpu NePBUIHON aMeHOpee
3. Y31 manoro Tta3a U TMHEKOJoruyeckoe obcieno-
BaHUE

JIuarHocTUKa 4. Tlpu TINA - CKPUHUHT CONMYTCTBYIOUIMX ayTO-
MUMMYHHBIX 3a0o0sieBaHU

S. IluarHOCTUKa OCIOXHEHUN TUMOTOHAaAU3MA
(ocTeomnopo3, ypOreHUTAJIbHbBIE HapyIIEHUS)

6. Mo mokazauussm MPT runmodusa (rumneprnpoiak-
TUHEMUSI, TOPMOHAJIbHO-HEAKTUBHBIE aJEHOMBI)

OubdepeHunanbHas Mexny 3a6oneBaHUSAMU, IPUBOASIIUMHU K aMEHO-
NUarHOCTHUKA pee

1. 3amecTutenbHas Tepamnusi 3CTpPOreHAMU

2. Cneuunduyeckas Tepanus 3aboseBaHUii, 00yc-
JIOBUBIINX aMeHOpelo (1ohaMUHOMUMETUKHA TP
TUMEPNPOTAKTUHEMUU U T.N)

3. IBYCTOPOHHSIS TOHAAAIKTOMMUS MPU BHISIBIEHUU
JleueHue N
Y-xpoMocoMbl (CUHIAPOM TECTUKYISIpHOUW (eMUHU-
3a11K)

4. JleyeHue OCJIOXHEHUN TUMOroHaamM3Ma (OCTEOINo-
pO3, YpOTeHUTaJbHbIE paccTpoiicTBa)

5. BcnoMoraTesibHbIE PECIPOAYKTUBHBIC TEXHOJIOIUU

JeduuuTt 3cTpOreHOB COMPOBOXAACTCS IMOBbI-
IIporuos IIEHHBIM PUCKOM Pa3BUTHUS CEPAEYHO-COCYIUCTHIX
3a00JeBaHUI U ocTeonopo3a

DTHOJIOTHSA U MATOreHe3

IMIupoko BapbUpPYWT OT HacleACTBeHHBIX cuHaApoMoB (TepHepa,
KannimaHHa) 1o mpuobGpeTeHHBIX 3a00JeBaHUN (IpoOJaKTUHOMA, HepBHAS
aHOpPEKCHSA), MPU BTOM B3THOJOTHSA YAaCTUYHO NMepeKpbiBaeTCs A MEPBUY-
HOl M BTOPUYHOW aMeHOpPEH, TO €CTh ONHO M TOoXe 3aboneBaHUe (HANpHU-
Mep, KpymHas OMNyXoJb Trumnodu3a, BBI3BBalomas TUMOMUTYUTApU3M)
MOXET OBITh NMPUYUHON KaK NMEPBUYHON, TaK M BTOPUYHOW aMEHODEH.
Haubonee yacTeiMM NMPpUYMHAMM NMEPpBUYHOU aMeHopeu (> 60 % cnyua-
eB) SIBJISETCSI HEIOCTATOYHOCTh SSMYHUKOB M MOPOKHM pPa3BUTHUS MATKH
(Taba. 5.2).
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Taba. 5.2. Hekoroprbie 3a6oyseBaHus,

3aboaeBaHue Marka dCr IIponakTun TecTocTepoH
Cunnpom TepHepa t N N
JlvucreHe3uss TOHaKI + T N N
HeuyBcTBUTETBHOCTH
K aHAporeHaMm (CHHA-
p ( 1 N N m
pPOM TECTUKYJISIPHOU
GeMUHU3ALUN)
Cungpom
P + 1 N N
Kannmanna
(+/—) — ecrtb/Her (npucyrcreyer/orcyrcrpyet); T, i — noBbimeHue/nonuxenue (ypopHs

ropmona), N - Hopma.

Ta6a. 5.3. HekoTopsie 3ab6oneBaHusd,

3a0oneBaHue

rOpMOHa.]'[l:Hlxle CABUTH

CHHIPOM TIpPEeXIEBPEMEHHOTO MCTO-
MEeHUS] SUYHUKOB

DCI'T, scrpaauon 4, npogakTuH N,
aHaporeHbl N

HeduuuT macchl Tena (B TOM 4uce
HepBHas aHopekcus) ¢ UMT
< 15-17 xkr/m

®Cr4 umn N, scrpaguon 4 uiau N,
nponaktuH N, aHaporeHbl N

lTunoduszapHass HEZOCTATOYHOCTh

&dCr4, Jir4, scrpanuon 4,
nponakTuH T unu N

lTunepnponakTuHeMus

Mponaktun T, ®Cr4 umum N,
scTpaauon i uau N

CI/IHIIpOM IIOJTUKHUCTO3HBIX
ANYHUKOB

Mponaktun N, ®CI' N,
actpanuon N, anaporeHsl TT
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npoTeKawIilue ¢ MepBUYHON aMmeHopeel

KapuoTHn KomMmmeHTapuu
45X0 TUNUYHB HU3KOPOCIOCTh, KPBIJIOBUIHbBIE KOXHBIE CKIAIKHU
Ha uiee, UCKPUBJIEHME TOJIEHEH, TUMIOTIa3usl MaTKU U SUYHU -
(BO3MOXEH
KOB. JleueHMe: 3aMeCcTUTENIbHAS TepaNusd 3CTPOTeHaAMU, B psje
MO3auLU3M)
cjlyyaeB — FOpMOHOM pocTa
CyliecTBYIOT MHOTOUYUCIEHHbIE BapDUAHTHl HapYIIEHUs pa3-
46XX, 46XY BUTHUSA TOHAN (YUCTasi areHe3Msl TOHAA, CAUHIPOM pyIMMeHTap-
HBIX SIMYEK, UCTUHHBIN repMadpoOoIUTU3M U 1Ip.)
OpraHbl U TKaHU BCIENCTBUE NedeKTa CBA3BIBAIONIET0 JOMEHA
aHIPOTEHOBBIX PEIENTOPOB HEUYYBCTBUTENbHBl K aHAPOTE-
46XY HaMm. QopMuUpyeTCss HOpMaJbHBIM XXKEHCKUI (PEeHOTUI; MaTKa
U SUMYHUKU OTCYTCTBYIOT; B Ta3dy WJIM MaxOBBIX KaHajiax
— pYAUMEHTapHbIE SUYKU.
CoyeTtaHue TUMOTOHAAOTPONMHOIO rUNoroHagusMa (nebuuuT
46XX, 46XY

TOHAOOTPONMMUH-PUIUINUHT FOpMOHa) C TUNO- UJIW aHOCMUEN

NMpoTeKallue CO BTOPUYHONU aMeHopeeit

KommenTapuu
60 % — XpoMOCOMHBICe aHOManuu (JloMKas X-xpoMocoma), Mmytanus (3-cyob-
enunuibl ®Cr); 20 % — ayTouMMyHHBI oodoput. JleueHrne — 3aMECTUTEb-

Had Teépanusgd 5CTpOr¢cHaMHu B KOMOUWHAILIUU C IporecCTuHaMm

Kputnueckoe yMeHbllleHUEe 00beMa XMUPOBOM KIETUYATKHU, [Ie MPOUCXOAUT
0OMEH 3CTPOTCHOB M aHAPOTEHOB MPUBOAUT K MOJAABICHNIO MyAbCATOPHOU
MPOAYKIIMU TOHAAOTPONMH-PUIUZUHT TOPMOHA (cm. en. 11.4)

HdeduuuT roHafoTPONUHOB (cM. ea. 2.6)

[MonaBieHue MPOAYKLMU TOHAAOTPONMUHOB U 3cTpaauona (cm. ea. 2.4)

FI/IHepaHﬂpOFCHHH AUYHUKOBOTO Ir€HeE3a
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Bonburas vacth ciydyaeB BTOPUYHOW aMEHOpEM CBsizaHa C THMEPNpOIakK-
tuHemueir (15-30 %) (tabn. 5.3), runmepaHaporeHueil pa3JiMYHOTO TeHe3a,

CUHAPOMOM MPEXAEBPEMEHHOTO UCTONMEeHUsS STUYHUKOB (10 %).

DnuaeMuoaorus

PacnpocTpaHeHHOCTh MEepBUYHON ameHopeu coctaBiasier 0,5—1,2 %, BTO-
pUYHON OKoNO 5 %. PacmpocTpaHeHHOCTh cuHIApoMa TepHepa— 1:2500
IeBOYEK, MpEXIEBPEMEHHOTO HCTomeHus ssmdnukoB (IIHUA) — 0,1 %
cpean XeHIIMH Moyoxe 30 jmer m 1 % cpeaum XeHmWUH Mmouoxe 40 mer.

B crpyktype MUK 60 % nmpuxoauTcss Ha TeHeTUYECKUE HapymeHuss (JIoM-
Kasg X-xpomocoma, MyTanusa reda peuenrtopa ®CT unaum JIT), 20 % Ha ayTro-

UMMYHHBI U 00bOpHUT.

Kaunuyeckue mnposiBJIeHUs

* OrtcyTcTBMe MeHcCTpyanuii, 6ecninoaue. [locienHee ompenmenseTcss Kak
HeHaCTymJeHHue GEPEMEHHOCTU HAa MPOTSIXKEHUU OJHOTO TOJAa PEryisp-
HOW MOJOBOW XU3HU (B cpelHEM 2 pa3a B Hellelo) 6e3 KOHTpaLeNnIuu.
BeposATHOCTh CMOHTAHHOTO HacTynJeHusa GepeMeHHocTu npu I[MUA
cocraBiasieT 5 %.

* CuUMOTOMBI, O00yClOBICeHHBbIe NeDUIUTOM BCTPOTEHOB MPHU MEPBUYHOI
aMeHoOpee, OTCYTCTBYIOT M BCcTpevaloTcsa y 75 % XEeHIIMH CO BTOPUYHOU
ameHopeeil. K HUM OTHOCSTCS NPUJIMBBI Xapa, HOYHAs MOTIUBOCTH,
mepenaabl HACTPOEHUS, TUCITapeyHUWsI, CHUXEHUE JUOUIO.

* Cneuuduueckue NpPOsSBICHUS OTAETbHBIX 3a00NeBaHUN, MPUBEAUIUX
K aMeHopee (XapaKTepHBIi BHEIMIHUUW BHUI Npu cuUuHIpoMe TepHepa,

rajakTopes Mpu TUNEPHNPOJTAKTUHEMUUN, TUPCYTU3M U T.I).

JluarHocTuka

1.TopMoHanbHOe ucciaenoBanue (puc. 5.3). lmarHo3 nNepBUYHOTO TUIO-
roHagM3Ma TOATBEpPXIaeTcss ABYKPATHBIM BBISIBJICHUEM TOBBIIIEHHOTO
ypoBHsa ®CT (> 30 mEa/n). Kpome Toro, mpu 3ToM NmoBbIlIeH ypoBeHb JIT
U CHUXEH ypOBeHb d3cTpaauona. JJsg BTOPUYHOTO TUNMOTOHAAM3Ma Xapak-
TepeH HU3KHUN YPOBEHb FOHAZOTPOMMHOB M 3CTpaauoya. Bcem mamueHT-
KaM cCO BTOPMYHOW aMeHOpeld moKa3aHO oNpeaeleHNe YPOBHS MPOJaKTUHA
u TTI, mo mokazaHnusam - [JJOA u TecTocTepoHa.

2. KapuoTunupoBaHue MOKa3aHO BCEM XEHIIMHAM C MEpPBUYHOM aMe-
Hopeei.

3. Y3U manoro ta3da u TUHEKOJOTMYeckKoe obOclenoBaHuUE.

4. Mpu MW nokazaH CKPUHUHT COMNYTCTBYKIIUX ayTOMUMMYHHBIX
3aboJieBaHUI, B MepBYylo ouepenb, onpeaeiaeHue yposas TTI.

5./InarTHOCTUKA OCITOXHEHUI THMOTOHAAM3Ma, K KOTOPBIM OTHOCSITCS

ocTeomopo3 (KOCTHAsI AEHCUTOMETPHUS), YPOTEHUTAIbHbIe HAPDYIICHUS .
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AHamHe3s, hUSUKaNbHOE
WCCneaoBaHwe

l'__l__\

HcKniouuTe WVICKMIOunTE CTPYKTYpHBIE
6epeMEHHOCTL aHomManum

| NT, ®©CI, acTpaguon, NPONaKTUH J—

[ ocr>3omem | | nrecr; | | nMponaxtut | oCrevopme |
MepBriHEIR BTOpMUHLIA IwnepnpenakTrHemks
Cunpapam
TANOrpHaan3m TMNOraHANN3aM
Wecnegoeanme WckniownTs aneHoMy NOFAKMCTOAHB!
KAPUOTYNA B CNyMae MEKNIOUATE AaeHamy rinodKaa u nepBAYHLIA
NEPBUNHON aMEHOPEN runagraa MNCTUpeca AWNHWKOB

Puc. 5.3. AnroputMm oGcienoBaHUS XEHILUH ¢ aMeHopeeit

6. Ilo mokazanussM MPT runmodwusa (rumepnpoTaKTHHEMUS, TOPMO-

HaJIbHO-HCAKTUBHBLIC aﬂCHOMbI).

JduddepeHuuaibHass IMarHOCTHKA

HpOBOZlI/ITCH MEXIAY MHOTOYUCICHHBIMH 3216OJ16B21HI/IHMI/I, OpUBOOAIIUMHU

K

aMEHOpeEe.

Jleuenune

3aMecTuTenbHas Teépanuda OSCTpOrcHamMu (3a UCKJIIYECHUEM CcCJlydyacB

OTCYTCTBMSA MAaTKW — B KOMOMHAIMM C recrareHaMu) IoKa3aHa IMpH
MEPBUYHOM U BTOPUYHOM runoroHagusmMe. OHa MPOBOAUTCI MUHUMYM
BIJOTh OO BO3pacTa, COOTBETCTBYIOIIETO0O €CTECTBEHHOMY HaCTyIlJe-
HUI MeHomay3bl (okoJyio 50 jer).

3a00JeBaHUM,

Cneuucduueckass Tepamnus 00yCTOBUBIIMX aMeEHOpeEIo

(IobaMVMHOMMMETUKN TPU THUNEPNPONAaKTUHEMHUHU, XUPYpPTHUYECKOE

JedeHUEe MPU TOPMOHAJbHO-HEAaKTUBHBIX ajileHOMax runodusa, aHTHU-
aHIpOTeHHAas Tepamus U T.O).

Ilpu BboIIBAEHUU Y-XPOMOCOMBI (CMHAPOM TECTUKYJISIPHOUW peMMHU3A-
IIMM) MOKa3aHa NIBYCTOPOHHSS TOHAIB3KTOMHMS C IeJbI0 Mpeaymnpexme-
HUS Pa3BUTHUS TOHAZOGIaCTOMBI.

JledyeHMe OCTOXHEHU THNMOTOHaguM3Ma (OCTEONMOpPO3, YPOTEHUTANIbHBIE

paccTpoiicTBa).
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* BcmomorartenbHble PENMPONYKTUBHBIE TEXHOJOTHU (DKCTpaKopmopalib-
HOEe OIMJOIOTBOPEHUE) TPHU MHOTUX 3ab00JTeBaHUSIX, NPOTEeKAalOIUX
C MepBUYHOW M BTOPUUYHOU aMeHOpeeil, MO3BOJSIIOT MIaHUPOBATH Oepe-

MECHHOCTD.

IIporuo3

3aBUCUT OT 3a60JTCBaHI/IH, ONpUBEOAICTO K aMEHOpEC. CMGDTHOCTI: cpenu
XEHIIMWH C THIIOTOHAAM3MOM pPa3JIMYHOTIO IecHE3a CYIMICCTBCHHO BBLIIIEC, YEM
B obOmeit monyasuuu. JepuUUUT 3CTPOreHOB COMPOBOXIAETCS IMOBBIIIEH-
HBIM PUCKOM Pa3BUTHUS CEPAEYHO-COCYAUCTHIX 3a00JIeBAaHUNH U OCTEONMOPO-

3a.

5.4. KIIMMAKTEPUNYECKNUN CUHOPOM

KnumaxkTtepuueckuit mnepuonq — GU3UONOTUUYECKUNA TepuUOn XHU3HU,
O0yCIOBIEHHB W BO3PAaCTHBIMU HHBOJNIOTUBHBIMU HU3MEHEHUSIMHU pEI-
POOYKTUBHOW CHUCTeMbl. B HeM BBIOENAIOT CHENyIOIIUME OTAalNbl: NPEeMEHO-
nay3y — Mepuon, NpeAllecTBYIOI Ml MeHoTlay3e (0KOJIo 2-5 eT), MeHonay-
3y — MocJelHee MEHCTpyajJlbHOE KPOBOTEYEHHE, MOCTMEHOMay3y — TMEepPUOL

XKMU3HHU, HaCTyHaIOLlII/Iﬁ CIIyCTd rog mocj€ MEHOIIay3hbl.

DTHOJOrUsS M NaTOreHes3

OnHOW M3 BO3BMOXHBIX MPUUYUH CHUXEHUS PYHKIUU SUUYHUKOB B IMpe-
MeHOoTMay3e ABJASECTCH YMEHBbIIEHUE B HUX KOJMYECTBA PEUENTOPOB K TO-
HaZoOTpOMMUHAM, B pe3yJbTaTe YeTO MPOUCXOIUT MOCTENMEHHOE CHUXEHUE
NMPONYKI MU BCTpaauoiga, NMporecrepoHa, aHAPOCTEHAMOHA U TECTOCTE-
poHa; SIMYHUKM yMeHbIIalwTcsd B 2-3 pasa. BeimameHue TpobHUUYECKHUX
5(pdeKToB 3CcTpagMoa Ha MOYENOJOBYH CHUCTEMY M KOCTU TPUBOIUT
K Pa3BUTHUI0O OCJNOXHEHUIW, K KOTOPBIM OTHOCHTCS aTpodHUUYEeCKUNW Barm-
HUT, MOUYETNY3bIpHBIC paccTpoiicTBa U ocTeonopo3. C HACTYMJIeHUEM MEHO-
may3bl pa3BUBAIOTCSI aTepOTeHHbIe M3MEHEHUS JUIMUIHOTO CIIeKTpa, CImocobc-

TBYIOIIME Pa3BUTUIO aTE€POCKJIEpO3a.

DNUaAEeMUOJIOTHA
Kak mpaBuio, MeHoOIlay3a HacTymaeT B Bo3dpacTe MeXay 45 u 55 romamu
(vyame B 50-51 rom). Y KypsSImMX XKEeHIIMH MeHOTIay3a HaCcTymaeT B CpelHEM

Ha 2 rojxa paHbIIeE.
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Tab6n. 5.4. KnuMakTepuyecKuil CHHIpOM

DTHUOJIOTUS U MATO-
reHes

CHuxeHUue NpoAyKIWU AMNYHUKaAMU dCTpaaunoa,
nporecTepoHa U aHAPOT€HOB

DNUIeMHUOTOTUS

MeHomay3a HacTylaeT B BO3pacTe MEXIY
45—55 ronamu

OCHOBHHE KIUHH-
yecKHe MPOSBIEHUA

. Hapyumenune MeHCTpyaabHOTO LIMKJIa

. Mpunussl xapa (40 % XeHIIUH)
Moueny3bipHble paccTpoiicTBa (50 %)

. CekcyalbHbBIE paccTpoiicTBa

. DMoIMOHAaNbHBIE paCCTPOICTBA

. Octeonopo3

JAvcaunuaeMus ¢ IporpeccupoBaHUEM
aTepockieposa

8. leMeHLI U

[Mpekpamenue MeHCTpyal Uil B BO3pacTe OKOJIO
50 net; ®CI'1\ Ilpu n1aHUPOBaHUM TEPAMIUU 3CTPO-
reHaMu: mammorpadusa, Y3 manoro taza, Ma3ok u3

JduarHoctuka .

WeiKM MaTKu Ha aTUNUIO, OlleHKa (GaKTOpOB pucKa

pPa3BUTHUS CEPAEYHO-COCYAUCTBHIX 3a00JeBaHU

1 TPOMOOOIMOOIUYECKUX OCIOXHEHU I

[pyrue mNpUYUHBl YyPOTEHUTaJIbHBIX PACCTPOICTB
duddepeHuuanpHas >

ocTeonopo3a, NPUJINBOB, SMOUMOHAJbHBIX pac-
nMarHocTuka o

CTpOiiCcTB

MoxeT HazHayaTbCd 3aMeCTUTEbHAs Tepanus
Jleuenue

npenapataMu 3CTPOTE€HOB

3aMecTUTeNbHasl Tepanus 3CTPOreHaMU CHUXKAeT

pUCK MEpPeJoMOB KOcTeil, 6oe3Hu Anbureiimepa,
IIporHos paka TOJCTOW M MPSIMON KUIIKU; HECKOJBKO YBEIU-

YUBAET PUCK paKa MOJIOYHOMN XeJe3bl
u TpomMbosMbONIUU

Kiannuyeckue nposiBjeHus
1. HapymeHnue MeHcTpyainbHOoro uuMkiaa y 90 % XeHIIMH HauuHaeTcs

yXe MpUMEPHO 3a 4 roga 10 MeHOTAY3Hbl.

2. lpunuse xapa (40 % XeHUIMH) YACTO COYETAITCS C MOTIUBOCTHIO

N MOKPAaCHEHUEM KOXHU U B OOJIBIIMHCTBE ClIydyac€B 3aKaHYUMBAKTCA CIIYyCTHA

5 JeT mocjie MEHOMay3hl.

3. Moueny3bipHbie paccTpoiictBa (50 %) BcieacTBue aTpodUU ypeTpH

U IEeWKU MOYEBOTO NYy3bIPpAd NPOABIAIOTCA HEACPXKAHUEM MOYH (l'[]:)]/l Kamiae,

cMmexe, OBICTpO# Xoabbe), YacTHIMU HUCTUTAMU U NMUeJoHedDpuUTaAMu.
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4. CexcyalbHBle pacCTpPOMCTBA: CHUXEHUE JMOUTO, CYXOCTh BJaraiu-
ma, AMcCrnapeyHus.

5. DMoUMOHalbHBIE paccCTpoOMCTBA: pa3ApaXUTEIbHOCTh, IMepemaabl
HacTpoeHus, nenpeccusi, Gobuu.

6. OcTeomopo3, COMPOBOXIAOMMUINWCS MOBBIIIEHHBIM PUCKOM Iepeo-
MOB KOCTEiMl.

7.0cnoXHeHUs aTepockjaepo3a, B mepBylo ouepeab, UBC.

8. leMeHnus; y XeHIIUH OoNe3Hb AunblreiiMmepa pa3BuBaeTcsa B 2—3
pa3a vaile, 4YeM y MYXYHUH HMB €€ IMaToTeHe3e NMpUIaeTCs 3HaUYeHUe nedu-
LLUTY 3CTPOTEHOB.

JuarHocTtuka

[IpexpameHue MEHCTpYyaluil y XKeHIIUH B Bo3pacTe okKoJio 50 jeT 0OBIYHO
camMo To cebe CBUAETEIbCTBYET O HACTYNJEHHMU MOCTMeHOMay3bsl. B psne
ciyyaeB (akKT €€ HAaCTYMJEHUS HYXHO NOATBEpPXIaTh NMPU TOPMOHaJb-
HOM MCCIeIOBaHUM, KOTOPOE BBHISIBISET MOBBIIIEeHHB N ypoBeHb DPCT
U CHUXEHHBI I ypoBeHb d3cTpanuona. CrenmeHb MOBbIMeHUsT ypoBHST PCT
He KOppeJWpyeT C BHIPaAaXEHHOCThIO TOCTMEHOMAay3aJlbHBIX CUMIITOMOB
U ocloxXHeHU. Ecniu XeHUIMHEe MIaHUPYeTCs] Ha3HaAYeHUE 3aMECTUTEJb-
HOW TOPMOHAJbHOW TepamWU dCTPOTEHAMMU, MPEABAPUTETbHO HEOOXOMUMO
NMpoBeCcTU clenylomue obcienoBaHusi: MmamMmMmorpadus, Y3U manoro Ta3sa,
Ma30K M3 IMEeiKW MaTKM Ha aTUNMIO, OLleHKa (HaKTOPOB puUcCKa Pa3BUTHUSLI
CEepAEYHO-COCYIUCTHIX 3a00JieBaHUU W TPOMOOOIMOONMUYECKUX OCITOXHE-
HUMN.

JduddepenunanbHasgs IUATHOCTHKA
Odpyrue mpUYMHB YPOTEHMUTaJbHbIX 3ab0JieBaHUII, OCcTeoNnmopo3a, MPUJIHU-
BOB, MOLIMOHAJbHBIX PacCTPOMCTB.

Jleuenue

3aMecTUTeNbHass Tepamusi 3CTPOreHaMH MOXET Ha3HayaThCcs C LEJNbIO
KYyNUPOBAaHUS CUMITOMOB (MPUJMUBBI, yPOTEHUTANbHbIe CUMIITOMBI, aTPO-
buyeckuid BaruHUT), a TakKXe C LeEJbl0 MNPEeIOTBPallEeHUs OTAAalEHHBIX
OCJIIOXHEHMU, XapaKTEepPHBIX AJS KIUMaKTepUIEeCKOTO CUHApoMa (OCTeo-
nopo3, UBC, nemeHuus). DcTporeHs (Mpu HaAaAUMUYUU MATKUM — B KOMOMU-
HAIlUU C IPOTECTUHAMM) MOTYT Ha3HayaThCs B BUJe TabOJEeTOK, HAKOXHBIX
mjiacThipeil M BarMHajlbHBIX cBevyeit. [Ipu moMoumM 3CTPOreHOB OOGBIYHO
MOCTATOYHO JIETKO KYMUPYIOTCS TakKWe CUMITOMBI KaK MPUJUBBI, CYXOCTh

BJarajiuiia U yporeHuTajlbHble paccTpoiicTBa. B Toxe BpeMs equHoOe MHE-
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HUE O LeJeco00pPa3HOCTH AJUTEJbHOM 3aMECTUTEIbHON Tepanuu 3CTpOTe-
HaMM B MOCTMEHOIAay3e OTCYTCTBYET.

IIporunos

3aMecTuTeNbHASA Tepamus 3CTPOTeHaMHM B IMOCTMEHOIAy3e IO3BOJSET Ha
50 % CHU3UTH PUCK INMEPEJIOMOB KOCTel, 00Jie3HU AJbLreiiMepa, a TaKXe
paka TOJNCTOW ¥ NpsAIMOi KUImIKKU. CymecTBYIOT HaHHBIE O HEOONBIIOM
MOBBIMIEHUU PUCKA paKa MOJOYHOMN XeJie3bl U TPOMGOOIMOOTUU.

5.5. CMHAPOM MNOJIMKNCTO3HbIX ANHHNKOB

Cundpom noauxkucmosrvix sauuHuxoe (CII4) — TeTepOTeHHBIW KJIMHUYEC-
KU CUHIPOM, XapakKTepU3YIOIUICS TUNEepaHOAPOTEHUEW U OBYIATOD-
HoM nuchyHkuueiu (tadbn. 5.5). BmepBbie CIISl omnucan J. llrteiiHoM
u 1. Jlesentanem B 1935 r.

Ta6n. 5.5. Cundpom moaukHCTOSHBIX SIUYHUKOB

leHeTnyeckasi mMpeapacmnoI0XeHHOCTb, BO3MOXHO
BTHonorus onHoBpeMeHHO K CI1fl, HapylIeHUIO TOJNIEPAHTHOCTHU
K YIJIeBOIaM M OXUPEHUIO

1. TunmepnpoAyKIKsI aHAPOTEHOB SUYHUKAMU

2. YBenuvyeHnue npoaykuuu JII', KoTopblil cnocobe-
TBYET MOBBIIIEHUIO BBIPAaOOTKU aHIAPOTEHOB KJIETKa-
MU TEKU W UX TUTEpIaasuu

3. OXupeHUe, TUMEPUHCYIUHEMUS, CTUMYJISIIUS
vHCynuHOM B mpucytctBuu JII mponykuuu annpore-
HOB; CHUXEHUE YPOBHS TJI00OYJIMHA, CBSI3BIBAIOLIETO
noysioBsie TopmoHsl (I'CIIT)

4. TunepaHApPOreHUs MPENSITCTBYET HOPMAJIbHOMY
pocty GonnuKysoB U cnocoOCTBYeT GOPMUPOBAHUIO
MEJKUX GOJTUKYISIPHBIX KUCT U KUCTO3HOW aTpe3uu
GOoNNUKYIOB

ITaTtoreHes

o 95 % cnydyaeB rupcyTtusma cBsizano ¢ CIT.

DNuUaeMUONIOTUSA
A Pacnpoctpanennocts CIIS B monyasiuuu 8-20 %

1. Onuro- unu amenopes (70 %)

2. becnoaue (30 %)

OCHOBHBIC KIVHHU- 3. Tupcytusm (60 %) v Apyrue NpoOSIBICHUS aH/-
YecKHe MPOSBICHUSI POTEHHON HepMoOMaTuu: XupHas cebopes, yrpenast
CBINb, aHAPOTEHHAsT aJoMeLus

4. Oxupenue (40 %)
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Oxonuanue maba. 5.5

1. Tectoctepou T,JIT T, JIT/®CT t, TCIIT 1

2. Y3U: obHapyxeHue 6osiee 8 GONTUKYIIPHBIX
KHCT ITMaMeTpoM MeHee 10 MM B COYeTaHUU C YBEIU-
JAuarHoCTUKA YyeHUEM oObeMa OBapualbHOW CTPOMBI, TUIEPIJa3Us
9HAOMETPHS

3. UcKIoYeHNEe APYTUX MPUUYUH TUIIEPAHAPOTEHUN
U THUPCYTU3Ma

1. AHIPOTEHIIPOAYUHUPYIONINE OMYyXOJIN AUIYHUKOB
M HAOIOYEUHUKOB

Auddbepenumnanbuas 2. BpoxaeHHast IMCHYHKIIMU KOPHl HAANOYEYHUKOB
AMATHOCTHKA 3. T'mnepnposakTuHeMUusl (YMEPEHHOE MOBBIIIEHUE
nponakTuHa y 30 % mauuentok ¢ CI14)

4. UavonmaTUYeCKUl TUPCYTU3M

1. CHuxeHue Beca (JledeHUE OXUPEHUS)

2. MetdopmuH (1-2 rpamma B CyTKH)

3. OpanbHble KOHTpAlUEeNTHUBBI, LUMPOTEPOHA aleTar,
CIUPOHOJAKTOH, hayTaMua, GuHacTepuI

4. Jleuenue 6ecrnoaust (knomudeH, mpemnapartsl
TOHAIOTPONMHOB, XUpypruueckoe jseueHue, DKO)

Jleuenue

I[Ipu OTCYTCTBUM JieUeHUS TUPCYTU3M MPOTrpeccupyeT
IMporHos BIUIOTh 10 MEHOMay3bl, y 15 % manueHTOK B gajbHeM-
1eM IMarHOCTUPYETCs caxapHblid nuabeTr 2 Tuna

DTHOJIOTHA

Bonbiroe 3HAaYeHUE UMEET FreHETUYECKAs MPEeaAPacCMONOXKEHHOCTh; MPEaNno-
JaraeTcs MOJMIEeHHBIW XapakTep HaciaenoBaHusi. Cpeau reHOoB KaHIMUAATOB
paccMaTpUBAlOTCH Te€HBI, YYaCTBYHOI[MEe B OMOCHMHTE3€ UHCYJIUHA U CTEPO-
UOAHBIX TOpMOHOB: INS, VNIR, CYPH u npyrue. BeposaTHO, reHetruueckas
npeapacnoloxeHHocTh K CITS cxomHa ¢ TakKoBOW ajisg caxapHoro nuabera
2 tuna (CJA-2) u oxupeHnus (cm. m. 7.6). CeMeiiHBI aHaMHe3 GONbBIMMHCTBA
nmauueHToK K CII1S orsiromeHn nmo oxupeHuto, CIA-2 u 1pyruM KOMIOHEH -
TaM TakK Ha3blBaeMOTO MeTabosuuyeckoro cuHapoma (cm, m. 11.2).

ITaTtorenes

1. B ocHOBe maToreHe3a JeXUT TUNEPHNPONYKIUS aHAPOTEHOB SUY-
HUKaM#; HapsIAy ¢ 3TUM B U30BITOYHBIX KOJMUYECTBAX MOTYT MPOAYIUPO-
BaThCs M HAaNMOYEUYHUKOBBIE aHAPOTEeHHB. [IpuuynHa HapymeHuss QyHKIUU
SUYHUKOB He BIIOJHE MOHsATHAa. Tak, OMUCAaHO HapylieHWEe AKTHUBHOCTH
dbepmenTta P450cl17a, Ho, BepOsSITHO, 3TO He MEepPBUYHBIN nedeKT, a MapKep
MOBBIIEHUS CTEPOUNNMPONYIUPYIOIIed AKTUBHOCTH SSUYHUKA.
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2. [lpu CIIS ompenmensieTcss MOBBIIIEHUWE YAaCTOTHl M aMIJUTYABl MPO-
OYKIIMHM TOHAIOTPOMMH-PUIU3UHT-TOPMOHA, B pe3yJbTaTe Yero MOBBIIIA-
ercd npoaykuusg JIT; BeposITHO 3TO SABJASETCS CJHECIACTBUEM AaHOBYJISLUUMU
M HU3KOTO ypoBHS mnporecrtepoHa. M306biTok JIT crnocobGcTByeT moBbILIE-
HWIO MPOAYKIUMW aHIPOTCHOB KJETKAaMU TEKW M UX THNEpPNIa3uu.

3. VoonpmuncrBa nmauuedtoB ¢ CIISl umeeTcss Toih uiAM MHOU BBIpa-
KEHHOCTU OXUpEeHUEe M, KaK CIeqCTBUE, TUNIepUHCYyIuHeMusi. Penentopu
nHcynuHa u UP®-1 obOHapyXuBawTCSI BCTPOME SIMUYHHMKA, MPU ITOM
WUHCYIUH B npucyrcTBuu JII MoXeT cTUMYyIUpPOBaTh NPOAYKIIMIO aHAPOTE-
HOB. KpoMe TOro, MHCYJIUH CMOCOOCTBYEeT CHUXEHUIO YPOBHS TI00ylIuHA,
cBsa3bBaomero moioBbie TopmMoHB ([CIIT), uto ycyrybnsier rumepaHpi-
pOTeHUI0, T.K. CMOCOOCTBYET yBEIMUYEHUIO YPOBHSA CBOOONHBIX dpakuumin
AaHIPOTEHOB M 3CTpOoTeHOB (puc. 5.4).

4. TunepaHApPOTeHUS MPENSATCTBYET HOPMaJbHOMY poCcTy GOJIUKY-
JOB U crnocoOcTBYyeT GOPMUPOBAHUIO MENKUX (GOJTIUKYISAPHBIX KUCT
U KUCTO3HOUN arpe3uun GonanumkynoB (nmoaukucrtos). [lpu CIIA npouc-
XOOUT 3—6-KpaTHOEe yBelMYeHUE pPa3MepOB SMYHMKOB;, Yy OOJNBIIMHCTBA
MallUEeHTOB BBISIBIASETCH CKJIEPO3MPOBAaHUE M 3HAYUTEJbHOE YTOJIIE-
HHUue 6eTOYHOUW 00O0NOYKH.

DNUAEeMUOJIOTHSA

SIBnasieTcst OMHO#M M3 cCaMbIX YaCThIX HAOKPUHOMATUNA y KEHIUIUH PeEmpo-
OyKTUBHOTO Bo3pacTta. o 95 % ciy4yaeB rupcyTM3Ma y XCHIIUH CBSI3aHO
¢ CIId. PacupoctpanenHnocth CIIS B monmyassuuu Bapboupyet or 8 % (eciau

rery l Oxuperue
EI"T —{ FwnepMHcynuHemnﬂJ

leHeTwyecKkan
NpeapacnonOXeHHOCTL
(renkl, perynupyiolLne CHHTE3 u

CEXDELMID HHCYNUNE M
CTBROMAHGIX (CPMOHGR)

AKTWBHOCTL TecTocTepoH? rcnry
KNeTok Teku? AHOpPOCTEHAWOHT

Puc. 5.4. IlaToreHe3 CMHAPOMA MOJUKUCTOIHBIX SUYHUKOB
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NI AMATHOCTUKHU MCMOJb30BaTh TOJbKO JaHHBIE KJIMUHUYECKOM KapTl/leI)

unpo 20 % (ecau ucnonb3oBaTh faHHbie Y3U).

KauHuyeckue nmposABJIeHUA

* KiauHuueckas kapTuHa 3HAYMTEJbHO Bapbupyer; 3aboJieBaHUE, Kak
npaBuJIO, HauMHAaeTCcsd B MOJOJZOM BO3pacTe, MO BPEMEHHM COBIajgaeT
C MeHapxe, Ha4yajJoOM MOJOBOW XH3HU, OEPEMEHHOCThIO, 3HAYUTEIbHOU
npubaBKOil Beca.

* Onuro- unu amenopes (70 %) sABAseTcs CHEeACTBUEM AHOBYJISALUU.
OGBIYHO MOSBASIOTCS 3aJepXKU LHUKIa 10 3-6 MecsiueB, BbIIETEHMUS
CTAHOBSTCS CKYAHBIMHU, BCTpPEYalOTCs AUCOYHKIUOHAJIBHBIE MaTO4-
Hble KPOBOTEYEHMUS.

+  becnmonue (30 %) xak ciaencTBUe XPOHUUYECKOM aHOBYJISIIIUU.

» Twupcyrtusm (60 %) — uU3OBITOYHBI POCT BOJOC B aHAPOTEH-3aBUCHUMBIX
30HaX. MoOTryT HaGJIIOAATHCS U APYrUe MPOSIBICHUS aHAPOTEHHON NEPMO-
naTuu: XupHas cedbopest, yrpeBasi Cbilib, aHApPOreHHas ajsoneuus. U3 npy-
ruX MposiBJeHUil Bupuapbuoro cuuapoma npu CIId y40 % GonbHBIX MpH
TMHEKOJOTUYECKOM OCMOTpe oOHapyXuBaeTcss runeprpodusi KiuTopa.

* Oxwupenue (40 %); npu yCUJIEHUU OXUMPEHUS MPOUCXOMAUT yCyryOjieHUe
BBIPAaXEHHOCTH APYTMX CHUMITOMOB, MOCKOJbKY YCUJIEHUE HHCYJIUHOpE-

BUCTCHTHOCTHU CHOCO6CTBy€T NMOBBIMICHWIO YPOBHA aHAPOTCHOB.

JIuarHocTukKa

1. YpoBeHb TECTOCTEpOHa Yalle YMEpPEHHO MMOBBbILIEH, HO Yy MHOTMX
xeHmMUuH ¢ CIISl ocrtaeTcss B mpemesax HOPMBI M He BCerma KOppeJaupyeT
C BbBIPaXEHHOCTbIO TUpPCYTH3Ma.

2. Yposenb JIT moBbimen y 50-70 % XeHUIMH, MPU 3TOM XapakKTepHO
yBeaudyeHue cooTHomeHus JIT/®CT (>3) (B mocieaHee BpeMsi He paccMart-
puBaeTcs KaK IMAaTHOCTUYECKUN KPUTEPUIL).

3.Yposenus 'CIIT cHuxeny 50 % XeHIIUH.

4. HaubGonee MeHHBIM MHCTPYMEHTAJNbHBIM MCCIEOBAHUEM B IMATHOC-
tuke CIIAd gaBnsiercs Y3WM Manoro tasza TpaHCBarmHalbHBIM JaTYUKOM.
VinbTpa3BykoBbeiM Kputepuem CIIS gaBaserca obHapyxXeHue 6onee 8 doi-
JUKYJASPHBIX KUCT 1UuaMeTpoM MeHee 10 MM B coueTaHUU C yBEJIUUYEHUEM
ob6beMa oBapuadbHOU cTpoMmbl (puc. 5.5). Kpome Toro, o6HapyXuBaeTcs
runepniasust sHAoMeTpUus (ToamuHa >10 MMm).

5. C ueapbw AMArHOCTUKMU cCaxapHOro aumabeTa MJU HapylUIeHUS ToJje-
PAaHTHOCTHU K yrjieBodaM HEOOXOAMMO OmNpeneleHUEe YPOBHS TIUKEMUU

U, NPU HEOOXOLMMOCTHU, NpPOBEAEHUE OPaJbHOIO TIIOKO3OTOJEPaHTHOTO
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Puc. 5.5. YBenuueHue ssMUYHUKA, OOJbIIOE KOJMYECTBO 3XOHETaTHBHBIX BKIIOYE-
HUii. CUHAPOM MOJMKMCTOIHBIX SMUHUKOB (TpaHCBAarMHa bHasi 3XOorpaMma)

tecta. Cuuraercs, 4to nuarHo3 CIIS MoxeT OBITh yCTAHOBIEH MPU HaIM-
Yuu 2-X U3 3-X cJenyIIMX MPpU3HAKOB: aHOBYAsuus (6ecnaoaue), nabo-
pPaTOPHO MOJATBEPXICHHAs TUMEPAaHIPOTEHUs, yIbTPAa3ByKOBBIE MPU3HAKY
MOJUKMCTO3HOTO U3MEHEHUS IMYHUKOB.

AuddepennnanbHas IHAaTHOCTUKA

1. AHApPOreHNPOAYUUPYIOLIIHE ONYXOJH SIMYHUKOB SIBJISIOTCS JOCTAaTOYHO
penkuM 3aboneBaHueM. s HUX XapaKTEepPHO OBICTPO MPOTPECCUPYIOUIUN
U TAXEJAblid TUPCYTU3M, BUPUJIU3ALUS U 3HAYUTEJIbHOE MOBbILIEHUE YPOB-
Hsl TecTocTepoHa (> 5-10 HMonb/n). Ans KpaiiHe peaKo BCTpeYalOU[UXCS
AaHIPOTEHNPOAYLUUPYIOWMX ONYyXoJeil HaAMOYEeYHMKOB XapakKTepHa aHa-
JIOTUYHAsA CUMITOMAaTUKAa B COYETAHUM CO 3HAYUTEIbHBIM TMOBBIIIEHUEM
ypoBHS DA M aHApPOCTEHAMUOHA.

2.]1151 MCKJIIOUYEHMUSI BPOXKIAECHHON TUCHYHKI MU KOPbl HAKNOYEYHUKOB
(n. 4.6) mpoBoauTCS oOmpelejieHUe YPOBHS |7-TUAPOKCUMPOTECTEpPOHA
u I19A, npu HeobXoauMOCTU — mnpoba ¢ l*24AI(T1".

3. N'mnepnpoJakTHHEMHS MOXET MEPBUYHO OOYCIOBIUBATH CXOJAHYIO
KJUHUUYECKYIO KapTUHY (cM. m. 2.4), Hapsay ¢ 3TUM yMepEeHHOE MOBbIIIE-
HUEe yPOBHSA mpoysakTuHa BcTpevaercss y 30 % mauumentok ¢ CIT4.
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4. UauonaTu4yeCcKUii THUPCYTU3M — COCTOAdHHUC, MPU KOTOPOM Yy XKCHIIUH
pa3sBMUBAaOTCId TUPCYTHU3M UM THINECPTPUXO3 Ha (bOHC HENU3MCHCHHOIO MCHC-

TPYaJbHOTO IHUKJAa U COXpPaHEHUs GEepPTUIBHOCTH.
5. becnjoaue ¥ HapylmeHUe MEHCTPYAJbHOM (DyHKIMHM IPYroro reLesa.

JleyeHnue

1. CHuxeHUe Beca (JedyeHMEe OXHUpPEHUS). 3avyacTylo HoOpMajJu3auusd
MEHCTPYaJbHOWU U OBYJNITOPHOW (GYHKIMI, a TaKXe perpecc rupcyrusma
MPOUCXOAUT 32 CUET ONHOW TOJIBKO HOpPMAaJMU3allMU Macchl Tela.

2. Cpeaud CeHCHTAii3epOB HHCYJHHA CBOK0 3bGeKTHMBHOCTH NoKa3al
Metdopmun (cMm. m. 7.6). HaszHauyeHnue mpemapata (I—2 rpamMMa B CYTKH)
1meyecoo6pa3Ho MPU KIMHUIECCKHUX U Ta6OpPaTOPHBIX TaHHBIX, CBUIETEIbC-
TBYIIIUX 00 MHCYJIUHOPE3UCTEHTHOCTHU, MPU BTOM CJIEAYET MOMHUTHL, UYTO
MeTOOPMUH MPOTUBOMOKA3aH NMPU OEPEMEHHOCTH.

3. AHTUaAHApPOTeHHAasA Tepamus:

opajibHble KOHTpamenTuBbl. X 5CTPOTEHOBBI I KOMTOHEHT MOJAAaBIIS -
eT MPONYKIMNIO aHAPOTEHOB B SMYHUKE M MPUBOOUT K MOBBIIIEHUIO
ypoBHsa ['CIIT, arecTtareHHBI W KOMMOHEHT MOIaBJISIeT MPOAYKIIHUIO
JIT. Yame Bcero Ha3HavyaeTcd GUKCUPOBaAHHAasA KOMOMHAUMUS 3THU-
HUJIDCTpaaguola C UUMIMNPOTEPOHOM alleTaTOM, KOTOpPBIU oOyamaeTr
AHTHAHAPOTEHHOW aKTHUBHOCTHIO;

— NUNPOTEPOHA aleTaT SIBJSeTCd OJOKAaTOPOM aHAPOTEHOBBIX pelern-
TopoB (25-100 Mr Bo BTOpo# (aze mumkiIa, KakK MpaBUIO, B KOMOU-
HalUU C 5CTPOreHaMu);

CHNUPOHOJAKTOH, oOjamalum Ml cnaboii aHTUAaHIAPOTEeHHOUW aKTHUB-
HOCTbIO (MOXeT Ha3HayaTbcsd B no3e 50-200 Mr BOeHB);

— d¢ayramua (125 Mr B cyTkuM) obOiamaeT BbIpaXeHHOW aHTUAHAPO-
TeHHOW AKTHMBHOCTBIO, HO M3-3a BO3MOXHBIX TSXEJIBIX MOOOYHBIX
abpdexkToB nast neyeHust CIIS ucnonb3yeTcss peako;

— <dunactepua (5 Mr B CyTKM) SBAsI€TCS MHTUOUTOpPOM Sa-penyKTas3bl.

4. Jleyenue Gecnyuongus:
kiaomuderna muTpart (25— 150 Mrc S AHS MEHCTPYaJIbHOTO LIUKJIa B Te-
YyeHUWe 5 AHeW) CHUXAaeT BIUSIHWE DCTPOTEHOB Ha TMMOGU3 U CIO-
cob6cTByeT moBbIeHUI0 mpoanykuuu DPCI, CTUMYyJIUPYIOUIETro POCT
donnaukynoB. OBynsiuusa Ha ¢GoHe Tepanuu KIoMuUdeHOM pa3BUBa-
ercss y 80 % mauueHTOK, OepeMeHHOCTh — y 65 %;

— mnpemapaThl TOHAaJAOTPONUHOB (PEKOMOMHAHTHB W YelloBedYeC-
kuit ®CI') wucnonb3yercs npu Hed(hPGHEeKTUBHOCTU KiIoMubeHa.

OBynsiuvu ymaetrcss 1ocTuub B 94 % cnydyaeB, 6epeMeHHOCTh MOCHe
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HECKOJbKUX KYypCOB BBeNeHUS mpemapaTta HactymaeT B 40 % ciuy-
YaeB;

XUPpYypruyeckoe JeYyeHUe TMOoApa3yMeBaeT JamapoOCKOMUYECKYIO
OMaTepPMHUI0O MU Ja3€pPHBI NPUATUHT. B mpomaom xupypruuec-
KOe JieyeHHMe Yalle BCEro MOApa3yMeBajlo OTKPBITYH CEKTOpalb-
HYI0 pe3eKUHI0 SUYHUKOB. MexaHU3M BPEMEHHOIO BOCCTAaHOB-
JeHUs OBYNSITOPHOW (pyHKUMU B pe3yibTaTe TAaKUX OMepaluil He
BMOJHEe NOHsTeH. OBynsiusi Mocje ONMepaluUu BOCCTAaHABIUBA-
ercss y90 % XeHuUMH, OGepeMEeHHOCTb B OnuMXalimue 8 MecsiueB
HactymaeT y 80 %;

9KCTPaKOpnopajibHOEe OMJOJAOTBOPEHMUE.

I[IporHos

PaszBuBatoumuiica npu CIIA rupcyTusM npu OTCYTCTBUMU J€YEHUS MOCTE-

MEeHHO MPOTpeccUpyeT BIJOTh IO MeHONay3aJbHOTO BO3pacTa, MocJie 4Yero
HayMHaeT CIIOHTaHHO pa3pewmatbcsd. Y 15 % xenmud ¢ CITA B nanbHeii-

meM pa3BUBACTCHA CaXapHBIfI nuaber 2 Thuma, ¢ NOBBIIIEHHOW 4YacTOTOH

pa3BUBACTCd apTepuajlbHasd TUNCPTCH3INUA U OTUCIUIIUIOACMUN.



haBa 6

PEMPOOYKTUBHAA SHOOKPMHOJIOINA
MY>XXCKOTIO MNOJ1A

6.1. AHATOMUNA N DPUN3NOJIOTNA
MY>XCKOW PEMPOAYKTUBHOW CUCTEMbI

SInukm — TapHble OpraHbl AJMHON 3,6—5,5 ¢cm, mupuHoit 2,1—3,2 cM; Mmacca
KaxXxJIoro simuyka cocTaBiasieT okoyso 20 r. M3-3a pacnojoxXeHUsT B MOLIOHKE
SUUYKU UMEIOT TeMIepaTypy Ha 2—2,5 °C HUXe TeMIepaTypbl B OpIOWIHON Mmojoc-
TH, YTO SIBJIIETCS HEOOXOOUMBIM YCIOBUEM IJIs1 HOPMAJbHOTO CliepMaToreHesa.
Aundyko coctouT u3 250 mupaMugalbHBIX N0JEK, pa3aeeHHbX GUOPO3ZHBIMU
neperopoagkaMu. B kaxnoil noJbKe sSUYKa HAXOASATCS HU3BUTbIE U NPSIMble
CeMEeHHble KaHallbllbl, KOTOpble NepexonsiT B 6ojiee KPYMHbIE BBIHOCSIIUE
KaHaablbl. CeMeHHbIe KaHaJbIbl BBICTUJIAET 3MUTEIMNAJTBHBI CIEPMATOTEH -
HBbI#l cioit ¢ kn1eTkaMu Cepronu. Mexay KaHalbllaMU UMEETCS MHTEPCTULIU-
anbHasi TKaHb ¢ KieTkaMu Jleiaura (puc. 6.1). JJnuHa ceMeHHBIX KaHalbIleB
MOXET gocturath 70 cm.

TYBYNAPHbIV NPOCBET

NPOTOK
NPUOATKA

TERO
NPUSATKA

CEMSABbLIHO-
CARWUA NPOTOK

CNEPMATOIOHWK

KNETKW CEPTONA

KNETKW NEMAWIA CNEPMATUAbI

Puc.6.1. CtpoeHue suuKa
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SIMYKYM ONHOBPEMEHHO BBINMOJTHSAIT NBOWHYI GYHKIUIO: PENPOAYK-
TUBHYI0O W 3HIOKPHUHHYIO. MecToM CcHUHTe3a TeCTOCTepOHAa SBISIOTCS
knetku Jleiinura. PenponykTuBHas pyHKUIUSA AUMUYKA 3aKJIl04aeTcsl B 00-
pa3oBaHuUM cmepMato3ounoB. [Ipomecc cnmepMaroreHe3a OCyHIeCTBISAETCS
B U3BUTHIX CEMEHHBIX KaHANbIlaX MAPEHXUMBl SUYKA, KOTOPBIE COCTABISA-
10T 6osiee 85 % ero o6bemMa. DHAOKPUHHAST QYHKIUS 3aKJIIOYAaETCs] B MPO-
NYKIUU MYXCKHUX TOJOBBIX TOPMOHOB (aHOAPOTEHOB), CpeIU KOTOPBIX
OCHOBHBIM SIBJISIETCSI TECTOCTEPOH, OKa3bBalOUI Ml OMOTOTMYECKOe melic-
TBUE MPaKTUUYECKU HA BCe TKaHU opraHuidma. Ero ocHoOBHBIMU dbdekTa-
MU SIBISIIOTCS:

nupdepeHIUPOBKA U CTUMYJASIIUSA pPa3BUTUS HAPYXHBIX U BHYTPEH-

HUX TOJOBBIX OPTraHOB W THUNOTalaMO-TUNMO(GU3ApHON CUCTEMBl TO

MYXCKOMY THIY;

CTUMYJNSIMSA pOCTa BOJOC Ha JUIle, TOOKEe, B MOAMBIIIEYHBIX BIAAUHAX;

CTUMYNSIUS JUHENHOTO pocTa Teja, 3aAepXKa a30Ta U CTUMYISIUS

Pa3BUTUS MYCKyJNaTypbl, MHIAYKIUS yBEeJIUUYEHWS TOPTAHU U yTOJIIeE-

HUS TOJTOCOBBIX CBSI30K;

CTUMYJISILUS IPUTPONOI3a MAaHAPOUIHOTO pacHpefeeHUsT MNOAKOX-

HON XUPOBOW KJETUATKHU;

aKTHBalUs cnepMaroreHe3a copMmectHo ¢ ®CT;

obecrneyeHue GOPMUPOBAHUS MYXKCKONW MCUXUKHU U CEKCYalbHOCTH.

CeKkpelusi TECTOCTEPOHA MPOUCXOJAMUT HE MOCTOSIHHO, @ 3MU30AUYECKH,
YTO SIBJASETCS OAHOW M3 MPHUUYUH 3HAYUTENbHBIX KOJeOaHUW €ro ypoBHS
B KpoBU. MakcumaibHas cekpeunuss npoucxoaut mexay 02.00—06.00 u,
a MUHUMalbHass — okosio 13.00 u. Tonbko 2 % TecTOoCTepoOHa LUPKYIM-
pyeTr B cBoGonmHoM Buge, 30 % ero cBsi3aHO C TJIOOYJIMHOM, CBSI3BIBAIO UM
nonoBbie TopMoHbl (CIIT), 68 % — c anbOGYyMUHOM U APYTMMHU GEeTKaMU.

TecToCTepOH, SIBJASACH CTEPOUIHBIM TOPDMOHOM, MPOHUKAET B KJIET-
KU-MUIIEHU NyTeM naccuBHOU auddy3uu. OH saABASEeTCS NOMMUHUPYIO-
UMM BHYTPHUSAJACPHBIM aHIAPOTEHOM B TOJIOBHOM MO3Te, runoduse u mod-
Kax. B Ipyrux TKkaHsX TECTOCTEPOH C MoMOUlblo pepMeHTa Sa-peayKTa3bl
npespamaercs B 6ojJee aKTHUBHBIA JUTUAPOTECTOCTEPOH. B kmeTkax
TECTOCTEPOH W IJUTUIAPOTECTOCTEPOH CBI3BIBAIOTCS C aAaHAPOTEHOBBIMHU
pemenrtopaMu, a o0pa3oBaBUIMUCS PEUENTOPHO-CTEPOUTHBIH KOMIIJIEKC
MEepeHOCHUTCs B SIAPO, TlIe CBsA3BIBACTCS CO CNelUMGUUECKMMU ydacTKaMu
XpoMaTHHA.

TecTtocTepoH MeTabONM3UPYETCS B MEYeHM B OTHOCHTEIbHO HeEak-
TUBHBIE CYlAbdaThl M FNIOKYPOHHUIBI, KOTOPbiE 3KCKPETUPYIOTCSI C MOYOIi
U XKeau4bio.
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JessTeNbHOCTbh SIMYEK PpEryaupyeTcsd TuUNoOTajsaMo-Tunodu3apHoi
cucteMoil. ToHagoTponuH-puausduHr-ropmoH (I'PI), BeipaGarsiBaeMBblil
rUNoTajlaMycoM, OKa3blBaeT CTUMYJUpPYIOIIee BIMSHUE Ha MPOAYKUUIO
TOHAAOTPONMUHOB runodusza. ¥ MykuyuH GYHKUMOHUDPYET MOCTOSHHBINU
TOHUYECKUU 1HeHTp cekpeuuu [Pl B oTamuume OT XEeHUIMH, Y KOTOPHBIX
€ro cCekpeuusd ocylecTBAsSeTcd ULUUKJIMUYecKu. Taxkasg mnoysoBasg nuddode-
peHUUMpPOBKA TrumnoTajaMyca MNPOUCXOIUT BO BHYTPUYTPOOHOM Tmepuone
non BJIUSHHUEM BbipabaTbiBAa€eMOro MOPUOHAIBbHBIMU SSIMYKAMM TECTOC-
TepoHa.

®OCI akTUBHO BIMSET Ha CcIepMaTOTeHe3, CTUMYJIUPYeT ODMUTETUM
KaHanbueB sguuyka. JII y MyXUYuH MHULUUUDPYET pa3BUTUE U CO3pEBaHUE
MHTEPCTUUMATBbHBIX KJETOK U BJIMSAET HAa CHUHTE3 TECTOCTEpPOHA KJETKa-
mu Jleiigura. Crumynsuusa JII kneTok Jleiipura urpaetT BaXHYIO poJb Ha
PaHHUX 3Tamnax criepMaroreHesa, Korjga HeoOXoAuMMa BbICOKOE cCOAEepXaHUE
TeCTOCTepoOHa B sAMYke. [N co3peBaHUS CINEPMAaTO30MAOB HEOOXOAUM
OCT. Knetku CepToJu TaKXe 00J1agal0OT DHAIOKPUHHOMK GYHKIKUEH U TTPO-
NIYUUPYIOT MHTUOMH, KOTOPBHI, KaK M TECTOCTEPOH, MOAaBISAECT MPONYK-
nuio ®CI runodpuzom (puc. 6.2).

[TonHOCTBIO Tpolecc cmepMaToreHe3a 3aHMUMaeT NpUMepHO 74 nHS,
Mmocje 4ero Ha MpoTsxXeHUUW 12—21 OHsA cmepMa TPaHCIHOPTUPYETCS 4Yepes

OpuaaTokK gdu4YKa.

r rwnotanamyc J
1

rer

—-{ Funodma JI_
nr o oCr | NHrubun

® ®

[ Kneriu Newaura |—| Tecroctepon 2 Knetku Cepronm

[ CnepmaTto3aonabl ]

Puc. 6.2. Perynsuusa cnepmatoreHesa
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6.2. METObl OBCJIEAOBAHUNA
B AHOPOJ1I0I NN

6.2.1. ®usumkanbHble MeToabl

OOGcnenoBaHue OONBHBIX C HAPDYMEHUSIMU (GYHKUUU SIUYEK COCTO-
UT W3 COMAaTUYECKOro oOcinenoBaHHUS U OCMOTpPa TMOJOBBIX OPTaHOB.
CoMmaTtuueckoe obcnmenoBaHMe BKJIIOUYaeT B ceOsl BBHISIBIEHUE XapaKTEPHBIX
MPU3HAKOB Pa3BUTUS CKeJeTa, MBIIIEYHOW CHUCTEMBbI, XMPOBOU KieTyar-
ku. bonbmoe 3HayeHMEe MMeeT XapaKTep Pa3BUTUS BTOPUUYHBIX MOJOBBIX
npu3HakoB. [Ipym ocMoTpe MOJOBHIX OpPraHoB oOpamamwT BHUMaHHWE Ha
CTpOeHUE HAPYXHBIX TEeHWTalWil, BEJIMYUHY IMOJOBOTO 4UYJeHA, MECTO
BBIXO/JA ypeTphl (HAluM4yue TUNO- MJIU DMUCHAAUM), CKIAAYATOCTb U MUT-
MEHTAalUMI0 MOIIOHKHW, CTENEHb €€ OTBUCAHUS, XapaKTep OBOJOCEHUS
nob6ka. [Manpmanuio ssMyex ciaenyeT MPOBOAUTH TENMABIMU PYKaMU, YTOOBI
He OBIJIO yCKOJNIb3aHUS sudKa. [Ipu 5ToM ompenensaioT pa3Mep ssndek, odbpa-
malT BHUMAaHUE Ha UX KOHCUCTEHUMIO (MJIOTHOCTH), XapakTep MOBEpX-
HOCTHU, COCTOSIHME MpUIATKa.

6.2.2. JlabopaTopHble MeToAbl

[lpu ompeneneHNUu cCoAepXaHUS TECTOCTEPOHA B KPOBU HEOOXOAMMO Y4HU-
THIBaTh, YTO YTPOM €ro YypOBeHb MpuMepHo Ha 30 % BBIIIEe, YeM BeYEpPOM.
HopmanbpHBIiiT YypOBEHb TeCTOCTEPOHA VY 3J0POBOTO MYXYHUHBI BIEPBOU
MOJOBUHE NHSA cocTaBiasgeT 12-40 HMOAb/N. YPOBEHb TECTOCTEPOHA MEHEe
10 HMonb/n HaubGojlee BEPOSTHO CBUAETENLCTBYET O NebULUTE TOPMOHA;
norpaHuyHbie naHHble (Mexay 10 u 12 HMoOJAb/NA) TpeOYIOT YTOUHEHUS.
[Mockonabky TOABKO 2 % TecTocTepoHa UUPKYJIHUPYyeT B CBOOOAHOM BHIE,
omnpenesieHUe YpOBHS CBOOONHOTO TECTOCTEPOHA B PYTMHHOUN KIWUHMU-
YeCKOW MpaKTUKe OKa3blBaeTCs CIAMIIKOM CJOXHO. B cBSI3M ¢ 3TuM mpu
MHTEpHpeTAllMU ONpeneeHUsT YyPOBHS TeCTOCTEpOHAa B COMHMTEJNbHBIX
CUTyalMsIX cleiyeT OpaTh B pacueT COAepXaHUE B CHIBOPOTKE OCHOBHOTO
Oenka, cBg3bBamumero ropmoH, a uMeHHo I'CIIT. ¥ MyX4YMH ero ypoBeHb
B HOpMe cocTaBiasieT 18—50 HMoONb/JN U MeHsAETCS MPU pa3JIMUYHBIX 3aboJe-
BaAaHUSIX U COCTOSTHUAX (Tabm. 6.1).

KpoMe Toro, anst TMarHOCTUKYU BapMaHTOB THMOTOHAAM3Ma MPOBOAUT-
cg omnpeneneHue 0aszanbHbIX ypoBHe# JIT mw ®CI. B oTaelbHBIX cilydyasx
C OTOM LENbI0O TPOBOASITCSI CTUMYSINMOHBIEe TPOOKI. B mpode ¢ xopmonuuec-
KHM TOHAJOTPONMUHOM OIEHMBAECTCS CTUMYJIMPOBAHHBI YyPOBEHb TECTOCTE-

poHa, KOTOpBIii B HOpME NPUMEpPHO BJABa pa3a MpeBbIIIaeT 0a3albHBIN.
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OAns nudpdepeHUUAaNbHONW NUATHOCTUKU BTOPUYHOTO (TUnmodu3apHOTO)

M TPETUYHOTO (TMNOTAJlaMM4YeCKOT0) TUIIOTOHAAM3Ma UCTIOJIb3yeTCs mpoda

C TOHAJOTPONUH-PHIN3UHT-TOPMOHOM,

IIOCJI€ BBEACHUSA KOTOPOIro IIpHU TpE-

TUYHOM THMOTOHAAM3Me MPOUCXOAUT NMoBbileHue ypoBusas ®CT wu JIT.

Ta6u. 6JI. ®akTopsl, BAuswIinue Ha ypoBeHb ['CIIT

IToBbiuenue yposus I'CIIT Cuamxenue yposus I'CIIT
Jdeduuut aHApOTeHOB TunepuHcyauHeMus
Nedpuuut ropMoHa pocra OxupeHue
IMoxwunoit Bo3pact Axpomeranus

TrupeoTOKCUKO3
T'unepacTporeHu g
Huppo3 neyeHu

Tepanus aHaporeHaMu
lTunorupeos

Cunapom KyumuHra, tepanus
ITI0OKOKOPTHU KOU IaM 1
Hedporuueckuii cunapom

C 1enb0 OTMAarHOCTUKHU MYXCKOTIoO

becrnyonus NpoBOAUTCA HMCCIed0OBA-

HHe 3AKYAsATAa, KOTOPBIM MojyyaeTcssi NpU MOMOILM MacTypOauuu. AHaaiu3

9AKYyJdATa CJedyeT NPOBOAMUTH IMOCJEe He MeHee 2-X U He OoJiee 7-AHEBHOTO

MOJOBOTO Bo3aepxaHus (tabu. 6.2).

Tab6a. 6.2. HopMmajbHble MoKa3aTeJu CliepMOrpamMmMbl

ITapameTp

3HayeHue

O0bem

2 Ma u 6ojee

KoHueHTpauus cnepmMaTo30uaoB

20 MJAH/MJ U GoJee

AKTHBHO TOJBUXHBbIE CIIEPMAaTO30U bl >25%
ManomnoaBUXHBIE CIIEPMATO30U b >25%
CnepMaTo30Mabl C HEMOCTYMATEIbHBIM 2%

ABUXECHUEM

XKupble criepMaTo30u bl

50 % u 6onee

JleiKouTHI Ho 1 MaH/ma
HopmanbHble ciepMaTo30UAbL >50%
M3 HUX ¢ HoOpMalbHO Mopdosiorueit Toa0BKHU >30%
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B0O3MOXHBI CJICAYIOINIME OCHOBHBIC BaApUAHThl UBMECHCHUA CIIEPMOTpaMMBI:

OIUTOCIIEPMUA — CHUXEHUC o0beMa 9AKYyJIdATa MEHEEC 2 MII;

OJIUTO300CIEPMUS — YMEHbIIEeHUE KOJIMYECTBA CIEPMATO30UJAOB B Isi-
KyJsTe;

a300cmepMHUs — B ISAKYJISITe OTCYTCTBYIOT CIEpMAaTO30UIbI;
ACTEHO300CTEePMHUS — CHUXEHUE MONABUXHOCTU CIIEPMATO30UIOB;
Tepato3oocmepMus — B 3sKynsTe Oosee 50 % maToNOrMYecKUX CIep-
MaTO30UIOB;

HEKpO30OCHepMuUss — B 3sAKyasiTe 6ojiee 50 % criepMaTo30UJA0B MEPTBhHIE.

6.2.3. NHCcTpyMeHTaNbHble MeToabl

OCHOBHBIM MeToaoOM sBaAsgeTcsa Y3MW samduek, KOTOpoe MO3BOJASAET TOYHO
onpeneauTb ux ob6beM. Jlo mybGepTaTHOro BoO3pacTa AJMHA SIMYEK paBHa
npuMepHo 2 c¢M, ao0beM 2 MJ. B mepuoa mosoOBOTO CO3pEeBAaHUSA SAMYKU
YBEJIMYMUBAKTCI U K 16-JIeTHEMY BO3pacTy AOCTHUralOT pa3MepoB, Kak
Y B3pOCJIOrOo MYXYHUHBI: 00bEM IMYKA B CPeAHEM paBeH 12—25 M.

6.3. MY>KCKOU T'MMOrOHAAN3M

Tunoeonadusm y MyX4YHMH— TIaTOJOTHUYECKOE COCTOSIHUE, OOYCIOBIEHHOE
YMEHbIIEHUEM YPOBHS aHIPOTEHOB B OpraHM3Me UJU CHUXEHUEM YYBCTBU-
TEAbHOCTU K HUM, KOTOPOE MOXET NMPHUBOLMTH K HELZOPA3BUTHUIO MOJOBBIX
OpPraHOB, BTOPHUYHBIX MOJOBBIX MPU3HAKOB M Oecmyjonuio. BbeiaensiioT mep-
BHYHbIN 'MNOTOHAN3M, BRI3BAHHBI 1 HapyIIeHUEeM QYHKLU MU CAMUX MMOJOBBIX
Xejae3, U BTOPUYHBIM TUIOTOHAAU3M, BO3SHMKIIUNA B Pe3yJIbTaTe CHUXEH U s
CeKpelUun TOHATOTPONUHOB. [lepBUYHBI I THIOTOHAaAU3M CONMPOBOXAAETCS
runepcekpenmeid TOHAAZOTPONMHBIX TOPMOHOB U Ha3bIBaeTCs rHNEProHaa o-
TPONMHBIM THNOTrOHAAM3MOM. [Ip¥ BTOPMUYHOM TUNOTOHAAM3Me UMEET MECTO
CHUXEHHE CEeKpEelUUMH TOHATOTPOMHBIX TOPMOHOB — THOOTOHAXOTPOMHBIN
runoronagu3m (tabna. 6.3). Pexe BcTpevyaeTcss HOPMOTOHAAOTPOMHbBIA THUIIO-
roHaguM3M, KOTODPBI XapaKTepU3yeTCss HU3KOW MPONYKIMEH TEeCTOCTEpOHa
Mpu HOPMAJIbHOM YPOBHE TOHAaIOTPOMMHOB. KpoMme TOro, rumoroHagmusm
MOXET OBITh BPOXJIECHHBIM U MPUOOPETEHHBIM.

DTHOJIOTUS U MATOTEeHE3

Kak mepBuuHbB# (Taba. 6.4), Tak ¥ BTOpUYHB A (Taba. 6.5) TMMIOTOHAAKU3M
MOTYT Pa3BUThCS B CUJIY MHOTUX MPUYUH, HAUMHAS OT FEHETUYECKUX CHUH-
IPOMOB M 3aKaHUYMBasi BHEMIHUMU haKTOpaMu, KOTOpble MPUBOASIT K Ha-

PYWEHWIO NPOOYKIHUU TECTOCTECPOHA I/I/I/IJ'[I/I TOHAAOTPONMUHOB.
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Tab6ua. 6.3. MyXCKOil TUITOTOHAIN3M

DTHUoJIOTUS

IlepBuyHbIii Tunoronaausm: cuHapom KraiiHnden-
Tepa, KPUMNTOPXU3M, OPXUT, XUMHUOTEPAMUs OMyXO-
Jeii, TAXeNAble CUCTeMHBble 3a00IeBaHUS U T.1.

Bropuunblii runoronaausm: cuHapom KanmaHa,
«bepTUIBbHBIX €BHYXOB», rTunodu3apHasi HexocTa-
TOYHOCTb (omyxoyu runodusa) u T.O.

ITaTtoreHes

HJebuuur TecTocTepoHa CONPOBOXKAAETCSI HEAOPaA3-
BUTUEM WMJIU HapyuieHueM GbyHKUUU (aTpodueii)
aHJAPOTreH3aBUCUMbIX OPraHOB M TKaHeEM

DNuUAeMUOJOTUS

PacnpoctpanenHocts cunapoma KriaitHdenrepa
coctaBiseT 1:500 XUBBIX HOBOPOXIEHHBIX MalbuM-
koB. PacrpocTpaHeHHOCTb IPUOOPETEHHOTO TUIIOTO-
HaguM3Ma Cpeau e3pocasix MyxuuH gocturaet 20 %

OCHOBHBIE
KJIMHUYECKUE
MPOSIBJIEHU S

Tpu pa3BUTHUM 10 HAYAIA MyOepTaTa: EBHYXOUHAS
BbICOKOPOCJIOCTb, OTCYTCTBME MYTallMU roJoca,
OTCYTCTBUE pocTa 6OpOabl U yCOB, UH(MAHTUJIbHBI I
nojoBoi uieH (< 5 cM), MIITKUE MaJleHbKUE SIUYKHU
(< 5 MJl), HEMUTMEHTUPOBaHHAas HecKJiaaJyaras
MOUIOHKa, actiepMusi. [Ipu pa3BUTHUM NocJie myoepra-
Ta U y B3pOCJbIX: 3aMeJIeHUe pocTa OOpolbl U YyCOB,
CHUXeHUEe TUOMnIo, apeKTUIbHast TUCHYHKII ST, Oec-
nJjaoaue, oCTeonopo3, aHeMusi, MITKUE SUYKHU

(< 15 M), OXHMpEHUE MO XKXKEHCKOMY TUIY

JImarHocTuKa

Tectoctepon I; JIT u ®CI noBblLIeHBl IPU MTEPBUY-
HOM UM MOHUXEHbI MPU BTOPUYHOM TMIIOTOHAAU3ME

Auddepenunanbuas

Me)K,Zly pa3iandIHBIMHU 3a60J’ICBaHI/IHMI/I,

IMAarHOCTHKA NMPUBEAWIUMU K TUNIOTOHAIU3MY
3aMecTUTeNIbHAS Tepanus Inpenaparamu
Jleuenue .
TECTOCTEPOHA C YyYETOM NPOTUBOMOKA3aHMUI
3aBMCHUT OT 3a60JeBaHMS, TIPUBEAIIETO
I[IporHo3s

K TMIIOTroHaanu3smMy

OTaenbHO paccMaTpuBaeTcsi mpobGiemMa BO3PacCTHOrO CHUXEHHUsS MPOAYK-

uuMu TtecrtocrepoHa uau cuHapom LOH (anrn. Late Onset Hypogonadism),

KOTOpBM HegaBHO oO6o3Hayajcd Kak cuHapom ADAM (aurua. Androgen

Deficiency in the Aging Male).
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Ta6s. 6.4. [IpUYKMHBI TEPBUYHOTO TMIIOTOHAAM3MA Y MYXYUH

3aboneBanmne
(cunapom)

XapakTepuCTHKA

CuHapom
Knaitndenrepa

Kapuotun 47 XXY unu moszauuusm 46XY/47XXY.
XapakTepHbl €eBHYXOMAU3M, TMHeKoMacTus (B 20 pa3
MOBBbIIIEH PUCK paKa IPYAHON Xeje3bl), YyMEHbIIEeHHE
pa3MepoB SMYEK, a300CNEPMUSL, HApYyLIEHUS
uHTennekra B 40 %

Cunapom XX
y MyX4YUH

KnuHuuyeckasi KapTuHa aHaJOTUYHAsI CUHAPOMY
Knaiitndenrtepa; pacnpocTtpaHeHHocTb 1:10000 HOBO-
POXIEHHBIX; MTPUUYMHA — TpaHcJoKauusd X-Y ¢ MpUcyTc-
TBUEM TOJIBKO 4acCTH Y-XpOMOCOMBI Ha X

Kpuntopxusm

PacnpocTpaHeHHOCTh MOCTNYOEPTATHOTO KPUMTOPXHU3-
Ma — 0,5 % (y 10 % HOBOPOXKIEHHBIX IMUKU HE OTMYILIEHbI
B MOIIOHKY); IBYCTOpPOHHWUI1 B 15 % caydyaes; 75 % myx-
YUH C IBYCTOPOHHUM KPUNTOPXM3MOM OGECMIOAHBI; MPHU
MHTpaabogoMUHalbHOM Kpuntopxusme 10 % puck paka
sIM4YKa; JeYeHUe — OPXUAOMEeKCcHs (Jydlie A0

18 MecsueB XU3HU, 00543aTeIbHO — B BO3pacTe 5 jeT)

Opxut

PasBuBaetcst y 25 % MyxuuH, nepebGosieBIIUX CBUHKOII,
cpean KOoTopbix y 25—50 % pa3BuBaeTCs MEPBUYHBII
TUMOTOHAAM3M. AYTOUMMYHHBIA OPXUT MOXET COIYTC-
TBOBATh APYITUM ayTOUMMYHHBIM 3a060JIeBaHUSIM

XuMHoO-
U paguoTepanus

I sudeK TOKCUYHBI IUTOTOKCUYHBIE aJKUIUPYIOIIUE
areHTHl; TUTIOTOHAAM3M pa3BuBaeTcs y 50 % MyX4WH,
MOJyYaBIIUX XMMUOTEPATIUIO IO MOBOJY 3JT0KauYeCTBEH-
HBIX omyxoJieii. [lepen ee HazHaYeHUEM IeJIeCO0OPaA3HO
KPUOKOHCEPBUPOBATH CIIEPMY

JlexapcTBeHHBIE .

Cynbdacana3zvH, KOJIXULMH, XPOHUUYECKUN aJIKOTOJU3M
npemnaparsl

Huppo3 meuyeHu, XpoHUUECKasl MoyeyHass HeAOCTa-
Tsaxenbie

TOYHOCTh, XpPOHUYECKAsI aHEMHUsI, LIeJTUaKusI, 60JIe3Hb
CHUCTEMHBIE .

Kpona, CITU [, pesmaTtouaubiii aptput, XO3JI, kuctos-
3ab00yieBaHU S

HBIY GUOPO3, XpOoHUYECKas cepAedyHasi HENOCTATOUYHOCTh
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Ta6n. 6.5. [IpUYUHB BTOPUYHOTO TUTIOTOHAAU3MA Y MYXKUYUH

[Mpanepa-Bunnu

3a0oaeBanue
XapakTepucTHKA
(cunapom)
Nebwunut JI ', ®CT, tectoctepoHa, B 75 % aHoCMUS.
[MpuyvHa — 1eUIUT TOHATOTPOTUH-PUIUIUHT TOPMO-
Ha (I'PT) BciencTBue HapyuieHUsS MUTPAU UK
Pr-npoayuupyromux HEUPOHOB B rUmoTajgamyc.
CuHapom
K B vactu cnyuyaeB BeisiBiasieTcsd MyTtauus reHa KAL Ha
aJjMaHa
xpoMmocome Xp22.3. PacnpoctpaHeHHocTh 1:10000
MaJbUYUMKOB (MYXUYUHBI: XeHWUHb — 4:1). Ha doHe
BBeaeHusd [Pl mpoucxonuTt HopMmaau3auus ypoBHS
TOHAaAOTPONMUHOB U TECTOCTEPOHA
CuHapom Yactuuubii neduuut I'PI, koToporo okassiBaeTcs
«hepTUNBHBIX NOCTAaTOYHO JJig MOAJEPXKaHUS cliepMaToreHes3a, HO He
€BHYXOB» XBaTaeT AJsl HOPMaJbHOW BUpPUIU3ALUUU. XapaKTepeH
(IMackyanuum) eBHYXOUIHBIN peHOTUT, B psAe cilyyaeB — Oecruionue
BripaxkeHHOE OXUpeHUE, MCUXUIecKas peTapaamnus.
CuHapom

OOycoBieH feaenueil yacTU YHacjleLOBaHHOW OT OTLA
xpoMocoMbl 15q

XpOoHUYECKU It [nmiokoKOopTUKOUIB, aHAOOIMYECKUE CTEPOUIBl, KOKAUH
npuem psiaa U Apyrue HAapKOTUKHU, MpenapaThl, BbI3bIBAOLIME TUTIEP-
JleKapCTBEHHBIX NPpOoJakKTUHEMUIO (HEHPOJENTUKU, METOKIONMPAMU, PSI
npenapaTosn aHTUIENPECCAaHTOB, 3UAOBYIUH U IP.)

Tsxensle cucrem-
Hble 3a00eBaHUsI

NHbapkT MuoKapaa, cerncuc, Tsxeaass TpaBMa TroJIOBHI,
TSXEJNblid cTpecc, aHa0OJUUYECKUE CTEPOUIbI

[Mpu mecTpyKTUBHBIX Mpolleccax B TUMOTAJIaMO-TUIIODU -

lunodusapuas 3apHOif obsactu (cM. 1. 2.6) TOHAZOTpOMHAsA PYHKIIM S
HELOCTATOYHOCTh BHIMManaeT OJHOW M3 MepBBIX. Y neTell yalme Bcero — Kpa-
HUuopapuHIrUoMa, y B3pOCibiX — MPOJaKTUHOMA
DnuaeMuoaorusa

Hau6Gonee yacTtoil NMPUYMHOW BPOXIEHHOTO THUINOTOHAAM3Ma y MYXUYUH

saBiasieTrcss cuHapoMm Krnaidudenrepa, pacnpocTpaHEHHOCTb KOTOPOTO

coctaBiasger 1:500 XUBBIX HOBOPOXJAEHHBIX MaJb4MUKOB. 3HAUYUTEJbHO
yalle BCTpevyaeTcss MPUOOPETEHHBIW TMMOTOHAAM3M, PAacCIpPOCTPAaHEHHOCTbD
KOTOPOTO cpeauM MYXuuH gocturaer 20 %, HO 3TOT MOKa3aTedb B cyllec-

TBEHHOM MEpE€ 3aBUCUT OT HMUCHOJIB30OBAHHBIX KPUTCPUEB NUATHOCTHUKHU
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Ta6a. 6.6. Cumnromarvka runoroHaaguM3Ma B 3aBUCUMOCTU OT MepuoOAa €ro BO3-

HUKHOBEHUS
BoO3HHKHOBEHHE THNOTOHATU3IMA
N3meHeHus
JlomyGepraTHblii mepuox IIycTny6epraTHO
EBHyXxouaHasi BbICOKOpOC-
Koctu Y P OcTeomnopo3s
JIOCTb, OCTEOMNOPO3
OTCcyTCTBUE MYyTalUu .
lopTansb be3 usmenenui
rojoca
3aMemsieHre pOCTa BOJIOC
Mo xeHcKkOMY TUTY:
WU BBHIMAJeHUe BOJOC
rOpuU30OHTajbHAasl TpaHUIlA
6OpO/IBl U YCOB, B aKCUTSIP-
OBoyoceHue MaxoBOTO OBOJIOCEHMUS, . o
HOU W maxoBoil obiacTu,
OTCYTCTBUE pOCTa 60podsl, .
OTCYTCTBUE aHJIPOTECHHOU
YCOB U pOCTa BOJIOC Ha Tele
ajoneuuu
Cyxas, GienHasi, OTCyTC-
Koxa . AtpocduuHas, OaenHas
TBHME IOHOIIECKUX yrpei
DpUTPOIIO33 AHeMus AHeMus
ATpodusi, yMeHbIIeHUE
Myckynarypa Henopassura podus, y

CHIJIBL

XupoBas TKaHb

OTNOXEHUE MO XKEHCKOMY
TUTTY

[TepepacnpeneneHue no
KEHCKOMY TUIY

He uaunuupyercs,

CnepmartoreHes Yracaer, Gecmionue
Oecrionue

YxynumeHue mnapamMeTpoB

DAKYAAT Yawe acniepmus ¥ P P
CriepMOTPaMMBI

JIubuno

’ OTCcyTCcTBYET OcnaGeBaer
MOTEHIUSA

I[TonoBoii unen

NHbaHTUNBHBIN (IIMHA
<5S5cm)

be3 usmenenumit

SAunukn Msarkue, < 5 M Msarkue, < 15 Mn
He nurmeHTHpOBaHa, He .

MomioHka be3 usmeHeHuit
BbIpaxeHa CKJaguyaTOCTh

IIpocrara Henopassura Atpodus
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(HUXHSST TpaHWUIIa HOPMBI IOJs YPOBHSI TeCTOCTepoHa) W 0OCIenNOBaHHOM
MOMYJNSILUM.

Kiaunnueckmue nNposABJCHUA

B nepByio ouepeab 3aBUCAT OT BO3pacTa pa3BUTHS TUNOrOHaguM3Ma
(traba. 6.6).

JIuarHocTuKa

1.Knunuueckass kKapTuHa runoroHagusma (taba. 6.6) B coueTaHUU CO
cneuupuUuUYecKUMU TPOsABAeHUSIMU 3abosieBaHUSI, MPUBEAIIET0 K FUIO-
roHangum3My (HacleJACTBEHHBIE CUHAPOMBI, coMaTuuyeckue 3abojeBaHUSA
u nmpodee; tabua. 6.4—6.5).

2. CHUXEeHHB I YypPOBEHb TecTocTepoHa (cM. 1. 6.2.2).

3. Boicokuii ypoBeHb JIT 1 ®CT nmpu nmepBUYHOM TUNMOTOHAAM3ME, HU3-
KUU MPU BTOPUUYHOM.

JAuddpepennuanbHasgs AUATHOCTHKA

* Mexny 3a601eBaHUSIMU, NPUBEAUMMU K TUMMOTOHAAU3MY.

* TunoroHagm3m, He CBSI3aHHBII C MaToJOTHMEN SMYEK M HapyULICHUEM
NPOAYKLUMU TOHAAOTPONMUHOB: TUMEPHPOJAKTUHEMHUS, TUMNEPNPOAYK-
uus 3cTpaguona (OMNyxoidu sSiMYeK, HAAMOYEUYHUKOB, NMEYEHNU) U MPOY.

JleueHue

3aMecTuTenbHas Tepanus TMpemnaparaMud aHAPOTeHOB. AOCONIOTHBIMHU
NMPOTHUBOMOKAa3aHUSAMMU K €€ HAa3HAYECHUIO SIBISIOTCS paK MPOCTAThl U TPY-
HOM XeJie3bl, OTHOCUTEIbHBIMU — NOOpPOKAYeCTBEHHAsI TUMEPNJIa3us Mpo-
CTaThl, NOMUIUTEMUST U CUHAPOM amHO3 BO cHe. [lepen miaHUpOBaHUEM
Ha3HaYeHUs Tepamuu aHAPOTreHaMU HeOOXOOUMO MPOBEHEHHE PEKTalb-
HOTO MCCJEJOBAaHUS MPOCTAThl, MajibMNalusi TPYIHBIX XeJie3, ONpeaeIeHue
npocrtaT-cneunuduUIeckKoro aHTUreHa, YPOBHS reMOrio0MHAa U TeMaTOKPU-
Ta, a TAKXe JUMNUAHOTO CHeKTpa.

CyurecTByeT OOCTaTOYHO MHOTO JEeKapCTBEHHBIX (GOpM TeCTOCTEpO-
Ha. Cmechb 3¢upoOB TecToCcTepoHa (CyCTaHOH, OMHaApeH) BBOINUTCS B H03¢
250 Mr BHyTpuMblmiedyHo | pa3 B 2—4 Hexmenu. B Bume TaGneTupoBaHHBIX
nmpenapaToB MOXeT Ha3Ha4yaThCsl TecTocTepoHa anaekaHoat (40 mr 3 pasa
BoeHb). Kpome TOro, cyumecTByoT TpaHCAEpPMalbHBIe CUCTEMBI, MOIKOX-
Hble UMIJTAHTAHTHI, TeJU U APYrHUe JIeKapCTBEeHHbIE GOPMBI.

MOHUTOPUHT 3aMECTUTENbHON TepamuMu TECTOCTEPOHOM TMOApa3yMeBa-
eT KJIMHHUYEeCKOe WuccleqoBaHUE, pPEKTajlbHOE WHCCIeJOBaHUE TMPOCTATH,
ompenesieHNWe YPOBHSI MpocTarT-cneuudHUYecKOro aHTHUIeHA YJUIl cTapiie
45 nmet, ypOBHS reMorio0MHa M reMaTOKPHUTAa U JUMUOHOTO CMEKTpa. DTH
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McclielOBaHUS MPOBONATCS 4yepe3 3 Mecsla mocje Havaja JedeHUs, a 3a-
TeM C MHTepBaJoM B 6—12 mecsIesB.

IIporunos

3aBUCUT OT KOHKpPETHOTIO 3a6OJ'lCBaHl/IH, NpUBEAIECro K rMNOroHagu3mMy.

6.4. OSPEKTUJIbHAA ANCDYHKLUNA

Croiikasi HEBO3MOXHOCTb JAOCTUXEHHUs W/UIUW TOLAEPXAaHUS OPEKIUUHU
MOJIOBOTO uYJjieHa, MAOCTAaTOYHONW M OCYIUECTBJIEHMUS TMOJOBOTO aKra
(tabn. 6.7).

Ta6xn. 6.7. DpexTunbHass TUCOYHKIIU S

I[McuxoreHHas nuchyHKIMs, JeKapCTBEHHbIE Mperna-
paThl, MHTOKCUKALMM, SHIOKPUHHbBIE U HEBPOJIOTH-
yeckue 3abosieBaHMsI, COCYNMCTasl MaTOJOTHUS

DTHoNOTUS
M MaToTeHE3

DNUAEeMUOIOTHS 10 % myxuuH, >50 % mMyxuuH n Bozpacte >70 ner

HapyuieHue 3peKLiMU B COYETAHUMU C CUMITO\TaMU
3a00JIeBaHU M, MPUBEAIIUX K 3PEKTUIbHOI
IUCHYHKLUUU

OCHOBHBIE KJIUHHU-
YECKHUEC MPOABICHUA

AHaMHe3, OCMOTp TeHUTaJIMil ¢ majblnauuMein ssudyex,
tectoctepoH, JIT, ®CI, nposakTUH, IIMTUKEMHUS,
TTI, neyeHOUYHbIE TpAaHCAMUHA3bl, KPEATUHUH;
JIvarHocTuKa
noryiepoBckoe Y3M mosioBOTO uJieHa; MTUATrHOCTH -
yeckMe MHTpaKaBepHO3Hble UHBbEKLUHU

Ba3o0qMUJIATATOPOB

AubdepeHunanpHasg Mexay NpuuyvMHaMM, BbI3BABIIUMU IPEKTUIbHYIO
NMAarHOCTUKA nucHyHKINIO

ODTUOTPOMHOE JeueHUue (HanpuMmep, 3aMeCcTUTeIbHas
Tepamnus aHAPOTeHAMU TMPU TUMOTOHAIU3Me) U/UIU
cUMINToMaTuyeckoe (MHruoutopn Gochoauacrepa-
Jleuenue

3bl, UHTPaKaBEePHO3HbIE MHBEKIIUU MpPOCTArTaHANHA
El (peBackyasipu3allMOHHBIC ONlepalMu, NPOTE3U-

pPOBaHUEC IIOJIOBOTIO '-lJ'lCHa)

OmnpenensieTcsi MTPUUYUHOM, BBI3BABIIEH dPEKTUIb-
IIporuos

HYI0 IMCOYHKIUIO
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DTHojgorusa
OpraHuvyeckKkue HaAapylWIeHUS SIBASIOTCS NMPUYUHON I3PEKTUIBHON NUCHYHK-

uuu B 50-70 % cnydyaeB. OCHOBHBIE MPUYKMHBI 3PEKTUIAbHONU NUCHYHKLUUHU
MpuUBeneHB B Tabn. 6.8.

Ta6a. 6.8. [IpMYMHBI 3PEKTUIBHON TUCHYHKLUU

IIcuxosornyeckue Crpecc, 60s3Hb, ICUXHYECKHE PACCTPOIICTBA

ANKOrojib, TUMIOTEH3UBHBIE Mpenaparsl (quype-
TUKU, P-aAPEHOTOKATOPHI), HUMETUAUH, MapU-
XyaHa, F€pOMH, METaJ0H, TPULUKINYECKHUE
aHTHUIENpPecCaHThl, OeH30AMa3eMUHbl, TUTOKCHUH,

JlexapcTBeHHBIE Mperna-
paThl, UHTOKCHKALUU

9CTPOreHBI

FmnoroHaamsM, TMIEpPIpoOJaKTUHEMU S, caxap-
DHAOKPUHHBIE . .

HbIil 1uabeT, HapyluieHUs QYHKIMYU IMATOBUIHOM
3a00JeBaHUS

KeJe3bl

[TaTonorus CIMHHOTO Mo3ra, nepudepuyeckas
HeBposnoruueckue . .

M aBTOHOMHAas HelipomaTus, pacCessHHBII CKJie-
3ab0JeBaHUs

po3

OKKJII03MOHHBIE 3a60JIeBaHMsI COCYIOB, TpaBMa,

CocyaucTasi maTojorus .
caxapHBbIii nuabeT, BEHO3HasI HEIOCTATOYHOCTD

T'emoxpoMaTo3, ucrollawuime 3abojaeBaHus,
Jpyrue MpUYMHBI aHOMaJMM CTPOEHUS MMOJOBOIO YjeHa,

NPOCTATOIKTOMMUA

ITaTorenes

[IpMYMHB TMEPBUYHBIX NCHXOTEHHbIX HAPYMIEHMH JSPEeKHMH dYalle JeXaT
BcouuanbHOil cdepe M BocnuTaHUU. BTopuuHble HapylmeHUS] BO3HHUKA-
I0OT OCTPO M CBSI3aHB C KOHKPETHOUW cHUTyallueil, mMapTHepliei, cTpaxom
U BOCIOMMHAHUEM O HeyJayHOM omnbiTe. Ha HapymeHue KPOBOCHAOKEHU
MmojaoBOoTro uyjeHa mpuxoautcsa 50—80 % cnyvyaeB 2peKTHUIbHOU AUCHYHK-
LUU OPraHUYecKoro reHesda. OHU MOTYT OBITb OOYCJOBJIEHB HapylIeHUEM
apTepMaJlbHOTO TPUTOKa (aTepocKiepo3) MJIU HapylHIeHUEM OKKIIO3WU
KaBEpPHO3HBIX TeJ. DpekTujibHasi AUCOYHKLUUS COMNPOBOXIaeT MHOTUE
HEBPOJIOTHYECKHe 3a0oJieBaHMA. DpeKIUST coxpaHseTcs Y 95% O6ONBHBIX
C MOBpEXAEHMEM BEPXHMX OTAEIOB CINUHHOTO MO3ra u TOoJdbKo y 25 %
C MOBpPEXJAEHUEM KPECTLOBOTO OTIeja. DHIOKPHHHBbIE 3a00jeBaHus 00Oyc-

JOBIUBAKT MPUMEPHO 5 % OT Bcex ciyyaeB 3PEKTUJIbHON AUCHYHKUMU,
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TeM He MeHee cCpeld MYXUYMH C SHIOKPUHHOUN MaToJOTHEl pacmpocTpa-
HEHHOCTb HapylIeHU 3pEeKLUUU AOCTATOUHO Bhicoka. Tak, cpeau GOJbHBIX
caxapHBIM TuabeToM cO cTaxeM 3aboneBaHUs Gojee 6 MeT pacIpOCTpPaHEH-

HOCTb 3pEeKTUNbHON AuchyHKku MU cocTaBaseTr 50 %.

DnuaeMHoJOrusa

Bcecrpevaercsasy 10 % MyxuuHn u 6osiee yeM y 50 % MyX4YMH B BO3pacTe cTap-
me 70 netr. B Bo3pacte 40 eT 5 % MyX4YMH yKa3blBalOT Ha MOJHYI0 U 15 %
Ha YaCTUYHYIO 9PEKTHJIbHYIO NUcOYHKIUIO. PacnmpocTpaHEeHHOCTh 3pEK-
TUJBHOU AUCHYHKUUU BABOE mpeBbimwaeT yactory UBC.

Kaunuyeckue mnposiBJeHHUS

HapymeHnue speKUUU BO3MOXHO B COYETAHUM C CUMITOMAaMM TUIOTOHA-
nu3Ma (m. 6.3) uaum 3aboieBaHUU, NPUBEAUIUX K 3PEKTUIbHOM AUCHYHK-
LUH.

JmarHocTuka

1. AnamHe3. BbhrisicHsgeTcsa BpeMs HauaJla 3peKTUJIbHOU AUCOYHKUUMU,
ee AJUTEJbHOCTb M MpOrpeccupoBaHue (BHe3amHOEe Hayalo XapaKTepHO
OISl ICUXOTEHHON AUCHYHKUMU), HAJIMUYUE HOUYHBIX U YTPEHHUX IPEKUU I
(MX OTCYTCTBHME CBHUAETEJbCTBYET B MOJb3Yy OPTaHUYECKOW MNPUPOABl AUC-
GYHKUMU), CHAMITOMOB TMNNOTOHaAM3Ma (CHUXeHUe 1ubuno). BeisicuseTcs
KOJHUYECTBO MOTPeOAsIeMOro ajKoroJjsi, OPYIrMX MNCUXOaKTUBHBIX CpPEACTB
U IeKapCTBEHHBIX Mpenaparos.

2. Qu3ukaabHoe oOcjief0BaHMe: MajbhmallMs sSUYEK, HUCKIOYEHUE aHO-
MaJluil CTPOEHUS MOJOBOTO YjeHa.

3. JlabopaTtopHoe oOcienoBanue: ypoBeHb TecTtocTepoHna, JI, ®CT,
nmpojakKTHHA, TIUKeMUUu Hatomak, TTI, medeHOUYHBIX TPaHCaAMUHA3, Kpe-
AaTUHWHA U Ip.

4. NHcTpymMeHTabHOE Oo0OcienoBaHme (MO MOKa3aHMSIM): JOTMJIEPOBCKOE
Y3W nonoBoro ujeHa (OoLleHKa apTepUalbHOrT0O MU BEHO3HOTO KPOBOTOKAa);
MHTpaKaBEepPHO3Hbe MHBEKIMU BA3ONUISITATOPOB (MamaBepuH, MpocTa-
rnanauH El) — mosBleHUEe 3peKUUU HCKIOYAET COCYAMCTHIM TE€HE3 AMUC-
GbyHKUIUU.

JdAuddepenunanbHas IUATHOCTHKA
Mexny npMuyMHaMu, BbI3BABIIUMMU BPEKTUIbHYIO TUCHYHKIUIO.

Jleyenue

1. 3Tl/l0Tp0HHOC Je4YeHHue: 3aMCCTUTECJIbHAd T€panud aHAPOréeHaMu NMNpu
TUIIOTOHAAU3MCE, Z[O(I)aMI/IHOMI/IMCTI/IKaMI/I nOpu TUNDEPHOPOJAKTUHEMUH,
ncuxorepanuda M T.O.
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2. CUMITOMATHYECKOE JIEYEHHE:

— wuHTubUuTOpH (ochonuscrtepasbl (cuameHadun, taganaduyi, Bapae-
Hahun);
MHTpPaKaBepHO3HbIe HMHbEKI MU MpocTarjfanauua E1;

— XWMpypruuyeckoe JedeHue (peBacKyasapu3alusi, IPOTe3UpPOBaHHE
MOJOBOTO YJieHa).

IIporuos

OnpenensieTcss TPUYNUHOIM, BbHI3BAaBIIEH IPEKTUJIBHYIO TUCHOYHKLUUIO.

6.5. TMHEKOMACTUA

lTunexomacmuss TnpencrtaBiasieT Cco00il AOOpoOKadYeCcTBEHHOE YBEJIMYEHUE
TPYOHBIX XeJe3 y MYX4YMH OuaMmeTpoM Oosee 2 cm. [mHekoMmacTusi He
SIBJISIETCSI CAMOCTOSTENbHBM 3a0b0JieBaHUEM, a MPEeACTaBIAsAEeT cobO0Oil cuM-
nToM Opyrux 6one3Heli. MUCTHHHYI0O TMHEKOMACTHIO HeoOxonuMmo audde-
pPEeHUIMPOBATH OT JOXKHOW TMHEKOMACTHH, UJIU JIUTIOMACTUU, MPU KOTOPOU
yBeJIWYeHNEe TPYAHOM Xeae3bl MPOUCXOAUT 3a cUeT XUPOBOU TkKaHu. [lpu
MUCTUHHON TMHEKOMAaCTUM TPYAHBIC XeJe3bl YBEJIMUYMBAIOTCS B pe3yabTaTe
TUTMEPpNJa3uu JAOJEBBIX MIJIEYHBIX NPOTOKOB U rUNepTpoPUU COENUHU-
TeAbHOW TKAHMU XeJe3bl, T.e. MAKPOCKONMUYECKU MpeacTaBiseT coOoil yBe-
JIVUYEHUE XeJNEe3UCTOW MCTPOMalbHOUW TKaHM. McTUHHaAsS THMHEKOMAaCTUS
nmonpasnensiercss Ha GU3UOTOTHMUYECKYI0 (Y HOBOPOXIEHHBIX, mybepTaTHas
U cTapyeckKasi) U maTojoruyeckywo (tabma. 6.9).

Ta6n. 6.9. TuHekomacTus

dusunosornueckas (HeoHaTajJbHas, IOHOIIECKAs),
JNleKapCTBEHHBIE MpenapaTrbl (3CTPOTEHBI, CIUPOHO-
JIAKTOH, alKOTroJib, HADKOTUKH), OMYXOJIU
DTHoNOTUSA (acTporen- u XI-mpoayuupymoumne), dHIOKPUH-
Hble 3a00JeBaHUS (TUPEOTOKCUKO3, CUHIPOM
Kymunra), cuctemHbie 3a6oseBaHusi (LUPpoO3
MeYeHu) U mpouee.

OTHOCHUTENbHBIN WU aGCOJNIIOTHBIN M3OBITOK
3CTPOTEHOB

ITaTorenes

MNy6epratHas runekomactust — y 50-70 % 310poBBIX
DNuneMuoaorus MaJibuukoB B Bo3pacte 13-14 ner. Cpeau MyX4YuH
mosoxe 30 set * 30 %, crapuie 45 netr » 50 %
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Oxonuanue maéa. 6.9

OCHOBHBIC KJIIMHU- YBenuueHue TPYOAHBIX XK€JI€3, YYBCTBO HaBJICHUI,
YECKHUE NMPOABICHUA pa3apaXxXmuMoOCTb COCKOB

]. l'lanbnaunﬂ I'PYAHBIX XK€JI€3, AUYECK, CUMIITOMBI
TMUIMOTOHAaAM3Ma, CUCTEMHBIX 3a00JeBaHUI
JduarHocTuka 2. TectoctepoH, actpaauon, JIT, ®CI, nposakTH,
I'CIIT, XI'Y, nmeyeHOYHbIEe TPAaHCAMUHAa3bI

3. Y3U rpyaHbIX Xejae3 U auuek

OQudbdepeHuumanbHas Onyxojb TPYAHON XeJle3bl, JOXHasl TMHEKOMAacCTUs,
IUAarHOCTHUKA a TakXe BbISIBJIEHME MPUUYUHB TMHEKOMACTUU

1. HeonaTanbHas u nybepTaTHas THHEKOMACTUS HE
TpeOyeT JeYeHUsI U CaMONPOU3BOJbHO MCYE3aeT

2. Ecaium BO3MOXHO — JuKBUganus ¢akrTopa,
BBI3BABIIETO TMHEKOMACTUIO

Jleuenue N N
3. MacToKTOMUS NIPU BBIPaXEeHHOU, CTOUKO coxpa-
HﬂlOLuCﬁCﬂ TMHEKOMAaCTHUHU B CBSII3U C KOCMETUYECKHU -
MU TpobJieMaM¥ U/WJIU BBIPaXEHHBIM pa3lpaXxeHU-
€M COCKOB
Ilpu HeoHaTanbHOU U MybGepTaTHOUW opmax — Oia-

I[IporHos rONpUsITHBIN. B ocTanbHBIX ciyyasix 3aBUCUT OT €€
TMPUIUHBI

DTHOJOTUS

[IpyyuHONU THMHEKOMACTUU MOTry OBIThb MHOTOYMCIEHHBbIe (akKTOpHI
oKpyXaloueid cpeabl u 3aboneBaHUsA. OCHOBHBIE M3 HUX MHepPEUYUCITCHBI
B Tabn. 6.10.

ITaTtorenes

OO0mUM B MaTOTeHe3e THHEKOMACTHUU SIBJASIETCS U30BITOK B OpPTAaHU3ME MyX-
YUHBl 3CTPOreHOB — aOCOJIIOTHBIW WMJU OTHOCUTENbHBIM. [MHEKOMacTuUs
HOBOPOXKJAEHHBIX CBSI3aHAa C LHUPKYJAsSIMEeld B KpoBMU M30BITKA TMJalleHTap-
HBIX 3CTPOTeHOB U peako OblBaeT mepcuctupytoumeit. [IpuuuHoit Haubo-
Jee 4YacTo BCTpevdawllnelcs nMydbepTaTHOW MU IOHOMECKOH T'MHEKOMACTHH
sABJsieTCcsl M30bITOUYHAsT aKTUBHOCTb apomara3bl, KOTOpas OCYLIECTBJSET
KOHBEPCHUIO TECTOCTEpPOHA B 3CTPOTEHBHI.
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Ta6n. 6.10. T[IpUYMHBI THHEKOMACTUHU

— HeoHaTanbHas
dusnonornvyeckas — Tly6epraTHas
THHEKOMACTHS — CewMmeiiHas

— Wpuomarudeckas

— DCTpOTreHbl, aHTUAHAPOTEHBI, TECTOCTEPOH

— CnupoOHONAKTOH, UHTUOUTOPBI ATT®D, TUTOKCHUH,
AHTArOHUCTBI KaJdblUs

— AJKMIUpPYIOIMINE areHTHI

JlekapcTBeHHBIE — AJIKOroJib, MapuxyaHa, F€épOMH, MeTaaoH
npemnaparsl — Humetunux

— KeTokoHa301, MeTpOHUIA30J, MPOTUBOTYOEPKY-
JIe3HbIe TIpemapaThl

— TpUUUKIWNYECKUE aHTUIAENPECCAaHThl, aHTAarOHUC-
Thl fopaMHuHa, ONUaAThl, OEH30AMa3€eM1HbI

Iunoronanusm I[lepBUYHBI, BTOPUYHBIMA (CM. 1. 6.3)

— DCTpOoreH- W aHAPOTEHNPOAYUUPYIOLIUE sTUYKA
U HaImodYeyHUKa

Onyxonu
— XT'Y-npoayuupyoumue ssuyka (3KTONMUpPOBaHHAS
repMuHoMa)
— TupeoTokcuko3s
DHIOKPUHHBIE
— CuHapom KyumiuHra
3a6oneBaHUs
— AxKpowmeranus
— Luppo3 nevyeHu
CucteMHBIE pp
— XpoHHWUecKass MoYeyHasi HEIOCTATOYHOCTh
3aboneBaHUsA
— BUY-unbekuusa
— TpaBMa TpynHOU KIJIETKHU
IIpouee — Herpes zoster B 0071aCTU TPYOHOU KIETKH

— OxupeHue

F'mHekoMacTusl MOXET pa3BUBATHCS MPakKTUUYECKU MpU N00O0H u3 dbopwm
runoroHaamama. [lpu BpoXIeHHBIX GOpMax MPOUCXOOUT M3OBITOUHAS apo-
MaTu3alus HAANOYEUYHUKOBBIX AaHIPOTEHOB MPU OTCYTCTBUU UIU AehuUunute
nonaBisoIiero adbdekTa TecTocTepoHa. [IpMu BTOPUYHOM THIOTOHAagM3MeE
U TUNEPNPONAKTUHEMU U TUHEKOMACTHUSI BCTpedyaeTCs] JOCTATOYHO PEAKO.

FmHekoMacTus 4aCTO Pa3BUBAETCS NMPU XPOHUYECKUX CUCTEMHbIX 3a60-
neBaHuax. I[lpu nuMppo3e mNeYeHM NOBBHIMEHHBIH YPOBEHBb JCTPOTEHOB
o0ycyiioBJIeH HU30BITOYHONH apomMaTu3alnueil aHIPOCTEHAMOHA B pe3yibTa-

T€C NMOBBIIIEHUA CHUHTE3a FJT06yJTI/IHa, CBA3bBIBAOIIEIT0 IMOJOBBIE TOPMOHDBI
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(IFCIIT). BO3MOXHBIMU NPUYUHAMU PAa3BUTUSI TUHEKOMACTUU MMPU TUPEO-
TOKCUKO3€ SIBISIETCS ycujJeHUe nmepudepuueckoit apoMaTu3auuu aHApOTe-
HOB.

DcTporeHHble MpenapaTbl CTUMYJIUPYIOT POCT TPYAHON Xeae3bl HEmoc-
penctBeHHOo. CHUPOHOJAKTOH MeTaboJM3UPyeTCss BKaAaHPEHOH, KOTO-
pBlil s64emcsi KOHKYPEHTHBIM aHTAaroHMCTOM pPEUENTOPOB dCTpaguoia.
HuMeTiiAMH OKa3blBaeT HE TOJHKO AaHTHAHAPOTEHHOE AEeUCTBUE, HO U CHU-
XKaeT 2-TUAPOKCUJIMPOBAaHMUE 3CTpagmoia, 4yTo npuBoauT Kk 20 % moBbImIe-
HUIO YPOBHs mocjenHero. JIpyrue mpemapaThl BbI3bIBAIOT TMMOTOHAIU3M,
BO3IEWCTBYSI KaK HMHTUOMTOPB CHHTEe3a TecTocTepoHa (KETOKOHAa30l1),
noBpexnas KiaeTku Jleiigura (LMUTOCTATUKU), BBI3bIBAsE TUMEPHNPONAKTH-
HeMUIO (HEHPONENTUKHU).

DnuaemMnoorus

Bcecrpeuvaetrcss y 50—70 % 3m0poBBIX MaJlbuMKOB B Bo3pacTe 13—14 et
(nybepratHas ruHeKoMacTus). B mesoM pacnpocTpaHEeHHOCTb THHEKOMAC-
TUM CpeAu MYX4YUH Mojoxe 30 jmer coctaBiaseT okoyso 30 % u mocturaer
50 % cpeaum MyXd4uH crapiue 45 ner.

Kiunuyeckue nmposiBjeHUs

IIpy TMHEKOMACTUM HOBOPOXIEHHBIX OMpeAeaAsieTcs] HeOONbIIOEe yBeINUE-
HUe TPYOHBIX Xee3. B psgae cayyaeB mpu 3TOM MOTYT ONPELENSITHCS MOJO-
3UBOMONOOHBIE BBIACJIECHUS, YTO CBSI3aHO C MEPCUCTUPYIOLIEN TUMEPNpPoO-
nakTuHemMueil. Kak mpaBuiao, ruHeKoMacTHUsl NMpoTekaeT OECCUMITOMHO
UJIN TPOSIBASETCS YYBCTBOM JAaBJEHMUS U MOBBIMIEHHOW YYBCTBHUTEJIbHOC-
ThI0 COCKOB. TMIMUYHO KOHIEHTPUUYECKOE yBeJIUUYEHHE TPYIHOU XeJNe3l,
KOTOpOE OoMNpenesieTcsl Kak MmapaapeoJyisipHOe YMNJIOTHEHHE, OTTPAHHUYECH-
HOE OT OKpyXalueid XupoBoit kietyarku. B 80 % ciayyaeB ruHekomac-
TUS ABYCTOPOHHsAsA. [Ipu OZHOCTOpDPOHHEM YBEJIMUUYEHUU TPYAHOU XKele3bl
BO3pacTaeT BEPOSATHOCTh OmyxoJieBoro mpouecca. Jdas sctporen- u XI-
NPOAYLUUPYIOIMIUX ONyXOoJell XapakKTepHO OBICTpOe BHe3amHOE yBeJMUYEHUE
TPYLHBIX XeJle3 B COUYETAHUU C OOJNSIMU, YYyBCTBOM NABIEHUS.

JIuarHocTukKa

1. ®usukanbHoe oOcClaemOBaHME: MajJbHallMs TPYAHBIX Xele3, sAUYEK,
OleHKA Pa3BUTUS BTOPUUYHBIX MOJIOBBIX NPU3HAKOB (CUMIITOMBI THUIIOTOHA-
nIu3Ma), MOUCK KJIMHMUYECKUX MPU3HAKOB CUCTEMHBIX 3aboneBaHuii. [lpu
omnpoce obpamralOT BHUMaHUe HAa MPUHUMaeMble IeKapCTBEHHbIE Npemapa-
Thl M MULIEBbIC NOOABKU, YIOTpPeOAEeHMUE alKOTOJsI, HADPKOTUKOB.

2. JlaGopaTopHOEe HcCCJIeJOBaHUE: TeCTOCTepoH, 3ctpaauon, JI, ®CT,
nposaktuH, CIIT, XI'Y, neyeHOYHbIe TPAHCAMUHA3bI.
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Y3U rpyaHbiX XeJie3 Mo3BosgeT 1ubGepeHUUMPOBATh UCTUHHYIO U JIOX-
HYI0 THHEKOMAaCTHIO, BBISIBUTH ONYXOJb TPYHHOU Xene3dbl. Y3U sauuex

HEOOXOOMMO AN MCKIIOYEHUST UX Omnmyxoau.

AuddepenuunanspbHasgs AMATHOCTHKA
OHyXOJ'lb prﬂ.HOﬁ XeJe3bl, JIOXKHaid TMHEKOMAaCTUsI, a TAKXCE BBIABICHUC
INIPUYUHBI TUHEKOMAaCTHUH.

Jleuenue

* HeoHaranbHass u mybepTaTHasi TMHEKOMAaCTUU He TPeOYIOT JeYeHUS
U CaMOTNPOM3BOJIBHO MCYE3AIOT.

+ IlaTtonmoruueckass TUHEKOMACTHS MOXET pPa3dpelIUThCs ToOCTe JUKBU-
nanuu BhI3BaBImero ee ¢dgakTopa (0OTMeHa JeKapCTBEHHOTro mpemnaparta,
KOMII€HCAallusl OCHOBHOIO 3a00JeBaHUS U T.1.).

« JleyeHHe MOXET NOHAAOOMTHCS MNPHU BBIPAXEHHOIN, CTOWKO coxpa-
HSOelcss TMHEKOMAaCTUU B CBSI3M C KOCMETHYECKUMHU mnpobiemMamu
U/UNU BBIpAaXEHHBIM pa3ipaXeHueM COCKOB. B aTtux ciayuasix peub,
KaK MpaBUJO, MIET O MACTIKTOMHMU, MOCKOJbKY MOMBITKU KOHCEpBa-
TUBHOTO JedyeHue (tamMmokcudeH, KiomudeH, maHa3oy), Yalle BCEro
6esycmemHbl. KpoMme TOro, Xxupypruuyeckoe JedyeHHUE TFMHEKOMAacTUU
B CBsI3U C BBICOKMM PUCKOM Pa3BUTHUS pakKa HEOOXOIUMO MPU CUHAPOME
Knaiindentepa.

IIporuos

[Ipu HeoHaTanbHOUW U nybepratHoil ¢opmMax — ONarONMPUSTHBIH.
B nocinenHem ciiyyae TMHEKOMacTHUs B TeuyeHue 2 JeT perpeccupyer y 75
% TMalLWeHTOB, a Ha NPOTSAXEHUMU Tpex JeT eme y 15 %. I[IporHos maroyio-
TUYEeCKOW TMHEKOMAaCTUM 3aBHCUT OT €€ MPUUYUHBI, KOTOpasi MOXET OBITh
YCTpPaHUMOUW (HapKOMaHUS, MPUEM JIEKAPCTBEHHOTO MpenapaTta, KOTOPBIi
MOXHO OTMEHUTb) U HEYCTPAHUMON (LUMPPO3 MEUYEHU).



MnaBsa 7
CAXAPHbLIAN OVNABET

7.1. KITACCNDOUNKALUNA CAXAPHOIO ONABETA

Caxapuetii duabem (CJI1) — rpynnma oOMeHHBIX 3aboJieBaHUU, XapaKTepu-
3YIOMUXCST THUNEpPrIMKeMUel BCIENCTBUE HApPYIIeHUS CEKpeUWUd W/UIHU
939G bheKTUBHOCTU JaeMCTBUSA MHCYyJAMHaAa. XpoHUUYecKass TUNEPTIUKEMUS,
paszBuBatomascs npu CJ[, compoBoXnaeTcsi pa3BUTHEM OCIOXHEHUU CO
CTOPOHBl MHOTHX OPraHOB M CHUCTEM, B MEPBYIO ouepelb, CO CTOPOHBI Cepa-
ma, KpPOBEHOCHBIX COCYNOB, Tjia3, mouyek u HepBoB. CJ/l B 06mIeil CIOXHOCTH
ctpagaloT 5—6 % HaceneHHsi. B 3KOHOMHYEeCKHM Pa3BUTHIX cTpaHax MuUpa
kaxnabie 10-15 ner yucnao 6oabHbix CJI Bo3pacTaeT B 2 pada. Oxumaemas
MPOMOAXUTENbHOCTh XU3HM nMpu CI cHuxaercs Ha 10-15 %.

IMpuyuusl pazputusg CJ mupoko BapbupyioTr. B momaBiasgomemM 60Jb-
muHcTBe caydyaeB CJl pa3BuBaeTcst 1u60 BchaeacTBue abCONIOTHOTO aedu-
nuTa WHCyJIuHa (caxapuoiii OJuabem 1 muna— CJI-1), nubo BclaeaCcTBUE
CHUXEHUS YYBCTBUTEJIBHOCTHU MepudepruIecKnX TKaHeil K UHCYJIUHY B CO-
YeTaHUU C CEKPETOPHOU NUCHYHKIUEN P-KIETOK MOJXETYTOUYHOUN XKelle3bl
(caxapuwiii duabem 2 muna — CJ1-2). B psne ciydyaeB OTHeCeHME MallMEHTa
K CA-1 wunu CIA-2 3aTpyaiHEeHO, TeM He MeHee Ha MpakKTUKe Oojiee 3HauuUMa
komneHcauus CJl, a HEe TOYHOE YCTAaHOBJIEHUME €T0 TUMAa. DTUOJOTUYECcKas
KnaccubuKaMUsI BBHIIENSIET YeThIpe OCHOBHBIX KJIMHHMUYecKUX knacca CJI
(tabxa. 7.1).

Haubonee wacto BcTpevatomuecs CHA-1 (m. 7.5), CA-2 (m. 7.6) u recra-
uvnoHHb i CI (. 7.9) o6cyxnawTcs BOTACAbHBIX ITTaBax. Ha npyrue cne-
nupuIecKue TUNBI TPUXOJAUTCS Bcero okKoysio 1 % cnyuae CJ/I. Dtuonorus
u nmatoreHes oTux TtunoB CJI mnpeactaBaseTcs O6oJiee H3YYEHHOUN IO
cpaBHeHUuto ¢ CJ-1 u ocobenHno CJI-2. Psax BapuaHntoB CJl oGycinoBiIeHO
MOHOTEHHO HacJieAyeMbIMU reHeTudecKkumu aedekramu pynkuum (3-Kie-
Tok. Crooma OTHOCSITCA pa3IUYHBIe BapUaHTHl ayTOCOMHO-IOMUHAaHTHO
HacienyeMoro cuHapoma MODY (aurn. maturity onset diabetes of the
young — nuabGeT B3POCJIOTO THIMA y MOJOIBIX), KOTOPHIE XapaKTepU3YIOTCS
HapyleHMEeM, HO He OTCYTCTBUEM CEKPEL MU MHCYJIMHA MPU HOPMadbHOM

YYBCTBUTENBHOCTH K HeMy HmepudeprnIecKUX TKaHEH.
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Ta6a. 7.1. Knaccudukauusa caxapHoro nuabera

1. Caxapubiii amadeT 1 THna (JeCTPYKIIUS P-KIETOK, OOBIYHO MPUBOISIIAS
K a6CONIOTHON HELOCTATOYHOCTU MHCYJIHUHA)

A. AYyTOUMMYHHBI i

B. Unuonatuueckuit
I1. CaxapHblii 1uadeT 2 THNa (OTIIPEUMYIIEeCTBEHHOM pe3UCTEHTHOCTH
K UHCYJMHY C OTHOCUTEJIbHOW HENOCTATOUYHOCTHIO MHCYJIMHA IO MpPEeUMYyIIe-
CTBEHHOTO CEKPeTOpHOTo AedeKTa ¢ pe3UCTEHTHOCTbIO K UHCYJIUHY UIU
06e3 Hee)

I11. dpyrue cnenuuyecKkue THIBI
A. T'enetuueckue nedeKTbl GPYHKLIUU P-KIETOK
B. l'eHeTnueckue nedekTs B AefICTBUM MHCYJIMHA

C. bone3Hu 3K30KPUHHOM YaCTU MOJXKETYNOUHOMN XeIe3bl

D. OHpokpuHOTATU U

E. CaxapHblii nuabeT, MHIYUMPOBAHHBIM JeKapcTBaMM U XMMUKaTaMu
F. Uudexnuu

G. Peakue ¢hbopMbl MMMYHOOTIOCPEJOBaHHOTO AuabeTa

H

.Jlpyrue reHeTH4YeCcKUe CMHIPOMBI, MHOTAA COYETaloIIuecs ¢ nnabeTom
IV. I'ecTtaumoHHbIi caxapHbIii fnadeT

Kasyuctuueckm penkKko BCTpedaloTCs reHeTHdeckue nedekTsl AeicTBUA
HHCYJHHA, CBSI3aHHBIE C MyTalluedl pelentopa MHCYIWHaA (JempevdayHH3M,
cuHapom PabcoHa-Manngexonna). CI 3aKOHOMEpPHO pa3BUBaeTCs IMpH
3a00JeBAHNAX DK30KPUHHOM YaCTH MOAXKeJJYyT0IYHOM Keae3bl, TP U BO I U X
KJAeCTpYKUMU P-KiIeTokK (mMaHKpeaTUT, MaHKPEaTIKTOMUS, KUCTO3HBIU
Gubpo3, reMmoxpoMaTo3), a TakxXe NPU psne IHAIOKPUHHBIX 3a00JeBaHUM,
MPpU KOTOPHIX MPOUCXOAUT U3OBITOUHAS MPOAYKLUUS KOHTPOMHCYISIPHBIX
TOPMOHOB (akpomeranusi, cuanpom KymwunHra). JlekapcTBeHHbIe Npemapa-
Thl M XHMHKAThl (BaKOp, MEHTAMUJIUH, HUKOTHUHOBAS KHCJIOTA, TUA30KCUL
U np.) penko sgBiasitotcs npudyumHou CJI, HO MOTryT cmoco6CTBOBAaTh MaHM-
dbecranuum u gekoMmeHcauuu 3ab00NeBaHUS YJIUI C UHCYJIMHOPE3UCTEH-
THOCThIO. Psan uHpeKnmoHHbIX 3abojeBaHMii (KpacHyxa, IIMTOMeraawus,
KOKCaKW- M aleHOBUpPYCHasl MHGEKUMsI) MOTYT COMPOBOXIATHCS NECTPYK-
nmuel p-KIeTOK, NMPU OTOM Yy OONBIMIMHCTBA NAIUEHTOB OMpPENETIIOTCS
uMMYyHoreHeTuuyeckue mMapkepbsl CIA-1. K penkum ¢dbopmam uUMMyHOOmocC-
peaoBannoro amadera otHocsaT CJI, pa3BUBalOMUNWCSA y MallUEHTOB CO
«stiff-mam-cuHapoMoM (ayTOMMMYHHOE HeBpoJorumuyeckoe 3abojeBaHue),
a Takxe C/l BcieacTBMe BO3ACHCTBUS ayTOAHTUTEN K pellenTOpaM MHCYIH-
Ha. Pasnuunbie BapuanTel CJ| ¢ TOBBIMIEHHO YaCTOTO#W BCcTpevyalmoTcs MpU
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MHOTHUX TEHETUYECCKUX CHMHAPOMAX, B YAaCTHOCTHU, NPpU CUHApPpOMAX Z[ayﬂa,

Knaitndentepa, TepHepa, Bonbdppama, I[lpanepa-Bunnu u psine npyrux.

7.2. KIIMHNYECKUE ACIMEKTbI ®N3N0J10I'MnN
YIITIEBOOAHOIO OBEMEHA

WHCynuH CHUHTE3UDPYETCsI U CEKpeTHUPYyeTCs p-KJIeTKaMU OCTPOBKOB
Jlanrepranca mnonxenayanouHoi xene3b (IT2K2XK). Kpome Toro, octpos-
Kku JlaHrepraHca CeKpeTUPYWT TJAHKaroH (a-kKJeTKM), COMAaTOCTAaTUH
(5-xneTkM) W maHkpeatuueckuil noaunentun (PP-xkaerku). TopMOHBI
OCTPOBKOBBIX KJETOK B3aMMOIEUCTBYIOT MeXAy co0Oli: TI1l0OKaroH B HOp-
M€ CTUMYJIUPYET CEeKpeLUulo MHCYyJIMHA, a coOMaTOCTAaTUH TOJABIsSIET
CeKpelLUulo HMHCYyJIMHA U riokaroHa. MoJdekyia UHCYJIMHA COCTOUT U3
NBYX TNOJUNENTUIHBIX uemneir (A-uenb— 21 aMuHOKUMciaoTa; B-umenp —
30 amuHokuciaor) (puc. 7.1). CuHTe3 MHCYJIMHA HauyuMHaeTcsa ¢ obOpaszo-
BaHUS MNpPENpPOMHCYJIMHA, KOTOPBIM pacuiennasgercsds mnporea3oi ¢ obpa-
30BaHMEM TMpPOUHCYJIMHA. B cexpeTopHbIx rpaHyiax anmapata [oabaxu
MPOUHCYJIUH paclienyasiercsi Ha MHCYJAUH U C-menTul, KOTOpbIe BBICBO-
6oXaalTcs B KpPOBb B Ipolecce 3k3ouuTosa (puc. 7.2).

OCHOBHBIM CTUMYJSITOPOM CeKpellMU WHCYJIMHA SBIsSeTCS TJII0KO3a.
BricBoGOXOeHUEe HWHCYJIMHA B OTBET Ha NOBBIIIEHHE YPOBHS TIIOKO3BI
B KpOBU mnpoucxonuT aByxdasHo (puc. 7.3). IlepBasg, uaum ocrtpass, ¢dasa
IIUTCS HECKOJbKO MUHYT, MOHA CBsg3aHa C BHICBOOOXJAEeHMEM HAKOMHUB-
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Puc. 7.1. CxeMa nepBUYHON CTPYKTYPbl MOJIEKYJIbl MHCYJUHA
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Puc. 7.2. Cxema GMOCUHTE3a UHCYJIMHA

mIerocsi B p-KJeTKe MHCYJIMHA B MEPUOA MeXAy mpuemamMu nuiiu. Bropas
dbaza mpomgoaxaeTcs OO TeX MOp, MOKa YypOBEHb TITUKEMHUHM He NOCTUTHET
HOopMalbHOTO TomakoBoro (3,3—5,5 mMmonb/n1). CxonHBIM oO6pa3oM Ha 0-
KJIEeTKY BO3OEWCTBYIOT MpemapaThl CYAbGOHMIMOYEBUHBI.

Ilo mopranpbHOW CcUCTEMe MHCYIUH AOCTUTaeT MEYEeHU — CBOETrO IJIaB-
HOTO OpraHa-MuImeHU. [ledeHOUYHBIEe PEUENTOPHl CBSA3BIBAIOT MOJOBUHY
CeKpeTUPOBAHHOTO ropmMoHa. JIpyras mojloBUHa, momagas B CUCTEMHBI i
KPOBOTOK, IOCTUTAET MBIIIL M XMPOBOW TKaHU. boxbmras yacTh MHCYIU-
Ha (80 %) moaBepraeTcst MPOTEOJMTUISCKOMY paclany B MeYeHU, OCTalb-
Hasi — B MOYKaX, M JUIIb HEe3HAYUTEJIbHOE KOTMIECCTBO METAaOONIM3UPYeETCS

HEMOCPEeNCTBEHHO MBIIIEYHBIMU U XUPOBBIMU KiaeTkamMu. B Hopme [T 2K XK
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HHCYJIMHA o0ecleyrBaeT ONTUMAJbHBI M YPOBEHDb TIMKEMUU U aHabolu3Ma
B MHTepBajgaxX MEeXIy eI0oW WM BO BpeMs cHa. ba3zaJlbHBIA MHCYJIUH ceKpe-
TUPYETCS CO CKOPOCThIo mpumepHo |1 En/4, mpu anurtenbHoO GU3NUYECKON
Harpys3ke MJU OJUTEJbHOM TOJOJaHUM OHA CYIMECTBEHHO YMEHbIIAETCH.
Ha numeBoil MHCYJIUH NpUXoauTca He MeHee 50-70 % CYTOYHOUM MPOAYK-
UMM MHCYAuHa (puc. 7.4).

CCKDCHI/IH MHCYyJIWHa NMOABEpPXEHA HE€ TOJBKO NMUITEBBIM, HO U CYTO4Y-
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Puc. 7.4. CxemMa CyTOYHOI MPOAYKIMYU UHCYJIMHA B HOpPME
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HBIM KOJIEOAHMAM: MOTPEeOHOCTh B MHCYJMHE MOBHIIIACTCS B PAaHHUE YTPEH-
HHUE 4Yachl, a BAaJbHeWIIeM MOCTEMEHHO MmagaeT B TeueHue OHsA. Tak, Ha
3aBTpak Ha | XE cekperupyercsa 2,0—2,5 En uncynauna, Ha oben — 1,0—1,5
En, a Ha yxun — 1,0 EJI. OnHo# M3 MPUYMUH TAKOTO U3MEHEHUS YYBCTBU-
TEIbHOCTH K MHCYJUMHY SIBISIETCS BBHICOKUI YyPOBEHBb psifia KOHTPUHCYISP-
HBIX TODMOHOB (B MEepPBYI Oo4epelb KOPTU30Ja) B YTPEHHME Yachl, KOTOPHI it
MOCTENMEeHHO MajaeT 10 MUHUMaIbHOTO B Havyajle HOYM.

OCHOBHBIMU (PU3UOJOTHYECKMMH 3 deKTaMu HHCYJIMHA SIBJISIOTCS CTHU-
MyJIsiUusl MepeHoca TJIIKO3bl yepe3 MeMOpaHBbl KIETOK MHCYJIMH3aBUCHMBIX
TkaHe#i. OCHOBHBIMU OpPTaHAMHM-MULICHSIMU MHCYJIMHA SIBASIOTCS MEYEHbD,
XHUpoBasi TKaHb UM MBIIIUB. K MHCYIMHHE3aBUCHUMBIM TKaHSIM, MOCTYII-
JieHWEe TIIOKO3bl B KOTOPbIE HE 3aBUCUT OT 3¢ (PeKTOB MHCYJIMHA, B MEPBYIO
ouepenb OTHOCSATCS WLEHTpajJbHasi u nepudepuyeckas HepBHas cHUcCTeMa,
SHAOTENU COCYAOB, KJIETKM KPOBU u Ap. MHCYIMH CTUMYJIUPYET CHUHTE3
TJIMKOTEeHa B MEYEeHU U MBIIIIAaX, CHHTE3 XUPOB B MeYEeHU U XKUPOBOU TKAHHU,
CUHTe3 GEJIKOB B MEYeHU, MBIIIIAX ¥ APYruX opraHax. Bce 3Tu u3MeHeHUs
HamnpaBJeHBb Ha yTUJIMU3ALMIO TJIIOKO3bl, YTO MPUBOAMT K CHUXEHUIO ee
ypoBHs B KpoBU. DU3MONOTMYECKUM aHTATOHUCTOM HUHCYJIUHA SIBIsIETCS
[JIIOKATOH, KOTOPBI CTUMYJIUPYET MOOUJIM3AILUIO TIMKOTEHAa U XKHUPOB W3
Nerno; B HOpDME YpPOBEHb TIJI0OKAaroHa MEHSETCS PEUMINPOKHO MNPOAYKLIHUU
MHCYJIUHA.

Buonoruueckue 3bdekTh HHCYIMHA OMOCPEIOBaHBI €ro pelenTopamu,
KOTOpble DPAcCMOJOXeHB Ha KJIeTKax-MUIIeHsAX. PeuenTtop MHCYJIMHa Tpen-
cTaBisieT co0O0Oil TIMKOMPOTEUH, COCTOSIUI U3 4YeTbipex cyobeaunuil. [lpu
BBICOKOM YypPOBHE HMHCYJIMHAa B KPOBU YKCJIO €ro PEUENTOPOB MO MPUHIUIMY
MOHUXAOIENd Pperyasiuuu CHUXAaeTcsI, 4YTO COMPOBOXIAECTCSA CHUXEHHEM
YYBCTBUTEJbHOCTH KJETKHU K MHCYAUHY. [locie cBsA3bIBaHUS MHCYJIUHA C Kie-
TOYHBIM PELENTOPOM OOpPa30BaBIIMICSA KOMIMIEKC MOCTYMAaeT BHYTPb KJIETKHU.
Nlanee BHYTPU MBINIEYHOW M XMPOBOW KIETKU MHCYJIUH BBI3BIBAET MOOUJIU-
3a1[MI0 BHYTPUKJIETOYHBIX BE3UKYJI, KOTOPbIE COAEPXKAT TPAHCHOPTEP IIIOKO3bI
GLUT-4. B pe3syabraTe 3TOT0 BE3MKYJIBl NMEepEeMEIIAOTCS K KJIETOYHOUW TMOBEp-
xHocTHu, rme GLUT-4 BboimoaHSeT GYHKI MO BXOAHOTO OTBEPCTUS AJSA ITIOKO-
3bl. AHanoruuHoe aeiictBue Ha GLUT-4 oka3bsiBaeT ¢pu3nuvyeckass Harpyska.

7.3. IABOPATOPHAA ONATHOCTUKA N KPUTEPUUN
KOMMEHCAUMN CAXAPHOIO OAMNABETA

JlabopatopHass nuarHocTtuka CJI 0OasupyeTcsds Ha OMNpeAEJEHUU YPOBHSI
TIIOKO3Bl KPOBHM, MPM O3TOM KPUTEPUM AUATHOCTUKHU EIUHBl OIS BCeEX
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TunoB U BapuaHToB CJI (ta6xn. 7.2). JaHHBIe IpPYTUX 1a0OpPaTOPHBIX UCCIE-
noBaHUNW (YypOBEHb TJIIOKO3YpUU, ONpeaeeHUue YPOBHS TIUKUPOBAHHOTIO
remorino6uHa) niust Bepubukanuuu nuarnosza CJl ucnonb3oBaThCsa HE JOJIXK-
Hbl. IuarHo3 CJI MoxeT OBITh YyCTAHOBJEH Ha OCHOBAaHUU ABYKPATHOTO
OOHapyXeHUSsI OHHOTO U3 TPeX KPUTEPHEB:

1. llpu saBHBIX cumntomax CJI (nmosuypusi, NOJUAUINCUSA) U YPOBHE
TII0KO3bl B IEJIbHOM KaNUJJASIPpHOU KpoBu G6osee 11,1 MMOAb/I BHE 3aBUCH -
MOCTHU OT BPEMEHM CYTOK U NMPEAIIECTBOBABIIEro NpUueMa MUILHU.

2. llpu yposne  eal0Kko3bl 6 UYEAbHOU  KANUAAAPHOU  KpPOBU  HAMOWLAK
6oyee 6,1 Mmounb/i.

3. [Ipu ypoBHe TIAIOKO3bl B UEJbHOU KAaNUJIASIPHONW KPOBU yepe3 2 yaca
rnocje npueMa 75 rpaMM IJII0OKO3bl (OpaJbHbII IJIIOKO30TOJEPAHTHBIM TECT)
6onee 11,1 mMonab/m.

Ta6n. 7.2. Kputepuu 1MarHoCTUKHU caxapHoro nuabera

I'10K03a HeabHo I'10K03a miIa3mel
KPOBH, MMOJIb/JI KPOBH, MMOJIb/JI
KanmuJi- Kanui-
BEHO3HAS BEHO3HAs
JspHAs JsAApHas
Haro- >6,1 ~6,1 >7,0 >7,0
CaxapHBI it mak
nuabert
Iepes > 10,0 > 11,1 > HJ > 12,2
2 yaca
HaTo-
Hapymene wax <6,1 <6,1 <7,0 <7,0
TOJIEPAHTHOCTH
K TJII0KO3€ yepes >6,7; ~7,8; >7,8; >8,9;
2 yaca < 10,0 <N < 11,1 < 12,2
HaTO- >5,6; >5,6; >6,1; >6,1;
Hapymennas mak <6,1 < I <7,0 <7,0
TJIUKEeMUS
HaTomaxk Hepes <6,7 <7,8 <78 <8,9
2 yaca

Haunbonee BaXHBIM U 3HAYMMbBIM TecTOM B auarHoctuke CJ saBasercs
onpeaeNeHUEe YPOBHSA TIMKEMUM HaTomak (MUHUMYM 8 4acOB TOJIOJaHMA).
B P® ypoBeHb rIMKEMUM, KaK NMPaBUJIO, OLEHUBAETCS B LIEJbHON KPOBH.

Bo MHoOTUMX CTpaHaX IMIUPOKO UCIOJb3YECTCA ONPEACITIEHUEC YPOBHSA I'JII0OKO3bI
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B myua3Me KpoBu. OpaabHOMYy rioko3otoaepantHomy tecty (OT'TT; onpene-
JleHWe YPOBHS TJIIOKO3bl Yepe3 2 yaca mocJjie mpueMa BHYTPb PACTBOPEHHBIX
B Bole 75 TpaMMOB TJIOKO3bl) B 3TOM MJIaHE MPUOAeTCs MEHbIIee 3HAUCHUE.
Tem He MmeHee HaocHoBaHUM O TT nUarHocTUpPyeTCS HAPYUHIEHHE TOJEpPaH-
THOCTH K riawko3e (HTT). HTI nuarHocTupyeTcs €CIM YPOBEHb TIUKEMHUHU
MeJbHOW KaNMIJSIPHOW KPOBM HATOIIAaK He mpeBbimaer 6,1 MMoab/i,
a yepe3 2 yaca Mmocje Harpy3kKu TJII0OKO30i OoKa3bBaeTcs Bbime 7,8 MMOb/
a1, Ho Huxe 11,1 Mmonp/n. Jpyrum BapuaHTOM HapylIeHUS YTIeBOLHOTO
obOMeHa sABAsSeTCs HapymeHHasa riumkemus Hatomak (HTHT). IMocnennsas
YyCTaAaHABIMBAETCS €CIU YyPOBEHDb IMUKEMUHU LEIbHON KAaMUIAASIPHON KPOBU
HaTOmaK HaxoZUTCs B mpexeinax 5,6—6,0 MMonb/i, a yepe3 2 Yaca mocie
Harpy3kKu riaoko3oi mMeHblie 7,8 mMMonb/n). HTI m HTHT B Hactosiuiee
BpeMsi O0BEIUHSIIOT TEPMUHOM mnpeauader, MOCKOJbKY y 00eUX KaTeropui
MalMEeHTOB BBICOK puUcK mMaHupectanuu CJ u pa3BuTus nuabdeTUUYECKOU
MaKpPOAaHTUOMATUH.

Ons nuarHoctTuku CJI ypoBeHb TTUKEMUU TOJXKEH ONMpEAENAThCS CTaH-
NapTHBIMU JTabopaTOPHBIMU MeTonaMu. Ilpum MHTephmpeTalMu MokasaTelel
TITUKEMHU CIenyeT MMeTh B BUIY, YTO HAaTOIIaK YPOBEHb TJIIOKO3Bl B IEJb-
HO# BEHO3HOW KPOBU COOTBETCTBYET €€ YPOBHIO B IEJbHOW KAaMUIIAPHOMN.
Mocne npuemMa numwu uau OTTT ee ypoBeHb B BEHO3HOW KPOBU NMPUMEPHO
Ha 1,1 MMoOJb/JM1 HUXeE, yeM B KanuajasipHoii. ConepxaHue TIIOKO3bl B Maa3Me
npuMepHo Ha 0,84 MMoab/1 Bbille, 4eM B IeJbHOUW KpoBU. C IeNbi0 OMEHKHU
KOMIEHCAaIuM U anekBaTHOCTU Tepanuu CJl ypoBeHb TITUKEMUU OLEHUBACT-
Ccs B KAaMUJJISIPHOW KPOBU MPU MOMOIIM MOPTATUBHBIX IIIOKOMETPOB CAMUM U
MmanMeHTaMMW, UX PONCTBEHHUKAMU UJIHU MEIUIMHCKHAM MEPCOHATOM.

Ipu nio6om Tune CJIl, a TakXe NMPU 3HAUYUTEJbHONU HArpy3Ke TJIIOKO30M
MOXeT pa3BUBAThCs TIJIIOKO3ypHsA, KoTopasi SBIAsSETCS CIEACTBHEM IIpe-
BBIIEHWsS MOpora peabcopOIUU TIIOKO3bB M3 MepBUYHOU Mouu. I[lopor
peabcopOI MU TIIOKO3bB 3HAYMTEJIbHO MHIAMBHAYalbHO BapbupyeT («9—10
MMOJb/1). Kak oTHeNbHO B3ATH I MoKa3aTeJdb TTIOKO3YPUS IJsI TOCTAHOB-
ku nuarHo3a CJl ucmonb3oBaThcs He NOJXHA. B HopMe, 3a UCKITIOUYECHUEM
clyJyaeB 3HAYUTEJbHOW MUINEBON HArpy3ku paGMHHUPOBAaHHBIMU YTJIEBO-
IaMW, TIIOKO3YpHUS He BCTpedyaeTcs.

[Iponykuus KeToHOBBIX Tea (aumeToOH, aleToaneTaT, p-TUIAPOKCHUOY-
TUpAT) 3HAYUTENbHO HUHTeHcUDUUUpYyeTCcsT Npu abCONIOTHOM nedbuIUTE
nHcynuHa. [Ipu nexommencanuu CJ-1 MoxXeT onmpenensiThCs BhIpaxXeHHas
KeTOHYpus (MccliefyeTCcs] MPU MOMOIIU TECT-MOJOCOK, KOTOPBIE OMyCKAaIT-
csa B Mouy). Jlerkas (cienoBasi) KETOHYPUS MOXET ONMPEAENSITbCS y 340pPO-
BBIX JIIONEW MPU TOJOTAHUU U OE3yrieBOOHON OUETE.
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BaxHbiM 1abopaTOpHBIM MoOKa3aTejleM, KOTOPBIHi HCHOJAb3yeTcs IJs
nubdepeHumrnanbHol nuarHoctTuku TunmoB CJI, a Takxke IOJS BBISIBICHUS
bopMupoBaHusa neduuuTa MHCYJIUHA y nauueHToB ¢ C[-2, aBasgeTcs ypo-
BeHb C-nentuna. [1o yposHio C-nenTuga B KPOBU MOXKHO KOCBEHHO CYyIHMTh
00 MHCYIMHCeKpeTHupywIeld cnmocobHocTu p-kaetok [12KXK. IlocneaHue
MPOAYLUUPYIOT MPOUHCYJIUH, OT KOTOPOTO Mepea CeKpellueil OTuenasaeTcs
C-menTua, nmonagalmMi B KPOBb B OMMHAKOBBIX KOJUYECTBaX C MHCYIU-
HoM. MucynuH Ha 50 % cBsi3biBaeTCs B MEYECHU U UMEET BPeMS MOJYXKHU3HU
B rnepudepuyeckoit KpoBu 0K0I0o 4 MuH. C-MenTUA U3 KPOBOTOKA MEUYEHBIO
He ymajsieTcsi U UMeeT BpeMs MOJYXHU3HHU B KpoBU okKono 30 muu. Kpome
TOTO, OH HE CBf3bIBAEGTCsS KJETOYHBIMM pelenTopaMu Ha nepudepuu.
MMostomy onpenenenue ypoBHs C-menTtuga sBAsieTcss 6ojee HaZEXHBIM
TECTOM IJs OuLeHKM GYHKIUUM HHCYIASIpPHOTO ammapata. YpoBeHb C-memn-
Tuga Haubolee MHDOPMATUBHO HUCCIeAOBaTh Ha (GOHE CTUMYISIUMOHHBIX
npo6 (mociie mpueMa MUIIU UJU BBeJeHUsS rawkaroHa). Tect HeuHdopma-
TUBEH, €CJIM OH MPOBOAUTCSA Ha (GoHe BrIpaxkeHHON nekommeHcauuu CJI,
MOCKOJNIbKY BBIpaXeHHAasi TUMEPTIUKEeMUsT OKa3biBaeT TOKCHYECKOe neiic-
TBUE Ha P-KJIeTKH (TIIOKO30TOKCHMYHOCTh). MHCynIuMHOTEepamus B TeYEHHE
HECKOJbKUX TMpEeAIIecTBOBABIINX OHE# Ha pe3yabTaThl TecTa HUKAK HE
MOBIUSIET.

OCHOBHOII LeNbio NedyeHus nwboro Tuna CJ/l aBasieTcst mpeAoTBpalieHUE
€ro MO3JHUX OCJIOXHEHUN, KOTOPOE MOXET OBITh IOCTUTHYTO Ha GOHE ero
CcTaOUJNIbHOW KOMIleHcauuei mo pany mapameTpoB (ta6u. 7.3). OCHOBHBIM
KpUTepHeM KauecTBa KOMIIEHCAlUU yriaeBogHoro oomena npu CJl aBaser-
Ccsl YPOBEHb TJIMKHUPOBAaHHOTO (TFIMKO3UJIMpOBaHHOTOo) remorio6una (HbAlc).
[Mocnenuuit mpencraBiasieT cob0it TeMOrJT06UH, HEKOBAaJEHTHO CBSI3aHHBI il
C TTI0KO30#. B opuUTpOUMTH TIHOKO3a MOCTYyMaeT HE3aBUCHUMO OT MHCYJIH-
Ha, M MIMKO3UJIMPOBAHME IFeMOTIO0MHA SIBIsSIeTCS HEOOpaTUMBIM Hpolec-
COM, a ero CTelNeHb NPSAMO NPOMNOPLUOHANbHA KOHLUEHTPALUU TJIIOKO3HI,
C KOTOPOW OH KOHTAaKTUPOBAJ Ha NpoTsikeHuu 120 gHelk cBOEro CymecTBO-
BaHus. HeGonbmast yacTh TeMOTrJ00KMHA TIMKO3UIUPYETCS U B HOpME; MPH
CJl oHa MOXeT ObBITh 3HAUYUTEJNbHO MOBBIIIEHAa. YpoBeHb HbAlc, B oTauuue
OT YPOBHS TJIIOKO3bl, KOTOPHIH MOCTOSAHHO MEHSIETCsI, UHTETPaJlbHO OTpa-
XaeT TTUKEMUIO Ha MPOTSIXEHUM mociaeaHux 3—4 mecsaueB. UMeHHO C Ta-
KUM MHTEPBaJOM U peKoOMeHAyeTcs ompeaeieHue ypoBHss HbAlc ¢ uenbio
oueHku komneHncauuu CJI.

XpoHuyeckass THUNEPrAUKEMUsS SIBASIETCS HaJieKO He EeAMHCTBEHHBIM
dbaxkTOopoM pucKa pa3BUTUS U MPOTPECCUPOBAHUSA MO3AHUX OCITOXHEHHUI
CO. BcBsg3u ¢ a3tum oueHka kKomneHcauuu CJI 6asupyeTcsas Ha KOMIIJIEKCe
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1aGopaTOpHBIX U MHCTPYMEHTAJbHBIX METONOB ucciaenoBaHus (taba. 7.3).
[Tomumo moka3areneil, XxapakKTepU3yIOIINX COCTOSIHNUE YTJIEBOIHOTO obOMe-
Ha, HauboJjee BaXHOe 3HAYEHHE UMEIOT yPOBEHb apTepPUaJbHOTO AaBJEHMU S

U JWTUAIHB A CIIEKTPp KpPOBHU.

Ta6a. 7.3. Kputepuun KoMIneHcaluu caxapHoro auabera

IToka3areanb 3HayeHUe

HbAlc <7%

YpoBeHb INIMKEMUU LEJIbHON KAaNUIASIPHOUW KPOBU
5,0—7,2 MmMoOJIB /T
HaToLlaK

YpoBeHb IMTUKEMUHM LEAbHOM KaNmUJIASIPHONW KPOBU
p p p < 1 0 MmmoIB/0

yepe3 2 yaca mocje Hayala eIbl

Cucroinyeckoe apTepuaibHOe JaBJIeHUE < 130 MMHg
Junactonuueckoe apTepuajbHOe daBJIeHUE < 80 MMHg

YpOBEeHDb IUMONPOTEUHOB HU3KOU MIOTHOCTU < 2,6 MMOJIB/TT
YpoBeHb TPUTIMUIEPUIOB < 1,7 Mmmoab/n
YpoBeHb NTUMONPOTENHOB BBICOKOM IMIOTHOCTH > 1,1 MmMonb/n

[ToMuMO mpHUBEeAEHHBIX KPUTEPUEB KOMIEHCALUMU, MNPU MJIAHUPOBAHUU
ueneit neyeHus CJ HeoOXOoAMM UHIUBUAYaJlbHBU moaxoa. BeposaTHocTb
pa3BUTUS U NMpPOrpeccupoBaHUs MNO3AHUX ociaoxHeHuid CJ (ocobGeHHO
MUKPOAaHTHMONAaTUM) BO3pacTaeT C yBEJIMUYEHMUEM AJUTEJIbHOCTH 3aboie-
BaHuUs. TakuMm oO6pa3oM, ecCaMu y aeTeil U MOJOABIX MAaMEHTOB, CTax Aua-
6eTa KOTOPBIX B JalbHeWIIeM MOXET NOCTUTHYTh HECKOJIbKHMX HECSITKOB
JNeT, HeoOXOOMMO NOOMBAThCSA OMNTHUMAJbHBIX NMOKa3aTeleil TTUKEMUU, TO
y nmauuMeHToB, y Kotopbix CII MaHudecTUpoBajl B NOXUIOM U CTAPYECKOM
BO3pacTe, XecTKasl dyriukeMUyeckass KOMMNEeHCalusi, 3HAYUTEJIbHO IMOBBI-

mamumada pUCK THIIOTJIMUKEMUU, HE BCEriaa uenecooGpa3Ha.

7.4. TIPENAPATbI MHCYJIMHA
N MHCYJIMHOTEPAMNA

[IpemapaThl MHCYJIMHA XU3HEHHO HeoOXonuMbl manuerHram ¢ CJI-1; kpome
Toro, ux noiaydaetr 10 40 % mauuventoB ¢ CA-2. K oG uM moKasaHusaM IJas
HasHayeHus1 mHcyauHorepanuu npu CJl, MHOTrMe U3 KOTOPBIX PaKTHUYECKU

MmepeKpb BAIOTCS OOHO NPYTUM, OTHOCSTCS:
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CaxapHblii ntuaber 1 Tuna

[TankpeaTdaKTOMMUS

Ketoauugoruvyeckas u TUIIEPOCMOJIApHasdA KoMa

AW N -

I[Ipu caxapHoM nuabete 2 Tuma:

— SsBHBIE MPpU3HAKU AedpUIMTAa UHCYIMHA, TaKUe KaK MPOTrpeccupylo-
IHIEeCHUXEHNE MacChl TeJa U KETO3, BbIpaXeHHas TUNepriuKeMus;

— OoJblIMEe XUPYPTrUYECKHUE BMEIlIaTeNbCTBA;

— OCTpble MAKPOBACKYJSIPHBIE OCIOXHEHUS (MHCYIbT, UHGAPKT MHUO-
Kapna, raHTpeHa M Mp.) U TSIXeJble MHPEeKIMOHHBIEe 3abo0eBaHUA,
CONMpOBOXJamwUIMECsd A€KOMINEHCAallMeil yraieBoaHOTro oOMeHa;

— YpOBEHb IIMKEeMUM HaTolmak Gosee 15—18 Mmouan/i;

— OTCYTCTBME CTOMKOW KOMMOEHCAallMU, HECMOTpPSI Ha Ha3HaAaYEeHUE MaK-
CUMAaJbHBIX CYTOYHBIX O03 pa3JUYHBIX TabOJeTUPOBAHHBIX caxa-
POCHUXAWUIUX Npenaparos;

— TNO3JHHWE CTAaaAuM MO3AHUX OochoxHeHuin CJ (Taxenass MoJUHEHNpoO-

naTus U pETUHOMATUS, XPOHUYECKAS MOUYeuyHass HEAOCTATOUHOCTD).

5. HeBO3MOXHOCTbh AO0OUTHCSI KOMNeHcanuu recrtraiiuonnoro CJI ¢ mo-

MOIIbK OUECTOTEpAININMU.

Ilo npoMCXOXKAEHHI TMpernmapaTbhl MHCYJIMHA MOTYT OBITH Kiaaccuduuu-
pOBaHBl Ha TPU TPYIMIHL:
XUBOTHBIE MHCYJIUHB (CBUHBIE);
YeJOBEYECKMEe HUHCYJIUHB (MONYCHUHTETUYECKHME, TEHHO-MHXEHEp-
HbIE);

AHAJTOTH MHCYJIUHOB (JIM3MpPO, acmapT, FIapTuH, JeTEMUp).

[Iporpecc TexHONOTUN TNMPOU3BOACTBA YEJOBEYECKUX MHCYJIUHOB NpU-
BeJ K TOMY, YTO MCIMOJb30BaHUE CBHHBIX MHCYJUHOB (OTJIMYAETCS OT YeJO-
BEUYeCKOro OJHOW aMUHOKHUCIOTOI) B MOCJeNHee BpeMs CYLU[ECTBEHHO
cokpaTtugoch. CBMHOW MHCYJIMH MOXET OBITh MCHOJb30BaH M NPOU3-
BOJICTBA YEJIOBEUYECKOTO MHCYJIMHA MOJYCHHTETHYECKMM METOAOM, KOTODHI i1
nojapa3yMeBaeT 3aMEHY ONHOKW OTIMYaOIEedCcs aMUHOKUCIOTH B €ro mMoJje-
kyne. HawubGonee BBICOKMM KadyeCTBOM OTJIUYAIOTCS TeHHO-HHKEeHEePHbIE
yeJOBEYECKME MHCYJIMHBI. JIJsT MX MOJyYeHUs] yyacTOK reHomMa yejloBeka,
OTBETCTBEHHBI! 3a CUHTE3 MHCYJMHA, aCCOUMUUDPYIOT ¢ TeHOMOM E.coli unu
OIPOXXKXEBOW KYyJAbTYpbl, B pe3yabTaTe 4Yero MocAeAHME HAYMHAIOT MPOLY-
HUPOBAaTh YeJOBeueCKUU MHCYyInH. Co3naHUeEe aHAJOrOB HMHCYJHHA TIpU
MOMOIIM TMEepPEecCTaHOBOK pPa3JMYHBIX aMHUHOKHUCJIOT IMpeciaenoBajo Ielb
MOJyYeHUs] TpenapaToB C 3aJaHHOW W Haubosee OIArompusATHOU ddap-

MaKOKMHEeTUKO#. Tak, MHCYJUH ausnpo (Xymajor) sSBJISETCS aHaJOrom
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WHCYJMHA YIBTPAaKOPOTKOTO NeUCTBUS, MPH 3TOM €T0 caXapOCHMUXAIO UK
3(pdbekT pazBuUBaeTCcd yxe cnycTd |5 MUHYT mocjiie MHBbEKUUU. AHajlor
WHcynuHa rtinaprud (JlaHTyc), HampoTHB, XapaKTepU3YeTCS AJUTEIbHBIM
neiCTBUEM, KOTOpOE€ IPOMOJNXKAaeTcsd Ha MPOTIAXKEHHU CYTOK, IPU OBTOM
0COOEHHOCTHI0O KMHETHMKM TIpemapaTa SBJISETCSI OTCYTCTBHME BBIpaXkeH-
HBIX NMUKOB KOHUEHTPALMUHU B IJa3Me. BONbIIMHCTBO HMCHOJAb3YOIIUXCS
B HacToOsIIee BpeMsI MpenapaToB MHCYJMHA U €ro aHaJlOTOB BHIMYCKAlOTCS
B KoHunenTpauuu 100 En/mMn. Mo aaMTelbHOCTH AeMCTBMA MHCYJUHBI MOMI-
pa3nensiloTcs Ha 4 OCHOBHBIe rpymnmnbl (taba. 7.4):

Ta6n. 7.4. ®apMakoKUHETHKA IpenapaToB U aHAJIOTOB MHCYJIMHA

IIponomxku-
Hauano ITuk
Wncyann IIpenapar N N TEJIbHOCTh
neidcTBUA | JeicTBHA, Y -
elcTBHUA, 4
JIuzllpo
- (Xymaior)
yanpaK?pOT 15 MuH 0,5-2 4 3-4 4
KOTO IEeHCTBUS Acmaprt
(HoBopanun)
AKTpanumg
HM
KOUPOTKOFO Xymynua R 30 MuH 1-3 4 6-8u
MeMCTBUS
NHcymaH
Panun
IIpoTadan
HM 1,549 4-12y4 24 4
CpenmHeii mpo-
JOJNXUTENbHOCTH Xymynuu lu 2-8 4 18-20 u
. NPH
IeficTBUA
Mucyman 14 3-4 4 11 -204
bazan
F;aprnﬂ lg 24 g
I NUTETBHOTO (JTantyc)
NeHWCTBUS
Aeremup 3-4 4 24 g
(Jlesemup)

1. YIbTpakopoTKOro aeicTBUs (JU3NMPO, acmapr).

2. KopoTkoro geiicTBus (MPpOCTON YeTOBEYECKUN MHCYJIUH).

3.CpenHeil MPONONXKUTEIbHOCTHU AeWCTBUSA (MHCYJIMHB Ha HEWTpalib-
HOM TnpoTaMuHe XaremopHa).
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4. AnuTeNbHOTO AeUCTBUS (TJIapruH, OETEMUP).

5. CMecu WHCYJIWHOB pa3JIMYHOU TPOAOJNXUTEIBHOCTU HAEUCTBUS
(HoBoMukc-30, Xymynuu-M3, Xymanor-Mukc-25).

IIpemapaTsl yJAbTPAaKOPOTKOro aeicTBus [nu3npo (Xymangor), acmnapr
(HoBopanun)] sBAsiloTcd aHajloraMu UWHcyiaumHa. MX nmpeuMmymecTBamMu
SIBASIOTCS OBICTpOE pa3BUTHE caXxapocHUXalwmero adpdexra mociae UHB-
eKuuu (yepe3d 15 MUHYT), YTO MO3BOJSAET A€JaTh MHBEKILUIO HEMOCPEAC-
TBEHHO Tepen eNoil MAM naxe cpa3y Mmocje enbl, a TakXe KOpPOTKas Mpo-
OOJNXUTENbHOCTh NEUCTBUS (MeHee 3 4acoB), YTO CHMUXKAET PUCK Pa3BUTHUS
runorniukemMuun. [lpemapaTsl KOPOTKOro aeidcTBus (MPOCTON HMHCYJIUH,
WHCYIUH-PETYIsIp) MPencTaBIAsSIOT cO6G0W pacTBOp, ComepXam Uil MHCYJIUH
B KoHueHtpauuu 100 Ex/mn. MHBeKUuUsT mMpoCTOTO MHCYJIMHA AejaeTcs
3a 30 MUHYT OO €ABl; NJMTEIbHOCTh NEWUCTBUSA COCTaBIseT mopsnka 4-6
yacoB. [IpemapaTbl yJIbTpaKOpPOTKOTO M KOPOTKOTO NEWCTBUS MOTYT BBO-
OIUTHCSI MOMAKOXHO, BHYTPMMBIIIEYHO U BHYTPUBEHHO.

Cpenu mpemapaToOB CpeJdHell MPOJAOJKHUTEIbHOCTH NeMCTBUA Yallle BCETO
MCMOJB3YIOTCS MpenapaThl Ha HeliTpadlbHOM npotaMuHeXarenopHa (H I1X).
HITX mpenctaBiaser coboii 6eJloK, KOTOpPBIi HEKOBaJeHTHO aacopoupyer
WHCYJIWH, 3aMeJJIssl eT0 BCAaChiBAHUE U3 MOAKOXHOTO Aemno. DpdekTuBHas
MPOOOJXUTENbHOCTh HOelcTBUS MHcyaiuHoB HIIX o00bYHO cocTaBiseT
0KOJO 12 YyacoB; OHU BBOAATCSA TOJAbKO mMoakoxHo. Mucyaun HIIX npen-
CcTaBJsIeT COOOW CYCMeH3MIO, B CBSA3M C YeM B OTJIMYUE OT MPOCTOTO HMHCY-
NTMHa BO (JIaKOHEe OH MYTHBI, a MPU AJUTEIbHOU CTOSHUUM obOpasyeTrcs
B3BeCh, KOTOPYIO HEOOXOOMMO TIIATEJbHO MepeMelraTh MepeJd MHbEKIUEH.
Mucynuub HITX B oTaiuMume OT APYrux npemnapaToB MPOJOHTUPOBAHHO-
ro NEeWCTBUS MOXHO BJIIOOBIX COOTHOIIEHUSIX CMEIIMBATh C MHCYJIMHOM
KOPOTKOTO ONEeMCTBUS (MPOCTHIM MHCYJIUHOM), MPU 3TOM GapMakKOKUHETH -
Ka KOMIIOHEHTOB CMeCHU He UM3MeHUTcsd, nockoabky HITX He Oyner cBsA3bI-
BaTh JOTMOJHUTEJIbHBIC KOJUYECTBA MPOCTOro mHcyauHua (puc. 7.5). Kpome
TOTO, MPOTAMUH MCIONb3yeTCs IJSI MPUTOTOBIEHUS CTAHIAPTHBIX CMecei
aHanoroB mHcyauHa (HoBomukc-30, Xymanor-Mukc-25).

Cpeau mpemapaToB [AJUTEJNBHOTO JAEUCTBUS B HAcTOsIIee BpeMs
aKTUBHO HMCIOJB3YIOT aHAaJOTW MHCYJIWHa raaprud (JIaHTyc) U aeTeMHp
(Jlesemup). brnaronpusiTHass 0COOEHHOCTh GapMaKOKMHETUKHNU 3TUX TIpe-
nmapaToB 3akKJlo4yaeTcsl B TOM, 4YTO B OTJAMYMUEe OT MHcyauHoB HIIX oHm
obecmeyuBalOT 0ojiee paBHOMEpPHOE M HJIUTEJIbHOE NOCTYyNJeHUE Tmpemna-
paTa M3 MOJAKOXHOTO Hemo. B CBA3W ¢ 3TUM TrJIapruH MOXET Ha3HayaThbcCs
BCEro ONWH pa3 BAEHb, NMPU OTOM MPAKTUUYECKU HE3aBUCHUMO OT BPEMEHHU
CYTOK.
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HHCYAHH KOPOTKOTO AEACTBHA
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I

HAncynun HITX
0 2 4 10 12 14 16 t8 20 22 24

JREEN [] ”'l

KoHUeHTpaUHH HHCYIHHA

+ Huneknnn

Cwmecs 40 % mucyIMRA KOPOTKOTO TedcTRHA H 60 % wucyanna HITX

20 22 24

Cwmecs 20 % nHeynnua kopoTkoro aeictoia W 80 % uncyana HIIX
2 4 & 8 10 12 14 16 18 20 22 24

KOHLEHTPALHHA MHCYNIHHA

Bpema, yack

Puc. 7.5. ®apMakoKOKMHETUKA Pa3IMYHBIX IpeMapaToB HHCYJINHA:
a) MOHOKOMIIOHEHTHBIX; 0) CTAaHIAPTHBIX CMeCceid MHCYJTUHOB

[ToMMMO MOHOKOMIIOHEHTHBIX NMpemapaToB UHCYJIUHA, B KIMHUIECKOU
npakTukKe MHUPOKO MCHONb3YIOTCS cTaHAapTHbie cMmecu. Kak mpaBuio,
pedb UIET O CMeCSIX KOPOTKOTO MU YJIbTPAaKOPOTKOTO MHCYJIMHA C MHCY-
JUHOM CpeiHel MNpOAOJNXMUTEINbHOCTU AelcTBUsi. Hampumep, mnpemapar
«XyMynuH-M3» conepXuT B ofHOM dbiakoHe 30 % nmpoctoro uHcyiuda u 70
% uncynuuna HIIX; mpemapat «HoBomukc-30» comepxut 30 % uHcyIuHa
acmapt u 70 % XpuUCTalauYeCKOW MPOTAMUHOBOW CYCHEH3UM HHCYJIHMHA
acmapr; npemapaT «XyMmanor-Mukc-25» coamepXut 25 % WHCYyIWHaA JU3IPO

75 % NMPpOTaAaMUHOBOW CyCNMeH3WM HMHCYJIWHA au3npo. [IpeumMymecTBoM
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CTAHAAPTHBIX CMECEl MHCYJIMHOB SIBJASIETCSH 3aMeHa IBYX MHbEKUUNH OAHOM
1 HECKOJbKO OoJiblIasg TOYHOCTh AO3UPOBKU KOMIIOHEHTOB CMECHU; HeIO-
CTaTKOM — HEBO3MOXHOCTb MHAUBUAYAJbHOTO AO3MPOBAHUSA OTIEIbHBIX
KOMIMOHEHTOB CMecCHU. DTO ompeaessieT NMPEeANOYTUTEIbHOCTbh MCIOJb30-
BaHUS CTAaHAAPTHBIX cMeceid MHCYJIUHOB Ansgd Tepanuu CH-2 uiaum npu Tak
Ha3bplBaeMOW TPAAMUMOHHON HWHCYJUHOTepanuu (Ha3HadyeHUe GUKcUpPO-
BAaHHBIX A03 MHCYJUHOB), TOTJAa KaK AJIS MHTEHCHUBHONH HHCYJIMHOTEpaANUHU
(ruO6Kuit monbop A03b B 3aBUCUMOCTHM OT MoKa3aTeJeill TIUMKEMUU U KOJU-
yecTBa YrJEBOJOB B MUILE) MPEANOUYTUTENbHEES UCMOJIb30BAHUE MOHOKOM-
MOHEHTHBIX NMpernapaTos.

3anoroM ycmemHOW HMHCYJIMHOTEpamuu SBAsSETCS YeTKoe cobJaioae-
HUE TeXHHMKH HHbeKnuid. CylniecTByeT HECKOJbKO CIOCOOOB BBEAECHUS
nHcynuHa. HaumbGonee MpocTOW UM MpPU 3TOM HALEXHBIU METON WHBEK-
AU TpPHU MOMOIIM HUHCYJIMHOBOTO mmpuna. bosnee ymoOHBIM cmocobGom
BBEOECHUSI MHCYIMHA SABISIIOTCS HMHBEKIMU TPU TNOMOUIM MMNPHI-PYIKH,
KoTopasi mpencTaBiasieT co60il KOMOMHUPOBAHHOE yCTPOUCTBO, CONEpXKa-
mee pe3epByap ¢ UHCYIUHOM (KapTpUAX), CUCTEMY JO3UPOBAHUS U UTIY
C UHXEKTOPOM.

OAng nmopaepxuBaoueil Tepanuu (Korga peyb HE HUIET O BbHIPaXEHHOU
nekomneHcauuu CJ MIM 0 KPUTUUYECKUX COCTOSHUAX) UHCYJIUH BBOAUTCS
MOAKOXHO. MHBEKUMM HUHCYJIMHA KOPOTKOTO HAEMCTBUS PEKOMEHAYETCH
nenarb B MOJKOXHYIO XMPOBYIO KJETYaTKy XMBOTa, MHCYJIMHA TPOJIOH-
TUPOBAHHOTO JeMCcTBUSA B KJIeTYaTKy Oeapa uium mieda (puc. 7.6 a).
MHbekuuu penaroTcsd TIAYOOKO B MOAKOXHYI KJETUaTKy 4Yepe3 IUPOKO
CXaTylo KOoXy mona yrioM B 45° (puc. 7.6 6). [TauueHTy HEOOXOAUMO PEKO-
MEHAOBAaTh €XEIHEBHYI CMEHY MeCcT BBEIE€HMUS HUHCYJIMHA B mpeneiax
ONHON 00JacTW B LEJSAX NMpeAynpexXAeHUsS pPa3BUTUSA JUTTOAUCTPODUI.

K ¢dakropam, BAMAKIIKAM HAa CKOPOCTb a0COPOUMHM HMHCYJMHA U3 TIOJI-
KOXHOTO Jemo, clelyeT OTHECTH 03y MHCYIuUHa (yBelMUYEHUE NO3Bl yBe-
JIMYUBAET MPOAOJXKUTEIbHOCThL abcopObIMUU), MeCcTO MHbeKUUU (abcopb-
uus OvicTpee U3 KIEeTYATKM XHUBOTA), TeMmMIlepaTypa OKpyXawmueil cpeab
(corpeBaHUe U MaccaX MecTa MHBEKI MU ycKopsieT abcopObuuio).

Bbonee CT10XHBIM METONOM BBEAEHUS, KOTOPBIH, TEM HE MEHeEe, y MHO-
TMX TMaUUMEeHTOB TMO3BOJSAET NOCTUTHYTh XOPOIWIMX PpPe3yJbTaTOB Jieue-
HUS, SdBJSETCHS MCMNOJb30BaHME A03aTOPAa HHCYJMHA, UJIU CUCTEMBl OIS
HENpPEepPHIBHOTO MOAKOXHOTO BBEeIEHUS MHCylIMHa. Jlo3aTop nmpencTaBiasieT
cob0oil mMoOpTaTUBHBIU TNpPUOOpP, COCTOSIMIMU U3 KOMNOblOTEepa, KOTOPHIH
3aae€T PEeXMM IMonayu MHCYJIMHA, a TakKXe CUCTEeMbl MoJAayud HHCYJIUHA,
OCylIeCTBASIOIENHCS MO KaTeTepy M MUHMATIOPHON HUTJIEe B MOAKOXHYIO
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WTJIBl MHCYJTWHOBOTO MIPUIIA TPU UHBEKIIUU

XKUPOBYIO KiaeTyaTkKy. [lpu moOMOIIM [n03aTopa OCYUIECTBIsSETCS Hempe-
pBHIBHOE 0a3albHOE BBEACHHEC MHCYIMHA KOPOTKOTO MM YIbTPAKOPOTKOTO
neiictBusa (ckopocth mopsaka 0,5—1 En/dac), anmepel MpUeMOM MNUIIU
B 3aBUCHMMOCTU OT COAEpPXaHUs B Hell yrieBOAOB U YPOBHS TIUKEMUU
MalMeHT BBOAUT HEOOXOONUMYK OOJTICHYI [0O03y TOT0O Xe HHCYJIHHA
KOPOTKOTO AedcTBUS. [IpeMMymecTBOM HMHCYJIMHOTEpPANMUU C MOMOII[bIO
no3aTtopa SIBASIETCS BBEJAEHHE OJAHOTO TOJbKO MHCYIMHA KOPOTKOTO (UM
naxe yJIbTPaKOPOTKOTO) AeiicTBUsI, YTO caMo Mo cebe HeCKOIbKO Ooiee
bu3U0NOTMYHO, MOCKOJABKY a6COPOI U MPOJOHTMPOBAHHBIX MpPENapaTtoBn
MHCYJMHA MOABepraetrcs GONbIM UM KOJeOGaHUSIM; B CBSI3U C 3TUM Hempe-
pBHIBHOEC BBeJeHUE HMHCYJIMHA KOPOTKOTO JAeiiCTBUS oOKa3biBaeTcs Ooiee
ymnpaBasieMbiM mpoueccoMmM. HemocTaTKoM MHCYJIMHOTEpPANMUM NPU TOMO-
K1 103aTOpa SIBJSIETCS HEOOXOOAUMOCTh MOCTOSSHHOTO HOLIEHUST mpubopa,
a TakXe AJUTENbHOE HaXOXIEeHUE HUHBEKUMOHHOW HUTIAB B MOAKOXHOU
KJaeT4yaTKe, TpeOylollee NEPUOAMYECKOTO KOHTPOJS 3a MPOILECCOM Mogadu
uHcynuHa. WHcyauHoOTepanmuss MpM NOMOINM A03aTopa B MEpBYIO oue-
peab mokazana mauueHtam ¢ CJ/I-1, KoTopbsle TOTOBBl OBJAaAETh TEXHUKO it
ee BemeHus. OcoOGeHHO B 3TOM MJaHe cleqyeT obpamaTth BHUMaHHUE Ha
MalUeHTOB C BBIpPaXEeHHBIM (GEHOMEHOM «yTpEeHHei 3apu», a TakKxe Ha
OEpeMEHHBIX M MIAHUPYIWIIUX OepeMeHHOCTh NauuueHTOK ¢ CA-1 u maum-
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€HTOB C HEYyNMOPSAAOYEHHBIM 00pa3oM XU3HU (BO3MOXHOCTH OoJjiee TUOKO-
ro pexumMa MUTAHUS).

7.5. CAXAPHbII AVABET 1 TUMA

CI-1 — opraHocneuuduyeckoe ayTOMMMYyHHOe 3ab0oeBaHue, MPpUBOAsLIEE
KIOIECTPYKUMU HUHCYJIMHNPOAYLUUPYIOIMIUX pP-KIeTOK ocTpoBKoB [12KXK,
nposiBiasionmieecss abCcoNOTHBIM AedUIUTOM HUHCYIMHa. B psage ciaydaes
y maiuueHToB ¢ SBHBIM CJI-1 OTCYTCTBYIOT MapKepbl ayTOMMMYHHOTO IMopa-
xXeHus P-knertok (mgumomaruueckuit CH-1).

DTHONOTHA

C-1 gaBasercsds 3abojeBaHUEM C HACJAEACTBEHHOW MNpeaApacrnoJioOXEeHHOC-
ThIO, HO €€ BKJaJ B pa3BuUTUEe 3a0o0JieBaHUS HEBeJUK (OMpenesiseT ero pas-
BUTUE NPpUMEPHO Ha ¥Y3)- KOHKOPAAHTHOCTbY OOMHOSIMILIEBBIX OJU3HEL OB O
CI-1 cocraBasiet Bcero 36 %. BepositHocTh pazButust CJA-1 y pebeHka npu
6onbHOW MaTepu cocrtaBasietr 1—2 %, otrue — 3-6 %, Gpare uiau cecTpe —
6 %. OgHU UMIUM HECKOJNbKO TYMOpaJlbHBIX MapKepoB ayTOMMMYHHOTO
MopaxeHUsT pP-KIETOK, K KOTOPBIM OTHOCSATCSI aHTHUTeJNa K OCTPOBKaM
MXX, auturtena x rnyramat-gekap6okcumnase (GADO65) u anTurena K Tu-
posun-dpocharaze (IA-2 u [A-2P), o6HapyxuBawTcs y 85-90 % mnauumeH-
toB. TeM He MeHee OCHOBHOE 3HaUYeHHE B IECTPYKLUUU pP-KIETOK MPUAA-
eTcs dakTopaM KJeTouyHOoro ummyHurterta. CIA-1 accouumupoBaH ¢ TaKUMHU
ranadotunamu HLA, kak DQA u DQB, npu 31tom oaHu aninenu HLA-DR/DQ
MOTYT OBITH Mpegpacnofaralol[MMU K pa3BUTUIO 3ab0o0eBaHUsI, TOrAa Kak
npyrue — nporekTUuBHbBIMU. C moBbllieHHONW vactoToii CJI-1 coueraeTcs
CAPDYTMMU AaYyTOMMMYHHBIMU B3HIOKPUHHBIMU (AyTOMMMYHHBIU THUPEOU-
OUT, 0OJNe3Hb AQNMCOHA) M HEOHAOKPUHHBIMU 3a00JEBAHUSIMU, TAKUMHU
KakK ajomneuus, BUTUIUTo, 6one3Hb KpoHa, peBmMaruyeckue 3abojieBaHUSA
(tabxa. 7.5).

ITaTorenes

CI-1 mMaHudecTupyeT NpU pas3pylieHUU AaYTOMMMYHHBIM IpouLec-
com 80—90 % p-xnetok. CKOpPOCTh U MHTEHCUBHOCTHh ITOTO Ipollecca
MOXET CYU[eCTBEHHO BapbupoBaTh. Haubosnee yacto Mpu THOUIYHOM
TEeYeHUM 3a00JIeBaAaHUS Yy NeTeil M MOJOABIX JIOAEH 3TOT mpouecc Mpo-
TeKaeT NJOCTATOYHO OBICTPO C mocieaywineid 6ypHoil MaHudecrauumei
3a001eBaHUS, MPU KOTOPOW OT MOSIBACHUS MEPBBIX KIMHUUYECKHUX CUM-
NTOMOB A0 pa3BUTHUS KeToaluAo3a (BMNJIOTb A0 KeTOALMIOTUYECKON
KOMBI) MOXET MPONTHU BCETro HECKOJbKO HEAENb.
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DTHoorus

T-kJaeTouHass ayTOMMMYyHHAass AECTPYKIIUS
P-knetok octpoBkoB I[2K2XK. ¥V 90 % nmaumeHTOB
onpenensiercs reHotun HLA-DR3 u/unn
HLA-DR4, a Takxke aHTHTeNa K OCTPOBKaM
[MXX, k raryramar-gekapbokcunasze (GADG63S)
u Tupo3uH-docdaraze (IA-2 u [A-2P).

[TaTtorenes

AOCONIOTHBIN NeUUUT MHCYIUMHA OOYCIOBIM-
BaeT TUIMEPTIMKEMUIO, MHTEHCUDUKALIMIO JTUJTO -
Jnu3a, MPOTEeOoJan3a U MPOAYKIIUN KETOHOBBIX TEJ.
CrencTBueM 3TOTO SBJIsAETCS 00€3BOXMBAaHUE,
KETOAUUA03 U 3JEKTPOJUTHBIE pacCTpoicTBa.

DNUIEeMUOIOTUS

1,5-2 % ot Bcex cnyuaeB C/I. PacmpocTtpaHeH-
HocTb BapbupyeT oT 0,2 % monynsiuuu B EBporme
1o 0,02 % B Adbpuke. 3a6oneBaeMOCTh MaKCH-
MajbHa B @uunsguaauu (30—35 cayvaeB Ha

100 000 B rox), MuHUManbHa B AnoHuu, Kurae
u Kopee (0,5—2,0 cnyvasi). Bo3pacTHoit MUK —
10—13 ner; B GOJBIIMHCTBE ClydyaeB MaHUDECTH-
pyert a0 40 nert.

OCHOBHBbIE KJIMHUYEC-
KUE€ MpOABICHUA

B munuuneix caywasx y nereit 1 MOJOIbIX MaHU-
dbecTtHOe pa3BuTHe 3ab0JNeBaHUE B TEYECHUE
HECKOJbKMX MECSLEeB: MOJUAUTICUS, MTOTUYPUS,
noxyneHue, obmasi ¥ MbllIe4YHass ci1aboCcTh, 3amax
alleToHa W30 pTa, Mporpeccupylolnee HapyluleHUe
CO3HaHUS. B OTHOCUTETBHO peAKUX ciaydasx
paszButus CI-1 crapume 40 net 6oyiee cTepras
KIVMHMYECKasl KapTUHA C pa3BUTUEM MPHU3HAKOB
abconoTHOrO AehUUTAa MHCYIUHA HA TPOTS-
KEHUM HECKOJbKUX JIeT (JIATEHTHBI ayTOMM-
MYHHBIY nuadeT B3pocabix). [Ipu HeageKBaTHOM
KOMIEHCAllMK CIYCTSI HECKOJbKO JIeT HAYUHAIOT
pa3BUBAThCS MO3IHME OCIOXHeHUs (Hedbpoma-
TUSI, peTUHONATHS, HEpOMaTus, CHHIPOM ua-
0eTHMYEeCKOU CTOTBI, MAKPOAHTHOMATHUS).

JquarHocTuka

Tunepraukemus (Kaxk MpaBUJIO, BbIpaXeHHas),
KEeTOHYpHS, sipKass MaHudecTanus B MOJOJIOM
BO3pacTe; HU3KUI ypoBeHb C-menTuma, 4acTo —
MeTaboJMYEeCKU alunos3
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Ilpoodoaxcenue maéa. 7.5

NuddepeHumnanbHas Hpyrue tunsl CJI, 3aboneBaHusi, npoTeKalolimne
IMAaTHOCTUKA C BBIPaXEHHOW MOTepeil MacChl Teja.

NHcynuHoTepanus (ONTUMalbHO — MHTEHCHUB-
HBIIi BapUAHT ¢ MOA0OPOM N03bl MHCYJIMHA B 3a-
BUCUMOCTH OT YPOBHSI TJIMKEMUU, COAEPXKAHUS
YIJIEBOAOB B MUIlle U GU3MUYECKUX HATPY30K).

Jleuenue

[Mpu OTCYTCTBUM MHCYJIMHOTEpANUU — CMEPTh
OT KeTOalMAOTUYECKO# KoMmbl. [Ipu HeanekBar-
HOIl MHCYJIMHOTEpanuu (XpoHUYECKas IEKOM-
I[MIporHo3s MeHcalus) onpeeasieTcss NporpeccupoBaHueM
MO3JHUX OCJIOXHEHUI, B MEPBYIO oUuepeab MUK-
poaHruonaTuu (Hedponatus, peTUHONATHUS)

1 HellponaTUM (CUHAPOM AMAaOETUUYECKON CTOIMDI).

B npyrux, 3HauuTenbHO OGosiee peAKMX CcJHydyasix, KakK TMpaBuUIO,
y B3pocabx ctapumie 40 ner, 3a0ojeBaHMEe MOXET NMPOTEKATh JATEHTHO
(MaTeHTHBIW ayTOMMMYHHBIH aumaber B3pociabix — LADA), npu 3ToMm
B aebloTe 3aboneBaHMS TaKMM NallMEHTaAaM HepegKO ycCTaHaBJIMBaeTCH
nuarHo3 CJ-2, u Ha MPOTIAXKEHUU HECKOJbKUX JeT KoMmMmneHcauuss CJ
MOXET IOCTHTraThCsi Ha3HaYeHUEM NpenapaToB CYJIb(GPOHMIMOUYEBHUHBI.
Ho BpanbHeiimeM, oObIYHO cnycTsd 3 rojaa, NOSBASIOTCS NPpU3HAKMU
abconwTHOro aeduuUUTa UHCYJIMHaA (MOXyleHUE, KETOHYpUS, Bbipa-
KEeHHas TUMEPrIMKeMHUsi, HECMOTPS Ha NpueM TaGIeTUPOBAHHBIX caxa-
POCHUXaOWUX MpenapaTtoB).

B ocHoBe martoreHeza CJI-1, Kak yKa3blBalocChb, JIEXXUT abCOJIOTHBII
nebuuuT MHcyiuHa. HeBO3MOXHOCTh NOCTYMJEHHUS TJIOKO3bl B MHCY-
JUH3aBUCUMBble TKAHU (KMPOBasi U MbILIEYHAasi) NPUBOIUT K SHEPreTuyec-
KOl HEeZOCTAaTOYHOCTH B pe3yjibTaTe 4Yero MHTEHcUDUUUpPYETCS JUMOTU3
U MPOTEOJNMU3, C KOTOPBIMU CBsi3aHa MmoTepsi Macchl Tena. [loBbilmieHUe
YPOBHS TIMKEMHUU BBI3BIBAET TUIMEPOCMOJSIPHOCTb, YTO COMPOBOXIAETCS
OCMOTHMYECKUM ITUYPE30M M BbIpaXeHHBIM 06e3BOXUBaHUEM. B ycinoBusx
neduMTa MHCYJIMHA UM SHEPreTUUYECKOW HEIOCTATOYHOCTU PacCTOPMaXHu-
BaeTCsl MPOAYKLMS KOHTPUHCYJISIPHBIX TOPMOHOB (TJIOKaroH, KOPTHU30J,
FTOPMOH pocTa), KOTopasi, HECMOTpsI Ha HapacTaloUYyl TIUKeMHUIO, o0yc-
JIOBJIMBAaET CTUMYJISILUMI TIIOKOHEOreHe3a. YCHUJIeHUE JHMNOJM3a B XKU-
pOBOM TKaAaHM MNPUBOLUT K 3HAYUTEJIbHOMY YBEJMUYEHUIO KOHLUEHTpPaLUHU
CBOOONHBIX XMPHBIX KuciaoT. [lpu neduuurte UHCYyJIMHA JUINOCHUHTE-
TUYecKasi CINOCOOHOCTh NEYeHU OKa3blBaeTCs MMOJABJIEHHOI, M cBOOOA-
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Hble XKMUpPpHbBIEe KUCJIOTH HAaYMHAIOT BKJIIOYAThcs B KeToreHe3. HakomineHue
KETOHOBBIX T€J MPUBOAUT K Pa3BUTHIO NMabETUUYECKOTO KeTo3a, a B Jalib-
HelimeM — KkeToamupao3a. [Ipu mporpeccupymomeM HapacTaHUU 006e3BO-
XKUBaHUS W auugo3a pa3BUBAaeTCd KOMaTO3HOe cocTossHMe (cM. m. 7.7.1),
KOTOpOE MPU OTCYTCTBUU MHCYJIMHOTEPANUU U PErUApaTaluu Henu36eXHO
3aKaHYMBAETCS CMEPTHIO.

DNUaAEeMUOJIOTHA

Ha CJI-1 npuxoaurcsa mopsgaka 1,5-2 % Bcex ciayyaeB auabGera, M 3TOT
OTHOCHUTEJNbHBI TOKa3aTelb B AajbHeWImeM OyIeT yMEHBIIATHCS B CHIY
obicTporo pocta 3aboneBaemoctu CJI-2. Puck paszButusgs CJ-1 Ha mnpo-
TSIXEHUU XU3HU y MpeAcTaBUTeNss O6eloil pachl cocTtaBiasieT okono 0,4 %.
3aboneBaemocth CJI-1 yBenuuuBaeTcd Ha 3 % Broa: Ha 1,5 % — 3a cuer
HOBBIX cJyyaeB W eme Ha 1,5 % — 3a cyeT yBeJMUYEHUS MPOMTOJIKUTEIbHOC-
TU XU3HU mauumeHToB. PacmpoctrpaHenHocTh CJI-1 BapbupyeT B 3aBUCHU-
MOCTH OT 3THHMUecKOTo cocTaBa monynasiuuu. Ha 2000 rom oHa cocraBuia
0,02 % B Adbpuke, 0,1 % B FOXHoit A3uu, atakxe B FOxHoi u IleHTpanb-
Hoit AMepuke u 0,2 % B EBpomne u CeBepHoli AMepuke. HambGomee BbIcO-
ka 3a6oneBaemocTh CJ-1 B @Puuasuaguu u lIBenumu (30—35 ciyuaeB Ha
100 ThicssY HaceJeHUS B ron), a Hauboysee Hu3ka B Anonuu, Kurae u Kopee
(coorBercTBeHHO 0,5-2,0 cnyuvas). Bo3pactHoit muk Mmaunudectauuu CJ-1
cooTBeTcTBYeT mpuMepHo 10-13 romam. B momaBiasomeM OOJNBIIMHCTBE
cnyyaeB CJI-1 manudectupyer no 40 mert.

KinHnyecKue nposiBJIeHUus

B Tunu4HBIX ciaydasix, ocoOeHHO yaeTeid U Mmonoasix ntoneit, CIA-1 nedbroTu-
pyeT SIPKOW KIMHUUYECKOW KapTHUHOW, KOTopass pa3BUBAEeTCs Ha MPOTSXeE-
HUM HECKOJbKUX MeCsAlLEeB UK Aaxe Heaelb. Manudbecrtauuio CIA-1 Moryrt
CTIPpOBONMpPOBAaTh MHGPEKIMOHHBIE M APYrue CONMYTCTBYloIMue 3aboyeBa-
HUs. XapaKTepHBbI o0mue 151 Bcex TunoB CJI cuMnToMbl, CBSI3aHHBIE C TH-
MmeprivuKeMUuei: MONUAUTICUSI, MOJNUYPUs, KOXHBIH 3yn, Ho nmpu CJ-1 oHm
OYEeHb IPKO BHIpaxkeHbl. Tak, Ha MPOTSIKEHWU NIHSI MallMEHTH MOTYT BBIITH -
BaTh M BbIAEAATH A0 5—10 nutpoB xkxuakoctu. Cneuubuunbim niasg C-1
CUMITOMOM, KOTOPBI 0OycJaOBJEeH abCONIOTHBM NeDUUUTOM MHCYIUHA,
SIBISIETCS TMoXyaeHue, nocturatomee 10—15 Kr Ha npoTtaxeHuu 1-2 Mecs-
meB. XapakTepHa BbIpaXXeHHas obIrass M MbIIIedyHass ¢c1abocTh, CHUXEHUE
paboTOCNMOCOOHOCTU, COHJIUBOCTh. BHavane 3a0oJieBaHUS y HEKOTOPBIX
MallMeHTOB MOXET OTMEUYaThCs MOBBINIEHUE allIeTUTa, KOTOPOE CMEHSIETCS
aHOpEKCHUEel mo Mepe pa3BUTUs KeToaluao3a. [loclenHUN XapaKTepu3yeT-
cs TOsSIBJIeHMEM 3amaxa aleToHa (MauM GbpyKTOBOTO 3amaxa) M30 pTa, TOII-
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HOTO#, pBOTOM, HEpPEAKO GOJAMHU B KUBOTE (MCEBIAOMEPUTOHUT), TAXKEIBIM
00e3BOXMBAHUEM U 3aKaHYMUBaeTCs pa3BUTUEM KOMATO3HOTO COCTOSIHHUS
(cm. m. 7.7.1). B paae cnyuyaeB nepBbiM nposBieHuem CJ-1 ynereit aBasi-
eTCsl MpOorpeccUupylollee HapylieHue CO3HAHUS BIJOTb 1O KOMB Ha GhoHe
COMYTCTBYIOIMX 3a0oNeBaHUI, Kak MpaBUio0, UHOEKLUUOHHBIX UIU OCT-
poii XMpPYpPruyeckoil MaTOJIOTUM.

B otHocuTtenbHo peakux ciayuyasax pad3putusd CIA-1 ynuu crapue 35-40 net
(1aTEeHTHBI AYTOUMMYHHbI 1Ha0eT B3pOCabIX) 3a00J1eBaHUE MOXET MaHudec-
TUPOBATh HE CTOJIb APKO (yMepeHHasi MOJUAUICUS U MOJUYPUSI, OTCYTCTBUE
MOTEpPU MaccChl Teja) U Jaxe BBISBASITHCS CIydyallHO NPU PYTUHHOM OIpe-
NeJeHUU YPOBHS TIUMKeMHUU. B 3Tux ciayyasix mauueHTY HepeAKOo B Hauale
ycTtaHaBauBaeTrcss auarHo3 CJI-2 u Ha3zHavawTcsa TableTUpPOBaAHHBIE caxa-
pocHuxawuue npenapatbl (TCII), KoToOpble KaKOe-TO BpeMs 00ecneYnuBamT
npuemaemylo komnencauuio CJI. Tem He MeHee Ha IPOTSAXKEHUU HECKOJNbKUX
geT (4acTo B TeUeHHME Troja) y mallMeHTa MOSIBISIOTCA CUMITOMBI, O0YCI0OB-
JIEHHBle HapacTalIm UM abCONIOTHBIM NebHUUUTOM HUHCYJIMHA: MOXyIeHUE,
HEBO3MOXHOCTb NOAAEPXKaHUSI HOpMaJdbHOU raukemMmuu Ha poHe TCII, keTo3,
KeToaluumo3.

JluarHocTuka

YyursBasg, uto CIA-1 uMeeT AIpKYy10 KIMHUYECKYIO KapTUHY, a TaKXe SBJS-
€TCs OTHOCHUTEJbHO peAKUM 3a00JieBaHUEM, CKPDUHUHTOBOE ONpeaeIeHue
YPOBHS TJIUKEeMUU ¢ edblo nuarHocTuku CA-1 He moka3zaHo. BepossiTHOCTB
pa3BUTUS 3a00NeBaHUYI y OJIUXAWUIWIUX PONCTBEHHUKOB MAalLlUEHTOB HEBBI-
COKa, YTO BMecCTe C OTCYTCTBUEM 3GOEeKTUBHBIX METOJAOB TNEPBUYHON
npodunaktuku CI-1 omnpenensier HeleleCcOOOpPa3HOCTh M3YUEHUS Yy HUX
UMMYHOTEHETUUYECKUX MapKepoB 3aboneBaHusi. Juarnoctuka CHA-1 B no-
naBasouieM OONbIUIMHCTBE cliydyaeB 0a3upyeTcs Ha BbISIBJIE€HU U 3HAYMTENb-
HOH rMneprijiuKeMHUH Y NAUEHTOB C BbIPAXKEHHBIMM KJIMHUYECKUMHU NPOsIBJIE-
HUsAMH a0coyioTHOro nedpunura unacyimHa. OI'TT c menbio TUArHOCTUKMU
CJ-1 mpuxoouTCcs NPOBOAUTH OUEHDb PEIKO.

dAuddepeHuuanbHass ITMATHOCTUKA

B cCOMHUTENbHBIX clydyasaX (BBISIBJeHUE YMEPEHHON THUNMEPTIMKEMUUN TPH
OTCYTCTBMU SIBHBIX KIMHMYECKHX MPOsSIBIeHU, MaHudecTaums B OTHO-
CUTEJIbHO HEMOJOIZOM BO3pacTe), aTakKxXe c Heabo auddepeHUManbHOM
nuarHocTUKU ¢ ApyruMu tunamu CJl ucnonb3yeTcsi ompeaeecHUE YPOBHS
C-nentuga (6a3anbHOTro M Yepe3 2 vaca mocje nmpueMa numu). KocBeHHOE
NIUAaTHOCTHUYECKOE 3HAYEHHNE B COMHUTENbHBIX CAyYyasiX MOXET UMEThb OMpe-

nejleHUe WMMYHoJormyeckux mapkepoB CJl-1— aHTUTeda K OCTPOBKAM
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MNXX, x rnyramaraekap6okcunasze (GAD65) u tuposundpocdarasze (IA-2
u 1A-2p). AudpdbepenuumanbHasg nuarHoctuka CIA-1 u CHA-2 npencraBieHa
B Taba. 7.6.

Tab6n. 7.6. JudbepenunanbHasg guarioctTuka u otnnuusg CI-1 u CI-2

Mpusnak CI-1 Ca-2
IMuk manugec-
12 ner 40-60 et
Taluu
PacnpocrpaneH- 5-7%
0,2 % (8 EBpore)
HOCTb (10 % cpenu nui crapie 60 yner)
AyTOMMMYHHas
NHCYyTUHOPE3UCTEHTHOCTH B CO-
NEeCTPYKIIUS N
DTHONOTHS YeTaHUU C CEKPETOPHOM IHC-
P-kJ1eTOK OCTPOBKOB (1) N
HKIUEH p-KIETOK
KK Y P
2
B "/3 cayuyaeB mpoTtekaeT
6eCCUMNTOMHO. YMepeHHas
I[MoxyneHue, moauny-
MOJTUYPUSI U TMOJUAUTICUS,3Y ]
Knunuueckas pusi, MOTUAUTICUS,
CIU3UCTHIX U KOXU. B mongoBuHe
KapTHHa KeToaluao3, Kera-
cllyyaeB Ha MOMEHT JUAarHOC-
HUAOTHYECKass KoMa
TUKU BBISBASIOTCS MO30HUE
OCJTOXHEHUS
Nueta, TabJeTUPOBAaHHBIE caxa-
Jleuenue Wucynuu pocHUXaloUue MpenapaTs,
UHCYJIHMH
JleyeHue

Jleuenue nwb6oro tuma CJI 06a3zupyeTcsd Ha TpPeX OCHOBHBIX MNPUHIUM-
max: caxapocHuxawmas tepanusa (npu CJ-1 — uUHCyIMHOTepamnus),
nveta U ooydyeHue mauumeHToB. UHcyaunorepanusa npu CIO-1 HocuT 3zamec-
mumenvHblll  Xapakmep W €€ UeNbl0 SBISETCSA MaKCHUMalbHasi WUMHUTALUS
GHU3MOTOTHIECKOM TNMPOAYKIIMU TOPMOHA C IENbI0O AOCTHXEHHUS TPUHS-
TBIX KpUTepueB KoMmneHcauuum (tabn. 7.3). K dusmonormuyeckoit cekpe-
MU WHCYJIWHA HauboJiee MPUOIMXKEeHAa HHTEHCHBHAS HHCYJIHMHOTEpamus.
[ToTpe6GHOCTD B MHCYJIMHE, COOTBETCTBYIOWIASl €ro 0a3aibHoil  ceKpeyuu,
obecrmeynBaeTCcs IBYMsS MHBEKIUSIMU MHCYIMHA CpelHEHd MPOMOJKUTETD-
HOCTHU neicTBUs (YTPOM U BedyepoM) MM OAHON HHBEKIUEH HHCYIUHA
nauTenbHoro geiictBus (ramaprun). CymmapHass go3a 0a3aJlbHOTO HMHCY-
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JIJMHA He JOJIXHa NpeBbIIaTh MOJOBMHBI BCE CYTOUYHOW NOTpeOHOCTHU
B npenaparte. [lluweeas uau 60al0cHAA CceKpeyus UHCYAUHA 3aMEllaeTCsl UHb-
EKUUSAMMU MHCYJIUMHA KOPOTKOIO MJIMU YJIbTPAKOPOTKOTO AEHCTBUS Tmepes
KaXJIblM MPUEMOM MNMUILU, MPU DTOM €ro A03a pPacCYUTHIBACTCH, UCXOIS
M3 KOJHMYEeCTBA YIrJEeBOAOB, KOTOpPOE MNpearnojaraeTcss MPUHSATb BO BpeMs
NpeACTOSIIEro NnpueMa MMM, U UMEIOIIETrocs YPOBHS IIMKEMUU, ONpeae-
J€eMOTro MalfMeHTOM C MOMOUIbIO FTIOKOMETpa Mnepea KaxXJI0i MHbEKUHUCH
uHcynuHa (puc. 7.7).

OpUEeHTUPOBOUYHAS CXeMa MHTEHCHMBHOH WHCYJMHOTEpamuu, KOoTopas
OylneT MEHSTbCS NMPAaKTUUYECKU KaXJbld NeHb, MOXET ObITh NMpeAcCTaBlieHa
caeaywomuM obpazom. McxoaaT u3 Toro, 4To cyToyHass NOTPEeOHOCTb B UH-
cyauHe cocrtaBiasetr okoao 0,5-0,7 Ex Ha 1 kr Mmacchl Teja (A5 maluMeHTa
¢ maccoii tena 70 xr okono 35—50 En). Oxkono 73 - ]/2 °T°{f n03bl COCTABHUT
MHCYJMH NpoJIOHTUpoBaHHoOro neiicreus (20-25 En), !/2 - 2/3 WMHCYJIUH
KOPOTKOTO MJMU YIbTpaKopoTKoro AeiictBus. JJosza uncynuuna HITX genurcs
Ha 2 MHBEKUUU: YTPOM 2/3 erod no3bl (12 En), Beuepom — 73 (8-10 En).

ILlenvio nepgoco smana mnopb6opa WUHCYIMHOTEpPAaNUU sAeigemcs HOpPMa-
JM3alMusl YypPOBHS TJIOKO3bl HaTowak. BeuepHsas mo3za umHcyaumHa HITX
O0OBIYHO BBOAUTCS B 22—23 yaca, yTPEHHSIsd BMECTE C MHbEKUMUEN UHCYJIU-
Ha KOPOTKOTO nelcTBUs nepea 3aBTpakoMm. [Ipu nmoabGope BeuepHeid 103bl
mHcygsuHa HITX HeoOXOOMMO MMETh B BUAY BO3MOXHOCTb Pa3BUTUS psaa

I

Fad
5

N

WKA+UCA

-
2]

KoHyeHTpauua WHCYNMUHa
B CBIBOPOTHE, HI/MA

0.5

Olilillllllllllll_Lllillll
7.00 12.00 19.00 24.00 7.00

Bpema cyTox, wacs

W - vHCYNKUH KOPOTHOro AEHCTBWMA
WCO — vHCYNHMH cpegHed NpPOoACIMKMTENEHOCTH OSRCTEHA

Puc. 7.7. CxeMa UHTEHCUBHOW MHCYJUHOTEPATIUU
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MOCTAaTOYHO TUMMYHBIX peHOMeHOB. I[IpUYUMHON yTpeHHeW TUNMEPTIUKE-
MHUU MOXET OBITh HEJOCTATOYHCTH NO3Bl MHCYJIHMHA MPOJOHTUPOBAHHOTO
MeNCTBUSI, MOCKOJbKY K YTPYy MNOTPeOHOCTb B MHCYJIMHE CYIIECTBEHHO
Bo3pacTaeT ((peHOMEeH «yTpeHHei 3apu»). [TOMUMO HETOCTATOYHOCTHU JO3bI
K YTpPeHHEW THUNEepTIUMKEMHUU MOXET TPUBECTU €€ U3OBITOK — (heHoOMeH
Comonxmu (Somogyi), MNOCTIrUNOTJIUKEMHUYECKAasd TUNEPTIUKEMUA. IDTOT
beHOMEH OOBSICHSIETCS TeM, YTO MaKCHUMalbHas YYBCTBUTEIbHOCTH TKa-
Hell K MHCYJIUHY OTMedaeTcsl MeXAy 2 u 4 yacamMu Houu. UMeHHO B 3TO
BpeMsi YpOBEHb OCHOBHBIX KOHTPUHCYJISIpPHBIX TOPMOHOB (KOPTHU3O0I,
TOPMOH pocCTa U Ap.) B HopMe HaubGoiee HU30K. Eciu BeuepHsas nosa
MHCYJIWHA TPOJOHTHPOBAHHOTO HNEeWCTBUS H36BITOYHA, TO B 3TO BpEeMS
pa3BUBaeTCs rumoriukemusa. KIuMHMUYecKU OHAa MOXET MPOSABIAATHCS IJIO-
XMM CHOM C KOIIMapHBIMH CHOBHMAEHUSIMH, GECCO3HATEJIbHBIMMH JeicC-
TBUSIMHU BO CHe, YTPEHHEW ToJOBHOU O6oabio U pa3dbuTocThio. Pa3Butue
B 3TO BpeMs THUNOTIUKEMUH BBI3bIBACT 3HAYUTEJbHBIA KOMITEHCATOPHBI i
BBIOpOC TJNIOKaroHa U APYTUX KOHTPUHCYJISIPHBIX TOPMOHOB C Tocje-
nNylonieil rumepriuKeMueili B yrpeHHue dvacbl. Ecium B 9TOW cUTyalluum He
CHU3UTH, a YBEJIUYUTH NO3Y MPOJTOHTUPOBAHHOTO MHCYJIMHA, BBOAMUMOTO
BeYepoM, HOYHAas THUNOTJIUKEMHUS W YTPEHHSAS TUNEPTIMKEeMUs OyayT
yCYTryOasiTbCcsl, YTO B UTOTE MOXET MPHUBECTU K CUHIPOMY XPOHHMUYECKOIA
mepeno3upoBKM MHcyJduHaA (cuHApOoM COMOIXM), KOTOPHIU MpeacTaBIsieT
co00il coyeTaHue OXMPEHUSA C XpOHUUEeCKOU nekoMmmneHcauuen CJI, 4dac-
TBIMU TUMOTJIUKEMUSIMU M MPOTPECCUPYIOMUMU MO3AHUMHU OCIOXHEHM-
smu. Anst nuarHocTuku penomeHa CoOMOAXU HEOOXOOUMMO HUCCIEIOBaAaHUE
YPOBHSA TIUKEMHHU OKOJO 3 4 HOYU, KOTOpPOE SIBISIETCS HEOTHEMJIEMBIM
KOMIIOHEHTOM moabopa MHCyJIMHOTepanuu. Eciam cHuxeHue BeudepHel
no3pl HITX no Oe3omacHoO#l B miaaHe pa3BUTUSI HOYHOW TUNOTIUKEMUMU
COMpoBOXaaeTcss rumepraimkemuein yrpom (dbeHOMeH yTpeHHeW 3apu),
MalMeHTy HEeOOXOIXMMO peKoOMeHIOBaTh 0OoJiee paHHUUW mnoabem (6-7
yTpa), BTO BpeMs, KOTJa BBEeJEHHBI Ha HOUYb MHCYJIHUH elle MPOJOJXaeT
MONAepXUBaTh HOPMAJbHBI YPOBEHDb TITUKEMUM.

Bropag uHbekuusg uHcyauHa HITX oO6bluHO genaeTcs mepen 3aBTPakoM
BMeCTe C YTpeHHe MHBbEeKUMEell MHCYJIMHA KOPOTKOTO (YyJIbTPaAaKOPOTKOTO)
neictBusA. B maHHOM ciydae mo3a moabuUpaeTcss MPEeUMMYIIECTBEHHO UCXOMS
U3 Mmoka3aTeleid YPOBHS TIMKEMUU Tepel OCHOBHBIMM AHEBHBIMU TMpPHU-
eMaMM MU (ob6eld, YXUH); KPOME TOTO, €€ MOXET JTUMMUTUPOBATH pa3BM-
THEe TUMNOTIMKEMUU B MPOMEXYTKaX MEXIy MpUeMaMU MUILU, HATIPUMED
B MOJIEHb, MEXIY 3aBTpPakKoM U 00eqO0M.

Bcsg mo3a MHCyJMHa MPOJOHTHPOBAHHOTO AeiCTBUA (TJIAPTUH) BBOJAUTCS
ONHY pa3 BIeHb, IPU 3TOM HE MPUHUMUNUATBbHO, B Kakoe BpeMmsi. Kunetuka
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MHCYJUHOB TJ1apruH U geteMup Oojee OGjaronpusiTHa B MJaHe pUCKa pas-
BUTHUS TUNOTIUKEMUU, B TOM UYUCIE HOUHBIX.

Jdo3a HMHCYJIMHA KOPOTKOIO MJIMU YJIbTPAKOPOTKOIOo JOEUCTBUS JHaxe
B MEePBBIM A MalMeHTa NeHb HAa3HAYEHWs MHCYJIMHa OydeT 3aBUCETHb OT
KOoJIMYecTBa ymnoTrpebNsieMblX YrJeBOJOB (XJIEOHBIX €JAMHUL) U YPOBHSH
TITUKEMHUU TMepeJ UHDbEKIUei. YCIOBHO, MCXOASl U3 CYTOYHOTO pUTMa
ceKpeuuu MHCYJIMHa B HOpPME, OKOJIO !I[ J1o3bl MHCYJIMHa KOPOTKOTO
neiictBuss (6-8 EJI) orBomuTcs Ha yXHH, OCTaBIIAasics Q032 INPHUMEPHO
MOPOBHY pa3nenuTcs Ha 3aBTpak M oben (10—12 EJl). Uem BbllIEe HUCXOA-
HB I YypOBEHb ITITUKEMHUU, TEM MEHbIIEe OH OyAeT CHUXATHCS HAa €AJUHULY
BBOIMMOTO MHCYIMHAa. MHBEeKUUS MHCYJIMHA KOPOTKOILO AeHCTBUS aena-
ercsa 3a 30 MUHYT 0O €ABl, YIAbTPAaKOPOTKOIO NEHCTBUS HEMOCPEALCTBEHHO
nepen enoi WJM Jaxe cpa3y nocljie e€abl. AJEeKBATHOCTb JO3bl MHCYJIWHA
KOPOTKOTO [eHCTBUS OLEHUBAaeTCsd MO IMOKa3aTeJsiM TJIUKEMHUU dYepe3s
2 yaca nmocJjie eAbl U Nnepel OYepeaHbIM MPUEMOM MUILHU.

Odns pacuyeTa QO3B MHCYJMHA NPU HMHTEHCUBHON HMHCYIMHOTEpANUU
noctaTo4yHo noacyera yuciaa XE, Mcxonsd ToJbKO M3 YyrieBOAHOro KOMIIO-
HeHTa. [Ipu 3ToM B pacuer GepyTcsi He BCe YTrJIeBOACOIEpPXAIIUE HPOOYKmMbl,
a TOJIbKO TakK Ha3blBaeMble MNoacYuUThiBaeMble. K mociaegHUM OTHOCHTCH
KkapTtodenb, 3epHOBBIC MPONYKTH, GPYKTH, XUIKUE MOJOUYHBIE U ClHagKue
npoayktel. IlpoaykTel, copepxallue HeycBauBaeMble YrjaeBoabl (00Jb-
ILIMHCTBO OBOIIei), B pacueT He Oepyrcs. PaszpaboraHb cneuuajbHBIE
OOMEHHBIE TaOJUILBI, C TOMOLIBIO KOTOPBIX, Bbipaxasi KOJMUYECTBO YIJI€BO-
noB B XE, MOXHO paccuuTaTh HeoOXoauMylo no3y MmHcyauHa. OgHoit XE
coorBeTcTByeT 10—12 r yranesonoB (ta6xa. 10.7).

IMocne npuema numu, cogepxameit 1 XE, ypoBeHb rlTUKeMUU YBEJIUYU-
BaeTcst Ha 1,6—2,2 MMOJIB/J, T.6. MPUMEPHO HA CTOJBKO, Ha CKOJIBKO CHUXA-
€TCs YyPOBEHb I10KO3bl Npu BBeAeHUU | Ex mHcynuHa. IpyruMu cioBamu,
Ha kaxnyio XE, comepxamylocs B muuie, KOTOPYIO NJIaHUPYETCS CBECTh,
HeoOXoAUMMO 3apaHee BBeCTH (B 3aBUCHUMOCTM OT BPEMEHM CYTOK) OKOJO
1 Ex uncynuna. Kpome Toro, HeoOX0AMM yuyeT pe3yJIbTaTOB CAMOKOHTPOJS
YPOBHS TIJIUKEMUMU, KOTOPBIA NMPOMU3BOAUTCS Mepel KaxXIoil MHBbEKLHUEI,
u BpeMeHU cyToK (okono 2 En uncynuna Ha 1 XE yrpom u B o6en, 1 En Ha
1 XE — Ha yxuH). Tak, eciu BbISIBJI€HAa TUNEPTIAUKEMUS, N03Y UHCYJIU-
Ha, PAaCCUYUTAaHHYIO B COOTBETCTBUM C MPEACTOSIIMUM NPUEeMOM NHUIIHU (MO
yucny XE), HyXHO yBeJMUYUTb, U HA0OOpPOT, €CJIM BbIsIBJIeHA TUNOTJIUKE-

MHUA, UHCYJHWUHA BBOOAUTCA MEHDBIIC.
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Ta6n. 7.7. DxBuBajeHTHAs 3aMeHa NPOAYKTOB, cocTaBassiomux 1 XE

IIponykr Macca, r O0bem i:::g:::li;(::

Xnebd pxaHoit 25 1 Kycok 50
Kama pucoBas 50 2 CT. TOXKU 45
Kaprodens 50 1 cpenHss 45
sI6a0K0 90 1 cpenHee 40
Tomatsl 240 2-3 mWTYyKH 45
MoJsioko nactepuso-

BaHHOE 251 1 crakaH 125
CoK aneJbCUHOBBII 100 V2 crakaHa 45

Hanpumep, ecau y mauumeHTa 3a 30 MMH OO0 MNJAaHUPYEMOIO YXMUHAa,
comepxamero 5 XE, ypoBeHb TTMUKEMUU COCTABIsIET 7 MMOJIb/JI, eMy He00-
xonumo BBecTu | Ex mHCcynauHa Anst TOTo, YTOOB TAUKEMUS CHU3UTACH JO
HOPMaJlbHOTO YPOBHS: ¢ 7 MMOJIb/JI IpUMepHO 10 5 Mmonb/i1. Kpome ToTO,
S En uHcyniuHa HeoO6xoaumo BBecTu Ha nmokpbitue 5 XE. Takum obpaszom,
MallMeHT B JaHHOM ciy4yae BBeneT 6 Ex mHCyIMHA KOPOTKOTO MJU YIbTpa-
KOPOTKOTO AE€UCTBUS.

[Tocne mMauumdecrauuum CJ-1 u Havaja MHCYJIMHOTEpamMMu Ha TMpoO-
TSAXEHUU [NOCTAaTOYHO [JJIUTEJIbHOTO BPEMEHHU NOTPEOHOCTb B MHCYJIHHE
MOXeT ObITh HeOONbmoOMW M cocTaBnATh MeHee 0,3—0,4 En/kr. DToT mepuon
ob6o3HavyaeTcs Kak pa3za pemMuccuu, Ui «MeaoBbIil Mecsu». [Tocae nmepuona
TUMEPIINKEMUN U KeToalmuao3a, KOTOpbie MONABISIOT CEKPEIUI0 UHCYIH -
Ha 10-15 % cCOXpaHUBIIMMUCS p-KIETKaMU, KOMIEHCA s TOPMOHAIbHO-
MeTaboOTMUYEeCKUX HapylmieHWU BBeIEHWEM HMHCYJIMHAa BOCCTAaHaBIMBaeT
GYHKUIHMI 3TUX KJIETOK, KOTOpble 3aTeM OepyT Ha cebsg obOecmeyeHHUe
opraHu3Ma HHCYJMHOM Ha MUHUMAJIbHOM YpPOBHEe. DTOT MEepPUON MOXET
MPOOOJIXKATHCS OT HECKOJbKUX HEACIb 10 HECKOJbKHUX JIET, HO B KOHEYHOM
cyeTe, BCJEACTBUE AyTOMMMYHHOMN HECTPYKIUHM OCTABIIUXCS P-KIETOK,
«MENOBBIA MeECSL» 3aKAHYMBAETCH.

Oduetra npu CHO-1 y oOyuYeHHBIX MallMEHTOB, KOTOpbIEe BJANCIOT HaBbI-
KaMU CaMOKOHTpPOJs U monb6opa A03bl HHCYJIWHA, MOXET OBITh Jube-
pajiu3oBaHHOU, T.e. mpubiauxalmineiics K cBobonHoil. Ecau y mauueHTta
OTCYTCTBYET HU3OBITOK HUIM NeDUIMT Macchl Teja, OMEeTa NOJXKHa OBITH



7.6. CaxapHblii nuabeT 2 TUMa 289

n3okadopuiiHo. OCHOBHBIM KOMHNOHeHTOM nuinu npu CHA-1 gaBasioTcs
YTJIEBOABl, Ha KOTOPBIE€ JOJXKHO MPUXOAUTHCA 0KOJIO 65 % CYTOYHOTO Kalio-
paxa. [lpeanmouTeHue ciaeayeT OTAaBaTh MPOAYKTaM, COAEPXAUIMM CIOX-
Hbl€, MEJJIEHHO BCacChiBalOIIMeCs YrJeBOAbl, a TaKXe MPOAYKTaM, OOTaThIM
MUIIEeBOW KaeTyaTKoW. [IpoAyKThl, comepXaliue JeTKoycBaeMbie yrjaeBoO bl
(MyuyHOe, ciankoe), cienyet uszberatsb. Jlonsgs 6el1KOB AJOJXHA OBITh CHUXE-
Ha 10 10-35 %, 4TOo cMOCOOCTBYET CHUXEHHUIO PUCKA PAa3BUTHUS MUKPOaH-
TUOMATUM, a TOJSI XUPOB — N0 25-35 %, mpu 3TOM Ha MpelelbHBIe XUPHI
NOJXHO TMPHUXOAMTHCS A0 7 % Kalopaxa, YTO CHHMXAeT PUCK Pa3dBUTHUS
atTepockiepo3a. Kpome Toro, Heo06XoaumMo u3berath nNpueMa aJlKOTOJbHBIX
HanmMUTKOB, 0COOEHHO KPEeMKUX.

HeoThbeMaeMblM KOMIOHEHTOM paboThl c manmueHtoM ¢ CJ-1 wu 3ano-
romMm ero 3¢ HGeKTUBHONW KOMINEHCALUU ABIsIeTCS oOyuyeHUe malnumeHToB. Ha
MPOTSAXEHUU BCEW XM3HU MALUEHT €XEIHEBHO MOJXEH CaMOCTOSTENbHO
B 3aBUCHUMOCTHM OT MHOTOUYMCIEHHBIX (paKTOpPOB M3MEHSITbh NO3Y MHCYJIM-
Ha. OYeBMAHO, YTO 3TO TpeOyeT BIAJACHUS ONMpPEeACTEHHBIMU HaBBIKAMM,
KOTOPBIM mNalueHTa HeoOXxoaummo oO0yuuth. «llkona mauumenta ¢ CU-1»
OpraHu3yeTcss B HAOKPUHOJOTHUYECKUX CTallMOHapax MJIM aMOyJaTOPHO
U nmpencTaBiasieT cob6oil 5-7 CTPYKTYpPUPOBAHHBIX 3aHSATHUW, Ha KOTOPBIX
Bpay WJU CHeluaJlbHO OOYyYeHHass MeIACeCTpa B MHTEPAaKTHUBHOM peXHUME
C UCTOJb30BAHUEM PA3JMUYHBIX HATJISIAHBIX MOCOOUNA MPOBOAUT OOyuyeHUE
MalMEeHTOB NPUHIIMIIAM CAMOKOHTPOJIS.

IIporunos

IIpu oTrcyTcTBUM MHCcynuHoTepanuu 6onbHo CI-1 HeusbexHO morubaet
OT KETOALUAOTUYECKONW KOMBI. [Ipu HeaneKBaTHONW MHCYJIMHOTEpanuu, Ha
boHe KOTOpOiUl He mocTUralTcs Kputepuu KommeHcauuu CJ| u manmueHT
HaXOOUTCS B COCTOSIHUU XPOHUUYECKOU rumepraiukeMuu (tabma. 7.3), Hauum-
HalOT pa3BUBAThCS M MpOTpeccCUpoBaTh Mo3aHUE ocoXHeHus (m. 7.8). [Ipu
CJ-1 HaubGonbliee KJIMHUYECKOE 3HAYEHUE B 3TOM NJaHE UMEIOT MPOSAB-
JeHUSs NuabeTUYeCKOW MHUKpOAaHTUONMATUMN (HebpomaTus U PETUHOMATHSA)
U HelipomaTu¥ (CUMHAPOM AMabeTHUYeCKOW cTombl). MaKpoaHTUOMATHUS NpU
CJI-1 Ha mepBbI# MJIaH BBIXOAUT OTHOCUTEJIHHO PENKO.

7.6. CAXAPHbIVI JNABET 2 TUMA

Caxapuotii duabem 2 muna — XpOHHUUYecKkoe 3abojeBaHUE, NpPOsBASIOUIEECS
HapymeHHEM YIIeBOOIHOTO OOMeHAa C pa3BUTHUEM THNEPTIUKEMUU BCIEIC-

TBUE UHCYJIMHOPE3UCTEHTHOCTU U CEKPETOPHOW NUCHYHKUUU pP-KIETOK,
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a TakXe JUMNUIAHOTO oOMeHa C pa3BUTUEM aTEPOCKIEpO3a. HOCKOﬂbe
OCHOBHOM l'[pI/I‘-II/IHOfI CMEPTU U MHBAJUAU3ALHWU TMALUECHTOB ABJIAKTCA
OCJIOXHEHUA CUCTEMHOTIO aT€poOCKiI€poO3a, C,D,—2 nHOrma Ha3bIBAaIOT CEP-
AE€UYHO-COCYAUCTBIM 3a0o0eBaHUEM.

Ta6a. 7.8. CaxapHblii nuabdet 2 THUMNa

HacnencTBeHHas mpeapacmnoioXeHHOCTh (KOHKOP-
NaHTHOCTb Y OJHOSIIIeBbIX Oau3HenoB 1o 100 %)
Ha GoHe nelicTBUS HaKTOPOB OKPYXawIlel Cpeabl

DTHOJNIOTUS .
(oxupeHue, ypOaHU3UPOBAHHBI 00pa3 XU3HU,
U30BITOK paUHUPOBAHHBIX XXUPOB M YIJIEBOIOB
B MUTAaHUN)
MNHCYyJIMHOPE3UCTEHTHOCTb, CEKpeTOpHasi IMChYH-
KIUST P-KJIeTOK (BbimageHue 1-oif GbICTpOil (hasbl
[MaToreHes P ( n poit ¢

CeKpeLrr UHCYJIUHA), TUNEPNPOAYKIUS TTIOKO3bI
MeYeHbIo

Okouso 5-6 % Bceit monyasiuuu, 10 % B3pocisix, 20
% nui crapuie 65 jgeT B 3anmajHbIX CTpaHax
OnuaeMuoI0Tus u B Poccuu. 3HAYNTENbHO BBIIIE B OTACTbHBIX 3THU -
yeckux rpynnax (50 % cpenu unneiues [Muma).
3aboseBaeMOCTh yaABauBaeTcsl Kaxjabie 15—20 ner

YMepeHHast MOJIUYPUSI U TOTUAMUIICHUS, KOMITOHEH-
Tbl MeTabosnuyeckoro cuHapoma (. 11.2) bonaee
yeM B 50 % ciyyaeB mpoTeKaeT 6ECCUMITOMHO.

Y GosbIIMHCTBA HA MOMEHT IMAaTHOCTUKHU TOU MU
MHOUW BBIPAXKEHHOCTU MO3JAHUE OCHOXHEeHUs (m. 7.8)

OCHOBHbIE KJIUHU-
yecKHue MPOsSIBIEHUS

CKPHHI/IHFOBOC onpeacicHue ypoBHA TIUKEMUU

JuarHoctuka B rpymnmax pucka M/Wjiu NpU HAJIUIUU CUMIITOMOB

CA

CA-1, cumntomaruuyeckue (cuHapoMm KyumiuHra,
AuddepeHunanbHas

akpomeraiusa u ap.) u peakue dopmbl CJI (MODY
IMarHOCTUKA

v Ip.)

FumokanopuiiHas auera, pacuiupeHue GU3MIECKUX

Harpy3ok, o0y4eHue MAlMEHTOB, TabJeTUPOBaHHBIE

caxapoCHMUXawiue npemnapatel (MeThOpPMUH, Tpe-
Jleuenue

mapathbl CyJbGOOHUIMOYEBUHBI, TUA30JUANHIUOHBI,
TJIUHUIB, MHTUOUTOPHI a-TauKo3uaas). JleueHue
U npoduIakTUKaA MO3AHUX OCIOXHEeHU# (1. 7.8)

NHuBanuauzauus u CMEPTHOCTDb ONNpeACIAECTCAd O3~
HpOFHO3 JHUMU OCIOXHCHUAMU, KaK IIpaBUJI0, MaAaKpoCOCy-
JUCTBIM U
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DTHONOTHSA
CJ1-2 aBasgeTca MHOTOMDAaKTOPHBIM 3a00JIeBAHUEM C HACJAECACTBEHHOM Mpel-
pacnonoxeHHocThio. KoH kopaatHocTh o C/A-2y ofHOSAWLEBBIX OJM3HELIOB
nocturaet 80 % u Gosee. bonbmuHcTBo mauumeHToB ¢ CJ/[-2 yka3bBalT Ha
Hanuuyue CA-2 y Onuxalmux poACTBEHHUKOB; nmpu Hanuuuu CJH-2 y on-
HOTO U3 POAMTENEH BEPOSITHOCTh €70 PAa3BUTHUS Y MOTOMKA Ha MPOTSAXKEHUU
XKu3HU cocTaBasgeT 40 %. Kakoro-t1o oqfHOTO reHa, NOIMMOPDU3M KOTOPO-
ro omnpenensier npeapacnoioxeHHocTh K CII-2, He obHapyxeHo. Bonbmioe
3HaUYeHMUE B pealu3alluu HACJEeNCTBEHHOW mpeapacmnoigoxeHHocTu Kk CJ-2
urpamoT GaKTOpB OKpyXallell cpeabl, B NEpBYIO ouyepenb, OCOOEHHOCTHU
ob6pasza xusuu. ®akropamu pucka pazputus CI-2 apasiioTcs:
— OXHUpeHHe, 0cCOOeHHO BUclepaiabHoe (cMm. m. I1.2);
— DOTHHUYECKAss MPUHAATEXHOCTh (0COOEHHO NpPU CMEHE TPagUIIMOH-
HOTo oOpa3a XM3HU Ha 3amMajHbIi);
— CO-2 y 6nuxaldmiuX poOACTBEHHUKOB;
— MaJOMOABUXHBIN 00pa3 XMU3HU;
— o0co0eHHOCTH JueTh (BbICOKOE TMoOTpebseHUMEe padUHUPOBAHHBIX
yIJEBOMOB U HU3KOE COAepXaHUE KJIETUATKH);
— apTepuajbHas TUMEPTEH3US.

ITaTorenes
[Matorenetuuecku CJI-2 mpencraBiaseT cob60il TeTEepoOreHHYW TpymHmy
HapylmeHUil oOMeHa BelleCTB, MMEHHO 3TO M ONpeaensieT €ro 3Hauu-
TeAbHYI KIMHMYECKY HEOZHOPOXHOCTh. B ocHoBe ero martoreHesa
JEXUT MHCYJIUHOPE3UCTEHTHOCTh (CHUXEHUE ONMOCPENOBAHHON HUHCY-
JUHOM YyTHUIM3aUUM TIOKO3Bl TKAaHSIMWU), KOTopas peailu3yeTcs Ha
doHe cekpeTOpHOW AUCHYHKIUU P-KIeTOK. TakuM oO6pa3omM, MpouC-
XOIUT HapyumeHue OanmaHca YYBCTBUTEJIbBHOCTM K MHCYJIUHY U UHCY-
nuHoBol cekpeuuu. CekperopHas nuc@yHKIHUS P-KJIETOK 3aKiIl04aeTcs
B 3aMENJIEHUM «PAaHHETO» CEKPETOPHOTO BhIOpOCa MHCYJIMHA B OTBET Ha
yBeIMYEeHUE YPOBHS TIIOKO3b B KpoBU. [Ipu 3Ttom 1-a (O6bicTpasi) dpa3sa
ceKpeuuM, KOTopas 3aKJIOYaeTCs B OMOPOXHEHUM BE3UKYJI C HAKOI-
JEHHBIM UHCYIMHOM, (GaKTUYECKH OTCYTCTBYeT; 2-a1 (MeadeHHas)
daza cexkpeuUuMUM OCYHIECTBISIETCS B OTBET Ha CTAaOUAM3UpPYHOIIYOCS
TUNEPTINKEMUI0O TOCTOSSHHO, BTOHUYECKOM peXuMe, U, HECMOTpPS Ha
M30BITOYHYIO CEKpPEel M0 UHCYJIMHA, yPOBEHb IIMUKEMUU Ha GOHE MHCY-
JUHOPE3UCTEHTHOCTHU He HopMmanuiyeTcs (puc. 7.8).

CrnencTBueM TUNEPUHCYJIUHEMUM SBIsAeTCS CHUXEHHE YYBCTBU-
TEAbHOCTU W YMCIa MHCYJUHOBBIX PEUENTOPOB, a TakxXe NOOaBIeHUE
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MOCTPEUENTOPHBIX MEXaHU3MOB, onocpeaylomux 3bGeKTH MHCYJIMHaA
(MHCYJIMHOPE3UCTEHTHOCTH). ConepxaHuUe OCHOBHOIO TpaHcmopTepa
ITI0OKO3bl B MBIIIEYHBIX U XUpOBBX kKiaeTkax (GLUT-4) cHuxeHo Ha
40 % ynuu ¢ BUcCUepallbHBIX OXUpeHUueM M Ha 80 % — ynuu ¢ CIO-2.
BcraencTBue MHCYJIMHOPE3UCTEHTHOCTM TE€NAaTOLMTOB U MOPTAJbHOIM
TUNEPUHCYJIUMHEMUEN TPOUCXOAUT FUNEPNPOAYKIUS TJIOKO3bI Neye-
HbI0, M Pa3BUBAETCH TUNEPrIMKEMHUsS HATOWlAaK, KOTopass BBISBIASETCSH
y 6onbmuHCcTBAa manueHToB ¢ CA-2, BTOM 4YHMCJAEe M Ha PaHHMUX dTamax
3aboseBaHUS.

Cama no cebe runeprivkeMuss HeOTAronmpuUsATHO BJIUSAET Ha XapakKTep
U YPOBEHb CEKPETOPHOU aKTUBHOCTHU P-KJETOK (ITIOKO30TOKCUUYHOCTD).
AnuTenbHO, Ha TNPOTSAXKEHUU MHOTUX JIET M AECATUIETUNH CYUECTBY-
oluas TUNEepraiukKeMUss B KOHEYHOM CcyeTe TMNMPUBOJAUT K UCTOILLEHHUIO
NMPONYKUMUMU HUHCYJIUMHA p-KJIETKAMMU MYy TNMalUMEeHTa MOTYT MOSBUTbCSH
HEKOTOpble CUMIITOMBI Ae(UUUTA MHCYJIUHA — TMOXYIAEHMUE, KETO3 TpHU
COMYTCTBYWIIUX UHPEKUMOHHBIX 3a00neBaHusAXx. TeM He MeHee, ocTa-
TOYHasg TMNPONYKUMUS MHCYJIMHA, KOTOPOW OKa3blBaeTcsd AOCTATOYHO
IJig TpeaoTBpalleHUs kKetoauuposza, npu CJ-2 nmpakKTUyecKu Bcerjga
coxpaHseTcH.

DnuaeMHoJOrusa

CI-2 onpenensier anuaeMuonoruio CJI B uejJoM, MOCKOJbKY Ha HETO MpU-
XonuUTCsT okKoyno 98 % ciayuyaeB 3Toro 3aboneBaHusi. PacnmpocTpaHEeHHOCTH
CI1-2 BapbupyeTe pa3HBIX CTPAaHAX U DTHUYECKUX Ipynmax. B eBpomeiickKux

Buinagenve 1- 1
1201 cexperopHoit dasbs

100

Huaxuit nwkoBbIR
+ YPOBEHL MHCYNUHEMMUMN

60

40
BalanvHan
201-MMNePUHCY NTUHEMUS
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Puc. 7.8. CexkpetopHas nuchyHKUUS P-KIETOK MPU caxapHOM nuabere 2 Tuma
(BrimaneHue 1-it ObicTpoit ha3bl ceKpelMu MHCYJIUHA)
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ctpanax, CUIA u Poccuiickoit ®enepauum oHa cocTaBiasieT 0okKojao 5-6 %
HaceneHusi. C Bo3pacTtoMm 3aboneBaeMocTp CJ/I-2 yBenaumuumBaeTcs: Cpeau
B3pocabix pacnpoctpaHeHHocTh CIA-2 coctaBasier 10 %, cpeau nuil crap-
mwe 65 netr nocturaetr 20 %. 3a6oneBaemocth C/1-2 B 2,5 pa3sa Beiuie cpean
KOPEHHBIX XUTeJeid AMepuku u [aBaiickuX OCTPOBOB; CpeAu HUHAEHILEB
naemeHu [Muma (mwrar Apuszona) oHa gocrturaet 50 %. Cpeau ceabCcKOTro
HaceneHuss Uuaguu, Kurasa, Yunu u AppukaHcKkuXx cTpaH, KOTOPbIe BEAYyT
TpaIUMUIMOHHBIN 00pa3 XMU3HU, pacnpocTpaHeHHOCTbh CJ/I-2 oueHb HU3KaA
(meHee 1 %). C apyroit CTOpOHBI, CPEM MepPeCeNeHLEeB B 3anaJHble UHIYC-
TpUajlbHBle CTPAaHbl OHa AOCTUraeT 3HAUYUTENAbHOTO ypoBHs. Tak, cpenu
BoixoaueB u3 Munuum u Kutas, npoxuBatomux B CIIIA u Benukobpura-
Huu, pacnpoctpaneHHocts C-2 nocturaer 12-15 %.

BO3 mnpencka3bpiBaeT yBeJMUeHUE uyucyia OOJbHBIX AUMabEeTOM B MUpe
Ha 122 % B TeyeHue Gnuxawmux 20 ger (¢ 135 no 300 MuaAaIMOHOB). DTO
CBSI3aHO KaK C NPOrpeccUpylOUIUM CTapeHUEM HaceJleHUus, TaKk U C pac-
nNpocTpaHeHUEM U ycyrybieHuemM ypOaHU3MpPOBAaHHOro obOpa3a XHU3HU.
B nocnenHue roabl oTMevyaeTcs 3HauUUTeJbHOe «oMoJioxeHue» CI-2 u poct
ero 3abojgeBaeMOCTU Cpeou NeTeH.

KniuHnunyecKue NMpOsIBIEHUS

B GonpmiuHCTBE cayyaeB, BbIpaKeHHbIe KJIMHUYECKHE MPOSABJIEHUS OTCYTC-
TBYIOT, M 1MaTrHO3 yCTAaHAaBAMBAeTCs MPU PYTUHHOM ONpENEeHUUN YPOBHS
rnukeMuu. 3aboseBaHue OOBIYHO MaHHMdecTUpyeT B BO3pacTe cTaplie
40 ner, mpW OTOM Yy NOAABASAOIIEro OOJBIIMHCTBA MALUEHTOB HMEET
MEeCTO OXHUpPEHHEe U Ipyrue KOMIOHEHTHI MeTabOJIMUYECKOTOo CHHApOMA
(cm. m. 11.2). TTaumeHTH He MPEABSABISIOT XajJob Ha CHUXeHUEe paboToc-
NOCOOHOCTHU, €CJU JJsI D3TOr0 OTCYTCTBYIOT Apyrue npuuuHb. 2KanoOhl
Ha XaXAy UNOJUYPUIO PENKO NOCTUTAlOT 3HAYUTEJIbHOW BBIPAaXEHHOC-
Tu. JJOCTAaTOYHO YacCTO MAal[MEHTOB OECHMOKOUT KOXHBIM W BIarasuilHbli
3yA, B CBSI3U C4YeM OHU oOpamlalOTCsl K JEepPMaTojJoraM M TMHEKOJOTaM.
ITockonbKy oT pealbHoil MaHudectanuuu CJI-2 10 MOCTAHOBKM JAUATHO-
3a 3a4acTyl0 NPOXOIST MHOTHE TOObl (B CpeoJHEM OKOJO 7 JeT), Y MHOTHUX
MallMEeHTOB HAa MOMEHT BBISIBJIeHUs 3a00JieBaHUS B KIMHMYECCKON KapTUHE
OJOMUHUPYIOT CHMMIOTOMBI W NPOsIBJeHHs mo3AHUX ocioxHenuit C/I. Bonee
TOro, neppoe ob6paueHue nauumeHta ¢ CA-2 3a MEAMUUHCKONW MOMOLLbIO
OYEeHb YaCTO MPOUCXOAMUT B CBSI3U C NO3AHUMHU OCIOXHeHUsIMHU. Taxk,
MallMeHThl MOTYT TOCNUTAJIU3UPOBATHCS B XUPYpPruyeckme CTAallMOHAPHI
C 3BEHHBIM NOpaxXeHWEM HOT {cunopom duabemuueckoii cmonsi), oOpamaTbcs
B CBSI3U C NPOTPECCUPYIOLIUM CHUXEHUEM 3peHUd K obTarbMonoram (dua-

bemuyeckas pemuHonamusi), TOCTUTAJIU3UPOBATHCSA C MHbApPKTaMHU, MHCYIb-
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TaMU, OOJNUTEPUPYIOUIMM MOPaXEHUEM COCYIOB HOT B yUpeXIEHUs, TIe

Y HUX BINECPBEIC 06Hapy)KHBaeTCH TUNICEPTINKEMUA.

JluarHoctuka

Kputepuu nmarHocTuku, enuHbie ajas Bcex TunoB CJ, mpeacTaBiaeHbl B II.
7.3. Auarno3 CJ-2 B nogaBiasoleM OOJbIWIMHCTBE clyyaeB Oa3upyeTcs
Ha BBISIBIEHUU TUNEPrIMKEMUU YyJAUL C TUOUYHBIMU KIUHUYECKUMHU
npusdHakamu CJI-2 (oxupeHue, Bo3dpacT crtapue 40—45 neT, MoJOXUTENb-
HBI ceMmeilHblit aHamMHe3 CJI-2, npyrue KOMIOHEHTH MeTabOJUYECKOTO
CUHIpPOMAa), NMPU OTCYTCTBUU KIMHUUYECKHUX M JTaGOpaTOPHBIX MPU3HAKOB
abconwTHOTOo AedUUUTA HHCYIMHA (BbIpaXeHHOE TMOXyIEHHUE, KETO3).
CoueTaHue BbICOKOW pacnpocTtpaHeHHocTu CJII-2, CBOUCTBEHHOTO €My
OJUTEJbHOTO OECCUMMNTOMHOIO TE€YEHHUS] UM BO3MOXHOCTU MNperoTBpalle-
HUS ero TAXEJBX OCJIOXHEHUN TpU YCIOBUM PaHHEW NMUATHOCTUKU Tpe-
NOTpenesiloT HEOOXOAMMOCTb CKPpUHHHTA, T.€. TPOBEAEHUS 0OOCIEeL0OBaHUS
c ueabto uckiawouenusd CIA-2 cpeanu nuu 6e3 KaKUX-JIMO0O CUMITOMOB 3a60-
neBaHusi. OCHOBHBIM TECTOM, KaK YKa3biBalloCh, SIBJSIETCS ONpefeeHUe
YPOBHS ITUKeMHH HATOMAK. OHO MOKa3aHO BCACAYIOMMUX CUTYaIUSIX:

1. ¥V Bcex nwoaeir B Bo3pacTe cTapuie 45 jneT, ocCoOeHHO NpU HU3OBITKE
macchol Tena (MMT Gonee 25 KF/MZ) C MHTepBajJoM pa3 B 3 roja.

2. B Gosee MOJOOOM BO3pacTe NpPM HaJIUYUM HU30BITKA MaccChl Teja
(UMT 06onee 25 KF/MZ) U AJOMOJTHUTENbHBIX (AKTOPOB PUCKA, K KOTOPBIM
OTHOCSTCS:

MaJOMOABUXHBINH 00pa3 XU3HU;

— CH-2 y 61uxXalIuX PpOACTBEHHUKOB;

MPUHAAIEXHOCTh K HAIMOHANBHOCTSAM BBICOKOTO pUCKA Pa3BUTHUS
COA-2 (adbpoaMepuKkaHIbl, JaTUHOAMEPUKAHILIbBl, KOPEHHBIE aMepu-
KaHUBl U OD.);

— XEHIIUHBbl, poAMBIINE peOeHKaAa BecoM OoJsiee 4 KT U/UJAMU NMPU HAJIU-

yuu rectaumonnoro CJI B aHamMHe3e;

— aprepuanbHas runepteHsusa (> 140/90 mm Hg);

ypoBeHs JITIBIT > 0,9 MMOAb/MT U/UNU TPUTIAUIEPUAOB > 2,8 MMOJIB/T;
— CUHAPOM NOJUKUCTODHBIX SUYHUKOB;
— HTTuHTHT;

— ceplIeYyHO-COCyaucThie 3aboJeBaHUSA.

3HayuTeNbHBI pocT 3ab0oneBaemMoctu CI-2 cpeau nerteid TUKTYyeT He0O-
XOIMMOCTh CKPUHUHTOBOTO ONpeaeleHUs] YPOBHS TJIUKEMUU Cpeau JeTrei

M noApOoCTKOB (HauuHasg c 10 jgeT ¢ MHTepBajJoM B 2 roxa MJAM C HavyaloM
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nybepTaTta, €cJiM OH Mpou3oliea B 6ojiee paHHEM BO3pacTe), OTHOCSIIUXCS
K TpynmaM MOBBIIIEHHOTO PUCKA, K KOTOPBIM OTHOCSTCS HETH C M30BITKOM
maccol Teqa (MMT u/maum macca tena > 85 mepUeHTUISI, COOTBETCTBY-
IO ero Bo3pacTy, uJiu Bec Gonee 120 % MO OTHOIIEHWIO K UIEAaTbHOMY)
B COYETAHUM C TIOOBIMU ABYMS MEPEYMCICHHBIMU AOMOTHUTEIbHBIMHU
bakTopamMu pucka:
CJ-2 cpean pOoOCTBEHHUKOB MEPBOl UJIU BTOPOU JUHUU POICTBA;
NMPUHAANEXHOCTh K HALLMOHAJIBHOCTSIM BBICOKOTO pHCKa;
KIMHUYECKHUE TPOSIBICHUSI, aCCOUMMUPOBAHHBIE C MHCYIMHODE-
3UCTEHTHOCTbIO (acanthosis nigricans, apTepualibHasi TUNEPTEH3US,

OUCIUTIUIEMUS);

C/I, B TOM 4YHcCJie TECTALIMOHHBIN, y MaTepu.

HuddepeHuuanbHas IMArHOCTUKA

HaubGonbuiee KAMHUYECKOE 3HauyeHue umMeeT auddepeHuunanbHass aua-
rHoctuka CIA-2 u CJA-1, npUHUUIIBI KOTOPOK onucaHbl B m. 7.5 (ta6u. 7.6).
Kak yka3bpiBajoch, B OOJbUIMHCTBE CJiyyaeB OHa 0Oa3upyeTcsd Ha JAaHHBIX
KIUMHUYECKOW KapTUHBI. B Tex ciyyasx, korga ycrtraHoBieHue tuna CJI
BCTpe4YaeT 3aTpPyAHEHUs, MJIM €CTh NONO3pPEHME Ha KaKOW-TO peaKui
papuaHT CJI, B TOM yucJe B paMKaX HacJeJACTBEHHBIX CUHAPOMOB, Haubo-
Jiee BaXHBIMl MpaKTUUYECKMU BOMPOC, HAa KOTOPBHIA HEOOXOAMMO OTBETUTH,
COCTOUT B TOM, HYXJaeTcs JIU NalUEHT B UHCYJIUHOTEpPANUHU.

Jleuenue

OCHOBHBIMU KOMINOHeHTaMu JjedyeHus CJ-2 gBasoTcsa: AueToTepanus,
pacmupeHue GU3MYECKONW aKTHUBHOCTHM, CaxXapoCHMXalllas Tepamnusd,
npodusakTuka mjedyeHue no3gHux ocioxHeHuit CJ. Ilockoabky 00Jb-
WUHCTBO mamueHToB ¢ CJ-2 cTpagalT OXUpPEHUEM, OAMeTa AOJXHA OBITh
HanpaBjJieHa Ha CHUXeHUe Beca (runokajopuilHasg) U NpoPUIAKTUKY
MO3AHUX OCJIOXHEHHUI, B MEPBYIO ouepedlb MaKpoaHrMomnaTuu (aTepockie-
po3a). I'unmokasopuiiHass AMeTa HeoOXOJAMMa BCEM MallMeHTaM C U3OBITKOM
maccel tena (MMT 25-29 KI‘/MZ) unm oxupenuem (MUMT > 30 KF/MZ).
B OGoabumiMHCTBE ciyyaeB cjelyeT PEKOMEHAOBAaTbh CHUXEHUE CYTOUHOTO
kagopaxa numu g0 1000—1200 kkam mgasgs kxeHmuH ummgo 1200-1600 kkax
oS MyX4YuH. PexomMeHAyeMoe COOTHOWIEHUE OCHOBHBIX MUUIEBBIX KOM-
noHeHToB npu CJ-2 ananoruyuno takoBomy npu CI-1 (yraesogsr — 65 %,
6enku 10-35 %, xupnl 10 25-35 % ). YnorpeObOyicHUE aJKOrojsas HeoOX0IUMO
OTPAaHUYUTDH B CBSI3U C TEM, UTO OH SIBJSICTCH CYUECTBEHHBIM UCTOUYHUKOM

NOTMOJHUTEAbHBIX KAaJOPHUIii, KpOMe TOTO, NMPUEM aJikoroysi Ha (poHe Tepa-
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MUU MpenapaTaMu CYJIbMOHUIMOUYEBUHB U MHCYIMHOM MOXET CIIPOBOIIM -
poBaTh pa3BUTUE TUNMOTIAUKeMHuHu (cM. m. 7.7.3).

PekoMeHITanuu Mo paciupeHuio pu3uvyecKoil aAKTUBHOCTH TOJXKHBI OBITh
WUHAWBUIAYalu3upoOBaHb. B Havale peKOMEeHOYWOTCs a3poOHBIe HArpys3kKu
(xonbba, mMJaBaHbe) YMEPEHHOW HMHTEHCUBHOCTHU TNPOJOJXUTEIbHOCTHIO
30—45 MmuHyT 3-5 pa3 BaeHb (okojgo 150 MuHYT B Henento). B nanbHelimem
HeOoOXOOMMO MOCTeNMeHHOe yBeaudyeHue GU3MIECKMX HATPy30K, YTO B Cy-
UECTBEHHOW Mepe CMOoCOOCTBYET CHHUXEHHWIO U HOPMAJU3alHUU MaccChl
Tena. Kpome Toro, ¢usnyeckume HArpy3kKu CHOCOOCTBYIOT CHUXEHMUIO
MHCYJIMHOPE3UCTEHTHOCTU TMOKAa3bBAIOT TUMOTIUKEMHU3UpYIOIIee Oeic-
TBre. CoyeTaHUe NTMETOTEPAaNMU U pacUpeHUs GU3UIECKUX HATPY30K Oe3
Ha3HAYeHUsS CaXapOCHUXAIIMUX MpemapaToB MO3BOJSET MNOANEPXUBATH
koMneHcauuto CI B COOTBETCTBUU C YCTAHOBJIEHHBIMU LeasiMu (Taba. 7.3)
npuMepHo y 5 % nauuenton ¢ CJ-2.

IIpenapatbl nnsa caxapocHuxkawmeir Ttepanuu npu CJO-2 MoOryT OBITH

noapa3nac€j€eHbl HAa YETHBIPE OCHOBHBIC TPYIIIHI.

I. IIpemapaThsl, CHOCOOCTBYWIIME CHUKEHHI0 HHCYJMHOPE3MCTEHTHOCTH
(cencuraiizepsl). K 3T0oil rpynme oTHoOCUTCS MeTGOPMUH U THA3OJUIMUH-
nuoHbl. MerhopMuH sIBAsSieTCS EAMHCTBEHHBIM HCMNOJB3YIOIUMCS B Ha-
cTosiuiee BpeMs MpemapaToM M3 Ipynnbl OuryaHuaoB. OCHOBHBIMU KOMIIO-
HEHTaMU MEXaHM3Ma ero JeMCTBUS SBIASIIOTCS:

1. MlogaBieHUe TJIKXOHeOoTeHe3a B MeyeHM (CHUXEHHE MPOAYKLUUHU
TIIOKO3bl MEYeHbI), KOTOPOE MPUBOAUT K CHUXKEHUIO YPOBHS TIMUKEMUU
HaTOM[aK.

2. CHUXeHNEe HMHCYJIMHOPE3UCTEHTHOCTU (yBeJMYEeHUE YTUIUIAIMUU
TJIOKO3Bl MepUbEepUICCKUMU TKAHAMU, PpeXae BCETO MBIIIIIAMMU).

3. AKTUBal M aHHaAdpOOHOTO TIMKOJNM3a U YMEHbIIEHUE BCacChiBAHUS
TJIOKO3bl B TOHKOW KHUIIKE.

MetdopmMun siBisieTCs MpenapaToM TMMepBOro BbHOOpPAa caxapoOCHHUXKAW-
meil Tepanuu y nauumeHtoB ¢ CI-2, oXuUpeHUEM U FMIEprivuKeMUeil HaToO-
mak. Havanbuas mosa coctaBiasier 500 Mr Ha HOYb WU BO BpeMs YyXHHA.
B nanpHeiiieM 103a MOCTENEHHO MOBBIIaeTCsa 10 2—3 rpaMM Ha 2-3 mpuemMma.
Cpenu mo6GoYHBIX 3P HEeKTOB OTHOCUTENBHO YaCTO BCTPEYAIOTCS AUCTENCHU-
yeckue sBIAeHUs (Auapesi), KOTOpbie, KaK MPaBUIO, TPAH3UTOPHBI U MPO-
XOOSIT CAMOCTOSITeNbHO 4yepe3 |—2 Hegenum mpuema mpemapara. [1OCKOJNBKY
MeTHOpPMUH He oOKa3biBaeT CTUMyaupywomero sddexkra Ha MNPOAYKIUIO

MHCYJIMHA, Ha d)OHe MOHOTEpaAanmnuMu OTHUM INIp€rnmapaToM THINOTIUKEMHUHN HE
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pa3BuBawTCsd (ero geiicTBue 00O3HAayaTcd KakK aHTUTUNEPTIMKEMHUUYECKOE,
a He KaK runoriukemMmuyeckoe). [IpoTuBonoKka3aHUsIMU K HA3HAYEHUIO MET-
bopmMuHa gaBasiloTCd OEpeMEHHOCTb, TsXeJas cepleyHas, NeyeHouHasd,
rnoyeyHas U aApyrasgs opraHHas HeIOCTaTOYHOCTb, a TakKXe TUNOKCUYECKHUE
cocTOssHUSA apyroro reHesa. KpaiiHe pe JKMM OCJTOXHEHMEM, KOTOPOE BCTpe-
yaeTcs NMpU Ha3HauYeHUU MeTPopMUHA O6e3 yuyeTa MPUBEIEHHBIX MPOTUBOIMO-
Ka3aHUU, ABAgEeTCH JaKTaTaUUA03, SABIASIOMWMUNACH CIEICTBUEM TUMEPAKTU-
BallMU aHA’pOOHOTrO rIMKOJIMU3A.

Tua3zoMUMAMHAUOHB (NMUOTIUTA30H, PO3UTIMTA30H) SABISIOTCSA aro-
HUCTAMU y-pELENTOPOB, AaKTUBUPYEMBIX NMposucdepaTopoM MNEePOKCUCOM
(PPAR-y). TUa30IUAUHAUOHB aKTUBUPYIOT MeTabOJIMU3M TJIIOKO3bl U JU-
MUIOB B MBIUEYHOW U XKUPOBOU TKaHAX, YTO MPUBOAUT K MOBBIUIEHUIO
AKTUBHOCTM SHAOTEHHOTo MHCYyJMHaA, T.e. KyCcTpaHEHUIO UHCYJIUHOpE-
3UCTEHTHOCTU (ceHcuTai3eps MHcyauHa). CyTouHas Jo03a NUOTJIUTA30HA
coctaBiasgetr 15—30 wmr/cyr, posuraurtazona — 4-8 wmr (Ha |—2 mpuewma).
Becbma sddbexkTuBHa KOMOMHAUUSA TUA3O0JUAUHIUOHOB cMeThDOpMU-
HoM. [IpoTuBOMOKa3aHUEM K Ha3HAYEHUIO TUA3O0JUIAUHAUOHOB SABISIETCS
nopBbimeHue (B 2,5 pa3a u Oojiee) YPOBHS MEYEHOUHBIX TpaHCaMUHAa3.
[ToMuMO renaToOTOKCUYHOCTU, K NOOOYHBIM 3P deKTaM TUAZOIUAUHAUO -
HOB OTHOCSTCS 3aJepXKa XUAKOCTU UM OTEKMU, KOTOpPbIE Yyalle pa3BUBAIOT-
cd MPpU KOMOMHAL MU MpPEenapaToB C UHCYJIUHOM.

II. Mpenapatsl, BO3AEUWCTBYIOIINE HA P-KJIETKY U CIOCOOCTBYHOUIUE YCU-
JIEHWI0 ceKpeluu MHCyIuHa. K 3Toi rpynme OTHOCSITCS TMpemapaThl CYJlIb-
GoHUAMOUYEBUHB U FIUHUIAB (MpaHOUATbHbIE PEryJAsITOPbl TIUKEMUU),
KOTOpbie HUCHOJb3YIOT MPEUMYNIECTBEHHO NOJAsI HOpPMaJlW3alUM YPOBHS
raiukeMuu nocie eabl. OCHOBHON MULIEHBbIO MpenapaToB cyjJbpoHUIMOYE-
BUHB ([TCM) gaBiasitoTcsa p-KJETKM NMaHKpeaTUYecKUX ocTpoBkoB. [ICM
CBA3BIBAIOTCS Ha MeMOpaHe p-KJIETOK cO crneludUYecCKUMU pelenropa-
MU. DTO TPUBOAUT K 3aKpbiTHi0 AT®d-3aBUCUMBIX KalMEeBBIX KaHallOB
U OenoNsipu3aluu KJIeTOYHOU MeMOpaHBI, YTO B CBOIO Oouepeab cnocobc-
TBYeT OTKPBITUIO KalbIMEeBBIX KaHaloB. [locTymjieHuWe KaJlbIUs BHYTDPbH
P-KJIeTOK MPUBOAUT K UX NETPAaHYJISALUUU U BBIOpOCY MHCYJIMHA B KPOBb.
B KIMHMYECKON MPaKTUKE UCTTONb3yeTcsI focTaTouHo MHoTo [ICM, KoTO-
pble OTJAMYAIOTCS MO MPOAOJXMUTEIbHOCTU M BHIPAXEHHOCTH CaXapOCHHU-
xatouero addexra (tadba. 7.9).
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Ta6a. 7.9. IIpenapatbl cyabGOHUIMOYEBUHBI

Hauanb- KpatHocTh
CyTounasn
ITpenapat Has ao03a, npuema Ocob0ennoctu
n03a, Mr
mr B CYTKH
HaumeHbmunii
I'nuknasung 40 80-320 1-2 PHUCK Pa3BUTHSI
TUTOTIMKEMU U
Fnuknasun .
JeiicTByeT Ha
¢ MoauduUIUpoO-
30 30-120 1 NMPOTAXKEHUU
BaHHBIM BBICBO-
CYTOK
0oXIeHueM
Ha 95 % Bbine-
JsieTCsl yepes
KUIIEYHUK U MO-
InukBugoH 15 30-120 1-3 XKeT HazHayaTbCs
npu HavyaJlbHOU
MOYEeYHOMN Hero-
CTAaTOYHOCTHU
Huskuii puck
Inunusun 2,5-5 5-40 1-3
TUTIOTAMKEMU U
JeiicTByeT Ha
Inunusun-
5-10 5-40 MPOTAXEHUU
perapa
CYTOK
I'nubenknamun 5 5-15 1-2 Mpenapar ¢ Ha-
TH6eHKIaMILI ubosiee CUIbHBIM
MUKDPOHM3HUPO- 1,75-3,5 1,75-14 1-3 CaXxapoCHMXalo-
BAaHHBI i wuM 3pdexToM
JeiicTByeT Ha
MPOTSXEeHUU
I'numenupun 1-6 1 CYTOK, IIUPOKHUIA

TepaneBTUYECKUI

auamna3oH

OCHOBHBIM U IOCTATOYHO YacCThiM NMOOOYHBIM 3pdbexkTtom [TCM aBas-

erca runoraukemMus (cm. m. 7.7.3). OHa MOXeT BO3HUKATh NMPU Mepeao-

3UPOBKE IMpernaparom,

€ro KyMyJadunuun (HO‘IC‘{HaH HC,E[OCTaTO‘{HOCTI)),
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HEeCOOJNIIeHUN AUEeTh (MpOMyCcK MpUeMa NMUUIU, MPUEM aJlKOTOJsd) HUIU
pexuma (3HauuTeNbHasi du3uyeckas Harpyska, mepeig KOTOpOil He CHU-
xeHa no3a [ICM uau He MPUHSATH yrJaeBOJMIBI).

K rpynmne ramHugoB (mMpaHAUANbHBIE PETYISATOPB TIUKEMHHU) OTHO-
ciaTcs pemarJuHuA (MPOM3BONHOEe OEH30€BOW KMCJIOTHI; CYTOYHass Jg03a
0,5—16 Mr/cyT) 1 HaTerauHua (mIpous3BoaHoe D-dbeHunIataHuHa; CyTOYHAs
no3za 180—540 wmr/cyt). Ilocme mpuema mpemapaThl OGBICTPO U 0O6paTUMO
B3aMMOAECUCTBYIOT C peUenToOpoM cylbDoHUIMOUYEBUHB Ha (3-KiIeTke,
B pe3yJibTaTe Yero MPOMCXOAUT KOPOTKOE MOBBIIIEHUE YPOBHS MHCYJIMHA,
KOTOpOoe UMUTUPYET mepByw ¢da3y ero cekpeuuu B HopMme. [IpemapaTs
npuHumawTcd 3a 10—20 MUHYT OO OCHOBHBIX NMPUEMOB MUIIU, OOBIYHO

3 pa3a BOCHbD.

III. IlpenmapaTbl, CHMXKANHUE BCACbIBAHHE TIJIOKO3bl B KMIIEYHHUKE.
K aroit rpynne oTHocuTtcsa akap6o3a M ryapoBas cmoya. MexaHU3M Jelic-
TBUSI akapO0O3bl 3akJjloyaeTcss B oOpaTuMoi OJokajae a-TrIUMKO3MAA3 TOH-
KO KHUIIKWU, B pe3yibTaTe KOTOPOW 3aMeONSIIOTCS TPOLECCH MOCJIENO0-
BaTeJIbHOTO (GEepMEHTHMPOBAaHUS W BCaChiBaAaHUS YrJIeBOIOB, CHHUXAETCS
CKOpPOCTh pPE30POUMU U MOCTYMJEHUS TIIOKO3B B MEeYeHb WM CHUXAETCS
YypOBeHb NMOCTHNpaHAMAaJlbHOW THAUMKeMuu. HavanpHasg nmo3a akapO6oO3bl
cocraBasieT 50 Mr 3 pasa B IeHb, B HaJibHellIeM 032 MOXET OBITh YBEIU-
yeHa 1o 100 Mr 3 pa3a B CyTKM; IpenapaT IpUHUMAETCs HEMOCPEACTBEHHO
nepen enoid uau Bo BpeMs eabl. OCHOBHBIM MOOOUYHBIM dbdeKTOM akap-
603bl SABAsSETCS KHIIeYHass OUCIeNcusi (amapeu, MeTeOpU3M), KoTopas
CBsI3aHAa C MOCTYMJEHUEM HEBCOCABIIMXCS YrJIeBOLOB B TOJCTYIO KHUIIKY.
CaxapocHuxawiiuii apdexT akap6o3bl BecbMa ymepeH (Tabxa. 7.10).

B kxnuHuMYeckoW mNpakTHUKe TableTUPOBAHHBIE CaxXxapOCHUXAUIUE
npenapatoB 3G (GeKTUBHO KOMOMHUpPYETCS IpPYyr Cc ApyroMm u ¢ Tmpemnapa-
TaMU WHCYJIMHA, MOCKOJBbKY Yy OOJNbIIMHCTBA MAIUEHTOB OJAHOBPEMEHHO
ompeaeNsieTcss KaKTONaKoBasi, TaK U MOCTINpaHAMAalbHas TUNEPTIUKEMHUS.
CylmecTBYIOT MHOTOUYUCIEHHbl e (PUKCHPOBAHHbIE KOMOMHALIMU TTpEeTIapaToB
BOonHON Tabnerke. HaubGonee yacTto BONHOUW TabieTKe KOMOMHUDPYIOT
MeThopMuH c¢ paszauuyHeiMu [ICM, a Takke MeTGPOPMHUH C TUMA3O0JMUAUH-

JUOHaAMHU.
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Ta6a. 7.10. MexaHuU3M AeCTBUS U MOTeHIIMalbHast 3 GEeKTUBHOCTH TabIETH -

POBaAHHBIX CaXapOCHHUXAaKIIUX IIp€rnapaToB

Oxunaemoe
ITpenapatsl MexaHu3M aeiicTBHA CHUIKEHHE YPOB-
na HbAlc, %

CynbhoHUIMOYE- CTUMYASIUS MPOAYKIUU UHCY- 15.2.5
BUHBI JIMHA p-KJIEeTKaMHM T

I[MonaBiieHMEe MEYEHOUYHOTO

[IIOKOHEOTeHe3a, CTUMYJISIINSI

aHa’pOOHOTO TIMKOINU3a, CHUXE-

MerdopMuH ’ 0,8-2,0
HUEe MHCYJIMHOPE3UCTEHTHOCTH,

CHUXEHHE BCACHIBAHMS TITIOKO3BI

B KNIIE€YHUKE

CTUMYISUKUS MPOAYKIUU HHCY-
I'nuH uas yaran poly 4 0,5-1,9
JIMHA p-KJIEeTKaMU

HapyuieHue BCaChIBAHUS TJIIOKO3BI
Axap6o3a 0,4-0,7
B KMIIEYHUKE

AxtuBauus PPAR-y u metabonus-
TuazoUIWHINOHBI Ma TJIIOKO3bl ¥ JUTTUA0B B MbIIIEY- 0,6-1,5
HOW M XMPOBOU TKaHU

IV. MHCcynMHBI M AaHAJIOTH UHCYJIUHOB
Ha onpeneneHHoM 3Tame mnpemnapaTbl MHCYJMHOB HaYWHAlOT MOJydyaTh
no 30-40 % manumenToB ¢ CIA-2. [Moka3aHus OIS UHCYIMHOTEpPANMUUN MPU
CI-2 npuBeneHb B Hayvase mn. 7.4. HaubGonee vacThlif BapuaHT IepeBoOna
nauueHToB ¢ CI-2 Ha UMHCYJAMHOTEpamulo 3akKkjloyaeTcsl B Ha3HAYE€HUMU
MHCYJIMHA MPOJOHTUPOBaHHOTO aAeicTBuUsa (MHcyaud HIIX, rmapruH unu
NeTeMUp) B KOMOMHALUMUU C IPUHUMAEMBIMU TabOJIETUPOBAHHBIMU caxa-
POCHU XA MMHU TpenaparaMu. B cuTyauuu, Korga ypoBeHb TIMKEMUMU
HaTollakK He yJaeTcsl KOHTPOJMPOBATh Ha3HaueHUeM MeThOpMHHA HIU
MOoCJEeJHUNH MPOTUBOMOKAa3aH, MallMEHTY Ha3HayvyaeTcs BeuyepHAs (Ha HOUbD)
MHDbEKUUSA MHCyJUuHA. [IpyM HEBO3ZMOXHOCTHU KOHTPOJUPOBATH NMPU MOMO-
WU TabJEeTUPOBAHHBIX MpenapaToB KakK TOIIAKOBYIO, TaK M MOCTIpPaHIM-
aJbHYIO TJIMKEMHIO, NallUEeHT MepeBONUTCS Ha MOHOMHCYJIMHOTEpANUIo.
O6biyHO, mpu CJ-2 UHCYJIMHOTEpANUsd BeAeTCs MO TaK Ha3blBaeMOU «Tpa-
JIMIHOHHON» cXxeMe, KOTOpas NMoagpazyMeBaeT Ha3HauYeHUe PUKCUPOBAHHBIX
03 MHCYJIMHA MPOJOHTUPOBAHHOTO U KOPOTKOTO feiicTBUs. B aToM muaHe
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yIOOHB CTaHOAapTHBIE CMEeCHM MHCYJIMHOB, cOoldepXaliue B OfHOM ¢dIaKoHE
MUHCYJIMH KOPOTKOTro (yJIbTPaKOPOTKOrO) U MPOJOHTUPOBAHHOTO nelic-
TBUsI. BpIOOp TpaAMIMOHHOW MHCYJIMHOTEpPANUU OMpPENEAIETCS TeM, UYTO
npu CJ/I-2 oHa 3avacTyl Ha3HayaeTCsl MOXMUJBIM HalUeHTaM, OoOyueHHe
KOTOPBIX CaMOCTOSTEJIbHOMY HM3MEHEHMWIO O3Bl HHCYJIMHA 3aTPyAHEHO.
KpoMe Toro, UHTeHCHUBHAasi UHCYIMHOTEpaNuUs, LeJbl0 KOTOPOl SIBAsIETCS
nogfaepXaHue KOMIEHCAL WU YyTIeBOOHOrOoO oOMeHa Ha ypoBHe, MpubOIUKa-
I0meMcss K HOPMOTJIUMKEMHUU, HECET MOBBIMEHHBH PUCK THUMNOTIUKEMUU.
Ecnu nnst MONOOBIX MAaLMEHTOB JIETKME TUMOTIUMKEMUHU HE MPEACTABISIOT
CepbEe3HON OMAaCHOCTHM, Y HOXMUIBX MalMEHTOB CO CHUXEHHBIM MOPOTOM
OI[YWEHUS TUNOTIMKEMUU OHU MOTYT UMETh BeCbMa HeOIarompuUSITHBHIE
MOCJEeNCTBUS CO CTOPOHBI CEpPAEYHO-COCYAUCTOU cUCTeMBbl. MOJOIBIM
nmauueHtamM c¢ C/l-2, aTakXe MalMeHTaM MNEPCNEeKTHUBHBIM B MJaHe BO3-
MOXHOCTH 20 DEeKTUBHOTrO OOyYeHUSI, MOXET OBITh Ha3HAaUYE€H HMHTCHCHUB-
Hbl i BapMaHT MHCYJIMHOTEPAMUHN.

IIporuos

OCHOBHOUW MPUYMHON MHBAJUAU3ALUMUMU U cMepTH manueHToB ¢ CI-2 saBiasi-
I0TCSl MO3JAHUE OcCJOXHeHus (cm. m. 7.8), yvauie Bcero nuaberuyeckas
MakpoaHruonatus. PucCK pa3BUTUS OTHEJNbHBIX MO3JHMUX OCJOXHEHUN
onpepaensiercs KommniaekcoM ¢GakKTOpoB, KOTOpble O00CYyXIalwTcsi B COOT-
BETCTBYIOIWMX TIJaBaXx. YHUBepcalbHbIM (GaKTOPOM pUCKA HUX DPa3BUTUM
SBJsETCS XpoHUUYeckas runepraukemus. Tak, cHuxeHue ypoBHs HbAlc
y nanueHToB ¢ CJA-2 Ha | % NMPUBOAUT K YyMEHbIUIEHUIO OOIIE CMEPTHOCTH
npumepHo Ha 20 %, Ha 2 % u 3 % — COOTBETCTBEHHO NpuMepHo Ha 40 %
u 60 %.

7.7. OCTPbIE OCJIOXKHEHUA
CAXAPHOI'O ONABETA

7.7.1. AnabeTtnyecknii ketoaumngos

Juabemuueckuit  kemoayudos (AKA) — nexomneHcauus CJ-1, o6ycnaos-
JeHHass abCONIOTHBIM AeGUUUTOM HHCYJIMHA, NMPU OTCYTCTBUU CBOEBpE-
MEHHOTO JIeYeHMs 3aKaHuYMBawmascsa kKetoaluaotrudyeckoir komoint (KK)
U CMEpPThIO.

DTHONOTHA
Mpuuunoit JKA sgBasiercss abCONWOTHBU neduuuT uHcyauHa. Toil uam
nHOK BbripaxeHHocTu KA onpeaensiercs y OONbWIMHCTBA TaLUEH-

ToB Ha MoMmeHT MaHudectauuum CHO-1 (10—20 % Bcex cayuae JKA).
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Y nmauueHTa ¢ ycTaHoBJAeHHBIM aumarHo3doMm CJI-1 JKA MoxeT pa3BUTbCSH
npu MNpeKpaleHUU BBEIEHUs MHCYJIMHA, 3a4acTyl0 CaMHUM MNaLUEHTOM
(13 % cnyuaeB JJIKA), Ha ¢oHe COMYTCTBYIOIIMUX 3a00JeBaHUI, B MEPBYIO
ouepeab, UHGEKIMOHHBIX, MPU OTCYTCTBUU YBEJIUUYEHUS NO3bBl MHCYJIUHA
(30-40%).

Ta6n.7.11. IuabeTuuyeckuii KeToauumo3

AOconoTHbI feduuut uHcyauHa npu CA-1 (MaHu-
decrauusa CA-1, conyrcTByouine MHGEKIIUOHHBIE
3a00JeBaHUsI, CAMOCTOSTENbHASI OTMEHa UHCYJIUHA
MaureHTOM)

DTuosorus

TumepraukeMusi, 06e3BOXUBaHUE, TUTIEPITPOAYK-
AT KOHTPUHCYJISIPHBIX TOPMOHOB, aKTUBU3aI U
IJIIOKOHEOTeHe3a, JIUMOJN3a, MPONYKIIMA KETOHO-
BBIX T€J, allMA03, 1eDUIIUT Kaausi U HATPpUS

IMatoreHes

Yactora HOBBIX ciayuaeB 5-8 Ha 1000 mauueHTOB

DNuaeMuUoNOTuU S
¢ CI-1 B ron

nOHHypHH,HOHMHHHCHﬂ,HOXyHCHMG,paBHHTHG
6o B XXKMUBOTE, TOIIHOTA, pBOTa, COHIUBOCTD,
OoTEpsa CO3ZHAHUA

OCHOBHBIE KIUHU-
YyeCKHUe MPOSBIEHUS

T'unepraukeMus (He Bcerna CUJbHO BbIpaxeHa),

JAumarHoctTuka KETOHYpPUS, KETO3, METabOMNYEeCKHUIl allua03, TUTIE-
POCMOJIIPHOCTD

OudbdepeHumnanibHas Jpyrue npuuuHb motepu co3HaHus npu CJ, BKIO-

IMarHocTuKa yass TUMOTJUKEMHUIO

Peruaparauus (0,9% NaCl, 10 % raoko3a), UHCYIU-
Hotepanus (6-10 Ex/gac), KOppeKLUsI TUIOKATM -

JleueHnue N
eMUU, JIeueHUe COMYTCTBYIOIIE MaToJoruu (aHTHU-
OMOTUKOTEPANMUS U Mp.)
CMEepTHOCTD NMPU KETOALUAOTUUECKON KOME
[IporHos 0,5—5 %; ocHOBHas MpUYMHA — IMO3JHEE HAYATIO

JICHCHUA

Ho 20 % cnyuaes pasButusa JKA y mononbix mauueHToB ¢ C/-1 cBs3aHBI
C MCUXOJOTMYECKUMH MPpo0JIeMaMUu /UM HAPYIIEHUSIMU MUIIEBOTO MOBE-
neHusa (00s3Hb NMpUOaBKM Beca, OOA3Hb THMNOTJIMKEMHHU, MOIAPOCTKOBHBIE

npo6aemMsl). JoctatouHo yactoil nmpuuuHoit JKA B psaage cTpaH siBAsgeTCS
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OTMEHAa MHCYJWMHA CAMUM MAalMEeHTOM M3-3a TOPOTOBU3HBI MpemapaToB OJs
HEKOTOPBIX CI0eB HaceJeHus (tadua. 7.11).

ITaTorenes

B ocHoBe matoreHesa JJKA nexXxutT abCoNIOTHB M NeULUT MHCYJIUHA B CO-
YeTAHUU C NOBBIIIEHUEM MPOAYKIIMU KOHTPUHCYIAPHBIX TOPMOHOB, TaKHMX
KaK TJIKaroH, KaTeXxoJaMWUHBI U KOPTU30JI. B pesynbrare NPOUCXOOMUT
3HAYUTEJbHOE YCUJIEHUE MPOAYKIUS TIIOKO3bl MEUYEHbIO U HapylIeHUE €€
YTUJU3aNUU TepudbepuIeCKUMU TKaHIMMU, HapacTaHWe TUMEPrIUMKEMUU
M HapylieHME OCMOJISPHOCTU BHEKJETOYHOTro TNpocTpaHcTBa. Jdedbuuur
MHCYJIWMHA B COYETAHMU C OTHOCUTEJIbHBIM M30BITKOM KOHTPUHCYISIPHBIX
ropMoHoB npu KA NpuUBOIUT K BBICBOOOXIEHHUIO B UUPKYJISILUIO CBO-
GOMHBIX XMUPHBIX KUCIAOT (JIUMOJU3) U UMX HECHEPXKUBAEMOMY OKHUCIEHHUIO
B MEYEHU N0 KETOHOBBIX TeJ (p-ruapokcudyTupar, aueroanerar, aleTOH),
B pe3yJbTaTe 4Yero pa3BMBaEeTCs THUMNEPKETOHEMMUS, a B JajJibHellIeM MeTa-
0osnyeckMit auupo3. B pesynbrare BBIPAaXEHHOW TIIOKO3YPUU pa3BUBa-
eTcsd OCMOTHUYECKMH aMype3, 00Oe3BOXMUBaHUE, MOTEeps HATpUA, Kalausd
U APYTUX 3JTEKTpOoAUTOB (puc. 7.9).

DnuaemMuoaorus

YacTtota HOoBBIX cayuaeB JJ KA cocraBusier 5-8 Ha 1000 maumenTtoB ¢ CI-1
B TOI U HAMPSIMYI0 3aBUCUT OT YPOBHS OpraHM3alUU MEIUIMHCKOMW MOMO-
wmu 6onbHBIM CJ. ExeronHo B CII A npoucxoaut okoyso 100 000 rocnura-
nau3anuii mo moBony JKA, mpu 3ToM ¢ yuyeToM 3aTpaThl Ha OOJHOTO MallM-
€HTa 3a TocHUTasm3anmnio 13 TeIC. OJTAapOB, €XErOAHO Ha CTallMOHAapHOE
neuenue JKA tpaturcsa 6onee 1 munanumapna gomgapos B rog. B PO B 2005
r. 1KA zadukcupoBany 4,31 % nereii, 4,75 % nmonpoctkoB u 0,33 % B3poc-
abix manumeHtoB ¢ CHO-1.

Kiaunuyeckue nmposiBJaeHus

PaszButue KA B 3aBUCUMOCTHU OT BHI3BaBIIEil €ro MPUYMHB MOXET 3aHU-
MaTh OT HECKOJbKHUX HeAeJb A0 CYTOK. B GonpmuHcTBe cinyuyaeB JKA
MpeaecCTBYIOT CUMITOMBI JEKOMIIEHCAlMXM AguabeTra, HO HMHOTAA OHM
MOTYT He ycmeTb pa3BuThbcs. KnumHuueckue cumntombl JJKA BkiIwvawT
MOJUYPUIO, MOJUJUICUIO, TTOXYIEHUE, pa3JUThie 00IU B XUBOTE («auabe-
TUYECKUNW TCEBAOMEPUTOHMUT»), AeTUApaTallMio, BBIPaXEHHY cJlaboCTh,
3amnax almeToHa M30 pra (MAM (GPYKTOBBIU 3amax), MOCTENEHHOE MOMYT-
HeHMe co3HaHus. MctuHHasa koma npu JKA B mociaenHee BpeMs B CUIY
paHHE TMAaTHOCTUKHU pa3BMBAETCHd OTHOCUTEJbHO peako. Ilpu du3uKkaib-

HOM HCCIHE€OOBaHWU BLIABIAKTCA MPU3HAKHU 0663B0)KI/IBaHI/IH; CHHUXCHHUEC



li ABCORIOTHLIA ASPULNT HHCYNUHA 1

rHapymeHMe YTUNU3ALIMK TTIHOKO3bl WHCYNTUHAGBUCUMbIMMA TKaHAMM j

L MnepravkeMnn I l MNepocManAPHOCTL J | DHepreTudeckuin ronog '
r OcMoTUYECKWIA anype3 ' r MNoebiweHWe YpOBHSA KOHTPUHCYNAPHLIX TOPMOHOB ]

y
I Permppatayus l‘——hl MoTepsa anexkTponuToB —l I FnukoreHonus, NpaTeanua, NMNonn3 J

L FunoeoneMu4eckni I.LIOK—I l Funokcun —I I AKTUBaUWA TNIOKOHEOreHE3a U KeTOreHe3a |
r L 4
CruxeHme MO3roBoro, NOYedHorg, MNoBbILIEHUE ToBbILWEHWE YPOBHS
nepuPeprU4eckoro KpoBoToka YPOBHA NaKTata KETOHOBLIX TEn
F r

Anypus j

I KOMA H MeTtabonuueckui auu.qoﬂ

Puc. 7.9. IlaToreHe3 KeTOALMJAOTUYECKOW KOMBI
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Typropa KOXHU M MJIOTHOCTHU TJHa3HBIX SI0JIOK, TaxukKkapaus, THUHOTOHMS.
B naneko 3awenmux ciaydasix pa3BuBaeTcs abnixaHue Kyccmaynsi. bBouee
yeM y 25% mnauuentoB c IKA pasBuBaeTcss pBOTa, KOTOpas MO LBETY
MOXET HAaMOMHUHATh KodeiiHy rymy.

Junaraocruka

basupyeTrcs Ha MaHHBIX KIVMHUYECKON KapTUHBI, YKa3aHUSIX Ha HajluU4due
y manuenta CJ/-1, aTakXe AaHHBIX JabopaTOopHOTro uccienoBaHus. Jdus
O KA xapaktepHa TumepriumkeMmMuss (B psjae ciyyaeB He3HauYUTeJdbHAs),

KETOHYpUS, MeTabOJIMUEeCKUN auumg03, TUMEPOCMONSIPHOCTh (Tabu. 7.12).

Ta6n. 7.12. JlabopaTopHasi IMaTHOCTUKA OCTPBIX OCJOXHEHHU CaxapHOTO

nuabeta
JlnadeTnueckuii I'unepocmoasipuas
IToka3zaTtenn
KeToalua03 KOMa

F'nukemusi, MMoJb/1 > 15-20 > 30-40
pH kpoBu 7,0-7,3 >7T3
Keronypus +++ +
C} eKTHBHAasl OCMO-

b BapuabenbHa > 350
NApHOCTb, MOCM/KT
YpoBeHb CO3HAHUS COXpaHeH/CHUXEH cTomop/KomMa

[lpu obcaenoBaHUM MALUEHTOB C OCTpoi mekommneHcaunueir CJI HeoO-
XOJUMMO ONpeJeleHre YPOBHS TTUKEMUU, KPEeaTUHMHA U MOUYEBUHBI, DJIEK-
TPOJUTOB, HAa OCHOBaHUM YEro MNPOU3BOAUTCS pacuyeT 3GGbEKTUBHOIMI
ocMmonsapHocTu. Kpome Toro, Heob6xoauMMa oUeHKa KUCIOTHO-OCHOBHOTO
coctosiHUS. DdekTHBHASA OCMOJIAPHOCTD (DO) paccUuUTHIBaeTCs MO CIeay-
oumein popmyne: 2 X [Na+ (MDkB/n) + rnwkosa (MMosb/n)]. B Hopme DO
cocrtaBasier 285 - 295 mOcwm/1.

Y 6onbmuHcTBa nmauumeHtoB ¢ JJKA onpenensieTcss JeiKOUMTO3, Bbipa-
XEHHOCTbh KOTOPOTO MPOMOPIUOHAaNIbHA YPOBHIO KETOHOBBIX T€J B KPOBHU.
YpoBeHb HaTpusi, KaK MNpaBUJIO, CHHUXEH BCJIEACTBME OCMOTHUYECKOTO
OTTOKa XHUAKOCTU U3 HHTPAUENTIONSAPHBIX NMPOCTPAHCTB B 3KCTpallesa-
JIOJASIpDHBIE B OTBET Ha runepraiumkemuio. Pexe ypoBeHb HaTpUs MOXET

OBITh CHUXEH JIOXKHOTOJOXUTEIbHO KaK CJIEICTBUE Bpra)KeHHOﬁ THUIIED -
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TPUTAUILEPUIEMUN. YDPOBEHb KalWsg CHIBOPOTKM HCXOZHO MOXET OBITh
MOBBIIIEH BCHEACTBHE €ro MepeMEIIeHUS M3 DKCTPaUeNNIOIAPHBIX IpPO-
CTPAHCTB.

JduddepeHunanbHas IMAarHOCTHKA

dpyrue TNpUYUHB TOTepu Cco3HaHUA y naumeHTtoB c CH. Hdudde-
peHUMalbHasl AMATrHOCTUKA C TUNEPOCMOJISIDPHONH KOMOI, KakK MpaBUIO,
He BBI3bIBAaeT 3aTpPYAHEHUN (pa3BUBaAETCd Yy MNOXMUJBIX manueHToB ¢ CH-2)
U He MMeeT OOJIbIIOTO KIMHUYECKOTO 3HAUYCHUS, T.K. TPUHUUIIBI JICUEHUS
000MX COCTOSIHUK CXOAHBI. I[IpM HEBO3MOXHOCTU ONMEPATUBHO BBISICHUTH
NMPUYUHY MOTEPU cCOo3HaHUA nmauueHTta ¢ C/I eMy moka3aHoO BBEJAEHME IJIO-
KO3bl, T.K. TUMNOTJIUKEMHUYECKUE COCTOSHUS BCTPeYalOTCs 3HAUYUTEIbHO
yaile, a ObIcTpas MOJIOXUTEJNbHAasl TMHaAMUKa Ha ¢OHE BBEAEHUS TJIIOKO3BI
caMa 1mo ceb6e Mo3BOJSET BBIICHUTb MPUUYUHY MOTEPU CO3HAHUNA.

JleyeHue
Jleuenue KA mnoapasyMeBaeT peruapaTtaluio, KOPPEKUUIO TUNEPIIM-
KeMHUU, DBIEKTPOJUTHBIX pacCTPOUWCTB, a TakxXe JeyeHHe 3abojleBaHWM,
BBI3BAaBIIUX NOeKOMMNeHcauuio auabera. JleueHue HaubGojgee ONTUMAlb-
HO TPOBOJAUTh B PCAHMMAIMOHHOM OTIEIEHUU CHEUMaJIM3UPOBAHHOTO
Je4eOHOro yuypexXaeHUs. Y B3pOCHBIX MAallUEHTOB 03 TAXENOW CONMYTCTBY-
JolIel ceplIeYyHOW MaTOJNOTMU ellle Ha AOTOCTUTAJIbHOM 3Talle B KayecTBe
MepBOOYEPEAHON Mephbl C LEJAbI0 perMapaTallud PEKOMEHAYETCS BBEACHHE
n3o0ToHUYeckoro pactBopa (0,9 % NaCl) oOpueHTUPOBOYHO CO CKOPOCTHIO
auTp B yac (okoso 15—20 Ma Ha kKujorpamMm Beca B 4yac). [lonHoe Bo3Me-
meHue nedpuunuta Xugkoctu, kKoropoe npu JKA cocraBaser 100—200 mixa
Ha KI Beca, JOJXHO OBITh NOCTUTHYTO B IpelejaxXx MNEepBbIX CYTOK Jiedye-
Husi. Ilpu comyTcTBYIOIIed cepHedyHOW HMIU MOYEUYHOW HETOCTATOYHOCTH
3TOT NMEPHUON BPEMEHHU JNOJNXKEH OBITh YBeJuueH. [as meTeil peKoMeHaye-
MBI 00beM HM30TOHUYECKOTO pacTBOpa IJs perUApPAaTAllMOHHON Tepamuu
cocrtaBasier 10-20 Mg Ha Kr MaccChl TeJla B yac, pU 3TOM 3a MepBbie 4 yaca
OH He JOJXeH TNpeBBICUTh 50 Mg Ha Kr Beca. [loNHYI0 peruapartamnuio
pPEKOMEHAYETCS TOCTUTHYTh puMepHoO 4yepe3 48 yacoB. [locyie Toro Kkak Ha
doHe mapajsenlbHO MPOBOAMMOW HMHCYJIMHOTEPANUU YPOBEHb TIUKEMUH
CHHU3UTCS NpHUMepHO OO0 14 MMoub/n, mepexonsaT Ha mepeaumBanHue 10 %
pacTBOpa TJIIOKO3bl, KOTOPBIM W MPOIOJXAaeTCcs peruapaTamus.

B HacTosiniee BpeMs NMPUHSATA KOHLUENMIMUS «MaJblX H03» MHCYJIMHA TpPU
neueHuu KA. HMcnonb3yeTcs TOJAbKO HUHCYJIMH KOPOTKOTO AEHCTBUS.

HaubGonee onTuMalbHO MCHOJb30BaHUEC BHYTPUBEHHOIO BBCACHUA MHUHCY-



7.7. OcTpble OCJTOXHEHUS caxapHoro nuabera 307

NTuHa. BHyTpUMBIIIeYHOEe BBEJACHUE UHCYJIMHA, KOTOpoe MeHee 3¢ HEKTUB-
HO, BO3MOXHO TOJIbKO Npu ymepeHHoil Taxectu AKA, npu ctabuibHOI
reMoIMHaAaMUKe U MPU HEBO3MOXHOCTU MPOBEJAECHUS BHYTPUBEHHON Tepa-
nuu. B mocnenHeM ciyyae MHBbEKIU MU NETAOTCS B NPSIMYIO MBI IIIY XMUBO-
Ta, MPU 3TOM Ha MHCYJIMHOBBIM WIMNMPUI HaaeBaeTCsd WrJa AJS BHYTPUMBI-
MEeYHBIX MHBbEKUMU (A9 HAaIEXHOro BHYTPMMBIIIEYHOTO TMOMajaHUA),
M 0 3TOW WTJe MHCYIMH HabupaeTcs M3 (pJakKoHa B IITNPUIL.

B0O3MOXHO HECKOJbKO BapMaHTOB BHYTPUBEHHOTO BBEACHMS WHCYJIM-
Ha. Bo-mepBBIX, MHCYJUH MOXET BBOJAUTHCH «B PE3UHKY» MH(PY3UOHHOU
CUCTEMbl, TPHU OTOM HEOOXOAMMOE KOJMYECTBO MHCYJIUMHa Habupaertcs
B MHCYJMHOBBIM MINPUIl, TOCJE YeTO B Hero nobupaercss | MJI M30TOHUYEC-
KOTO pacTBopa. BmiaoTh N0 NOCTUXEHHUS YPOBHEM TAMKeMHUU 14 MMoOJb/7a
eXeyacHO TNauueHTy BBoAuTcsS mo 6—10 Ex mHCyaIMHaAa KOPOTKOTO Jeiic-
TBUSA;, B JaJlbHEWIIEeM (NapaiienbHo cO CMEHOU peeudpamayuoHHo20 pacmeopa
¢ uzomonuyeckoeo Ha 10 % eawko3y) B 3aBUCHUMOCTHU OT €Xe4yacHO OIpenessi-
eMBbIX MoKa3aTejeld TMMKEMUM A03a MHCYJIMHA cHUXaeTcsd no 4—8 En B uac.
PekoMeHIOBaHHAasT CKOPOCTbh CHUMXEHHUS YPOBHSA TIMKEMHUU HE HOJXKHA
npeBbIaTh 5 MMOJIb/1 B 4yac. Jpyroit BapvMaHT BHYTPUBEHHON MHCYJUHO-
Tepanuu ToApa3yMeBaeT MCMOJb30BaHUe mepdy3opa. g MPUTOTOBICHUS
pacTBopa ans mnepdysopa ucxonar u3 cooTHomeHuss: Kk 50 En mHcynuHa
KOpPOTKOTO neiicTBusa nobapiasiercs 2 mia 20 % pacTBopa albOyMUHa 4Yeso-
Beka, mociyie 4ero gobasiasiercs 50 mr 0,9 % H30TOHMYECKOro pacTBOpa.
B cnyyae, eciu BBIOpaH BHYTPUMBIMIEYHBIX TYyTh BBEJACHUS WHCYJIWHA,
nucxoaHo BBoauTtcsa 20 Ex MHcyliuMHaA KOPOTKOTO A€MCTBUSI, MOCJE YEro exe-
yacHo o 6 Ex, a mocyie 1OCTUXEHUS YPOBHEM TiIuKeMUu 14 MMOJb/I g03a
cHuxaetcs 1o 4 En B uyac. [lociae moiaHOM cTabuaM3alUU TEMOIMHAMUKM
M KOMIEHCAUU KUCIOTHO-OCHOBHBIX HapYUIeHUN MallMEeHT MepeBOAUTCS
Ha MOAKOXHble UHbEKIIMU MHCYJUHA.

Kax yka3piBaioch, HECMOTpPS Ha 3HAUUTEJNbHBI U AeDUIUT Kalusg B Op-
raHusMme (oo0mast motepsa 3—6 mmouan/kr), npu JKA ero ypoBeHb 10 Haudaia
MHCYJUHOTEPANMUMU MOXET OBITh HECKOJbKO NOBBIIIEeH. TeM He MeHee,
HayajJo TNepeJMBaAaHUS pacTBOpa XJopHuAa KaJilus PEeKOMeHIyeTCcsS IPOBO-
IUTh OJHOBPEMEHHO C HayaJOM MHCYJIMHOTEpamnuu, €CAU YyPOBEHb Kalusd
nmiaa3Mbl MeHbIIe 5,5 MMoab/JI. YchnemHas KoppeKUus aedUIUTa Kalus
MPOUCXOAUT TOJAbKO Ha (poHe Hopmanusauuu pH. IIpu Huskom pH mnoc-
TYMJEHUE KaJlusg BHYTPb KJIETKU 3HAYUTEJIbHO CHMXEHO, B CBSI3U C 3TUM,
MO BO3MOXHOCTM 03y TMepeluBaeMOro XJopujaa Kajus XejJaTeJbHO aaar-

TUPOBATh K KOHKpeTHOMY moka3atento pH (ra6x. 7.13).
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Ta6a. 7.13. CxeMa KoppeKUuK AedULIUTa Kalus

CKOpOCTb BBEJIEHUsI XJIOPHAA KaJIMsi, TPaMM B yac™
Kanusa nna3msl,
MMOJIB/ 1 pH < 7,1 pH>7,1 Ycpenneno npu HeBO3MOKHOCTH
mMoHuTopuHra pH

<3 3 1,8 3

3-4 1.8 1,2 2
4-5 1,2 KO 1.5

5-6 1 0,5 1

>6 npemnapaTel KajJusi He BBOASATCS

*ﬂl‘lﬂ pacyeTa MCHOJIb3YKOT CJIeAyHOIHEe JTAHHbIE:
1 r KC1 = 13,4 mmoub; 1 mmoab KC1 - 0,075 r. B4% pacreop KC1: B 100 Mn-4r KO,
B25ma-1rKCl, B 10 ma 0,4 r KC1.
[IpuuyuHoOi nmekoMmeHcalMu auabeTa 3a4acTylo SBASIOTCSA HHGPEKIHOHHbIE
3a0oneBanusa (nuejoHedpuT, MHGUUUpPOBAHHAS Si3Ba NMPU CUHAPOME AUa-
6eTUYECKOM CTOMbl, MTHEBMOHMUS, CAHYCUT U npoy.). CyumecTByeT NpaBuio,
cornmacHo kotopomy npu JKA antuGuoTUKOTEepanmus Ha3zHadyaeTCs Ipak-
THUYECKM BCeM MallMeHTaM C cyodeOpPUIUTETOM MIAM JUXOpaAKOW maxke
MPpU OTCYTCTBUU BUAMMOTO oyara MHGEKLUUU, MOCKOIbKY COOCTBEHHO AN
KA moBbilieHME TeMmepaTyphbl TeJa He XapaKTEpHO.

IIporuos

CMmeptHocth mpu JKA coctaBaser 0,5—5 %, nmpu 3ToM GONBIIUMHCTBO
ciy4aeB OOYCJIOBJIEHO TO3JAHUM U HEKBalUGUIIMPOBAHHBIM OKa3aHUEM
MeIUIUHCKOUW moMomu. CMepTHOCTh Haubosee Boicoka (mo 50 %) cpenm
MalUeHTOB MOXMUJIOro Bo3pacTa.

7.7.2. TnnepocMonsgapHasa komMa

Tunepocmonspnas koma (FOK) — peakoe ocTtpoe ocinoxHenue CJ-2, pa3Bu-
Ballleecss BCJIEACTBUE BHIPaXEHHOW AeruapaTalUud U TUMEPrIUKEMHUU Ha
¢dboHe OTCYyTCTBUSA abCONIOTHOTrO AedUIIUTA UHCYJIMHA, CONPOBOXIAMIIEE-
csl BBICOKOW JieTaJlbHOCThIO (Tabu. 7.14).

DTHoaOTUA

IF'OK, kak mpaBuJio, pa3BuBaeTcsl y MoxXujblx manumeHtoB ¢ CIA-2. Takue
MauMeHTHhl Yyalle BCEro OAMHOKHU, XUBYT 06e3 yxona, nmpeHeOperaT CBOUM
COCTOSITHUEM ¥ CAMOKOHTPOJIEM U MPUHUMAIOT HEJOCTATOYHO XHUIKOCTH.
YacTto KIOeKOMMNEeHcalMu TNPUBOAAT MHGEKUUM (CMHIAPOM auabeTHuec-

KO CTOMB, THEBMOHHUU, OCTPHI MUeTOHEeDPUT), HApYHUIEHUS MO3TOBOTO
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KpOBOO6paHLeHI/IH U Ipyrme€ COCTOAdHUA, B PE3YIAbTATEC KOTOPLIX MAaIMUECHTLI

nJoxo mnepeaBurarTcHd,
U XUOAKOCTb.

He TMPUHUMAIOT CaxapOCHMUXAION[ME TpernapaThl

Ta6a. 7.14. Tunepocmonsipuas koma (F'OK)

DTUONOTUSA

BoipaxenHas nekommnencamnusi C[1-2, BeI3BaHHast
pa3BUTHEM CONYTCTBYWINEH nartojoruu (MHGapKT,
WHCYJBT, MHGOEKIIMK) Y MAIlUEHTOB MOXUIOTO BO3-
pacrta (> 60—70 neTr); mpekpalleHue MpUeMa caxa-
POCHMXKAWIIMX MpernapaToB, OTCYTCTBUE yXO.a,
OrpaHUYEHUE MpHUeMa XUIKOCTHU

[TaTorenes

BripaxeHHasi TUNIEPIAUKEMHUSI, OCMOTUYECKU I
nuypes, o00e3BOXUBaHNWE, IPU COXPAHEHUU OCTa-
TOYHOU MPOAYKUMU MHCYJIMHA, TOCTATOYHOM MA,Js
MOJaBJIeHUsS] KeToTeHe3a

DNULEMUOIOTUS

Bcrpeuaercss oueHb pesiKo, MOYTU BCETAA Y MOXUIBIX;
Ha T'OK npuxoautcs 10—30 % ocTprix mnepzrny&y-
MMUYECKUX COCTOSTHUM Yy moxuabix ¢ C/1-2; B /3
yaeB pa3zBUBaeTCs yJaMlle "TUarHOCTUPOBAHHBIM 10
storo CJI

OCHOBHBIE KIUHM-
YECKUEC MMPOABICHUSA

I[TpuszHaku BhIpaxXeHHOUW aeruapatauuu (Kaxmia,
CYXOCTb KOXWU, TaXUKapausi, apTepuaabHas TUIIO-
TEH3Us, TOUHOTA, c1aboCTh, OK); (OKaJbHbIE

U reHepaJnM30BaHHBIE CYyIOPOTU; COMYTCTBYIOIIUE
3200J1eBaHUS U OCJOXHEHUS (MHbEeKLU U, TPOMOO3bI
ry0OOKUX BEH, MHEBMOHUS, HAPYIIEHUS MO3TOBO-
ro KpoBooOpalieHus, ractponapes), noMmpadeHue
co3HaHus (comop, KoMa)

JlvarHocTuKa

AHnaMmHe3 CII-2, moxuJoii Bo3pacT, KJIMHUYECKAs
KapTHHAa, BHIpAaXeHHasI TUMEPTINKEMUS

(>30—40 MMoOJb/N), OTCYTCTBUE KETOHYPUU

M KETOalUI03a, THIIEPOCMOISIPHOCTD

NudbdepeHuuman bHas

KetoanugoTuyeckass U TUMOTIUKEMUUYECKIE
KOMBI, MTOTEePsI CO3HAHUS JPYroro reHe3a (MHCYIbT,

NUarHOCTUKA
uHbapKT MUOKapaa u 1p.)
Peruaparanus (2,5—3 nurtpa 3a nepBbie 3 yaca),
Hewerue MHCYJIUHOTEpAnus (PeXUM «MallbIX J03»), KOPPeK-
UST 9JEKTPOJUTHBIX PACCTPOUCTB, JIeYeHUE COMYTC-
TBYIOUIEH MaTOJOTHHU
IMnoxoii: cMepTHOCTDL 15—60 %; HAUXYIIIUA yIUILL
I[Iporuos P ? y y

CTapyeCcKoro Bo3pacTa
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ITaTorene3s

Hapactamomass TMNepriukeMuss U OCMOTUYECKUU AUMype3 OOyCIOBIAMBAIOT
BBHIPaXEHHYIO AeruapaTalnuio, KoTopas MO yKa3aHHBIM BbIlIe NMPUYUHAM
HEe BOCMOJHsAETCS M3BHEe. Pe3yJbTaToM TUNEPTrIMKEMHUU U AeTUIpaTaluu
SIBJSIETCS TUMEPOCMOJN s PHOCTh Nia3Mbl. HeoTbeMJIEeMBbM KOMIOHEHTOM
natoreHe3za OK saBnsieTcs OTHOCUTENbHBI N NedDULIUT MHCYJIUHA U U30bI-
TOK KOHTPUHCYJSIPHBIX TOPMOHOB, TeM HE MeHee, COXpaHsAIIeicsa NMpu
CHO-2 ocCcTaTOYHOW CeKpelIMu UMHCYJIMHA OKa3blBaeTCs AOCTATOYHO IS
nmonaBJeHUS JHUMOJKW3a U KeToreHe3a, BCJEACTBHUE 4YEero HE TNPOUCXOIUT
pa3BUTHUS KeToaluao3a.

B psne ciyyaeB MOXET ONMpeNeNsiTbCs YMEPEHHOUN BBIPAXXKEHHOCTHU allMI03
KaK pe3ylbTaT runepjakrareMuu Ha ¢doHe TKaHeBoOil runonepdysuu. Ipu
BBIPaXEHHOW TrUNMepriukeMUU AJIg COXPaHEHUS OCMOTHUYECKOTo OajaHca
B UepeOpOCNUHAIBbHONU XUAKOCTU YyBEeJIUYUBAETCS coAepXaHHUE HaTpus,
noctynalouero M3 KJIETOK TOJIOBHOTO MoO3ra, Kylxa B oOMeH Imomnajgaet
kanuii. Hapymwaercs TpaHCMeMOpPaHHBI TMNMOTEHUMAJN HEPEHbIX KIETOK.
PasBuBaercss mnporpeccupytouee MNOMpayeHUE CO3HaHUSA B COYETAHUHU
C CYAOPOXHBIM cuHApoMoM (puc. 7.10).

DnuaeMnoiorus

Ha TOK npuxoautcs 10—30 % oCTpbIX TUNEPTIUKEMUUYECKUX COCTOSHMU I
2

Y B3pOCJHBIX U MOXUJBIX ManuueHToB ¢ C[-2. [IpumepHo B /3 cayyaeB TOK

pa3BUBACTCA Yy JTUIl C HEAUMATHOCTUPOBAHHBIM 10 3TOTO CZ[

Kaunuueckue NnposAABJICHUA

OCOOEHHOCTIMU KIMHUUYECKON KapTHWHBI FI/IHCpOCMOHﬂpHOﬁ KOMBI ABJIA-

0TCS:
KOMIIJIEKC TIPHU3HaAaKOB M OCIIOXHEHUN aAernaparamgmMn W TUIOIICD-
q)y3I/II/I: Xaxma, CYXOCTb CJIM3UCTBIX, TaxuKapauda, apTepuajJlbHasd
TUMMOTEH3UsI, TONIHOTa, claboCcTh, MIOK;

—_ CbOKaIIbHBIC N TEHEpaJMU30BaHHBIC CYOIOPOTIH,

— Jauxopanka, TomHoTa u pBota (40-65 % crnyuaeB);

— W3 CONYTCTBYIOUMX 3a60JeBAaHUIN M OCIOXHEHHH YacToO BCTpeda-
I0OTCSI TPOMOGO3bBI TIyGOKUX BEH, MHEBMOHUSA, HaAapDYLW€HUs MO3TOBOTO
KpoBooOOpalleHWs, racTpomapes.

JImarHocTHKa

basupyeTrcs Ha naHHBIX KJIMHUYECKOW KapTUHBI, BOo3pacTe MNalMeHTa
u anamHe3e CJI-2, BbIpaXXeHHOW TUNMEPTIUKEMUU NPU OTCYTCTBUU KETO-
HYpPHMU M KeToamuaosa. TunudyHbie mabopatopHeie mpusHaku ['OK mpen-

cTaBJieHbl B Tabu. 7.12.
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Puc. 7.10. [1aToreHe3 runmepocMoIapHON KOMBI
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JdAuddepeHunanbHas AMarHOCTUKA
Ilpyrue ocTpble COCTOsSIHUS, pa3BuBalowmuecs y naumentos c¢ CJI[, yame
BCE€ro C COHyTCTBy}OH.[CI‘;I HaTOJIOFHCﬁ, l'[pI/IBeIlLL[efI K Bblpa)KeHHOfI JCKOM -

nencanuuu CJ.

Jleyenune

Jleuenue u MoHutopuHr npu 'OK, 3a MCKJIIOYEHUEM HEKOTOPBIX OCOOCH-
HOCTEeil, He OTIUYAIOTCS OT TAKOBBIX, OMMCAHHBIX I KETOAUUAOTUIECKO It
nuabeTuvyeckoi kKomsl (m. 7.7.1):

* OonbIIMK 0ObeM HavyallbHO# peruagparauuu 1,5—2 g 3a 1-it vac; 1 1 — 3a
2-it u 3-it yac, manee mo 500 MA/Y4 M30TOHUUYECKOTrO pacTBOpa XjJopuua
HaTpUS;

MOTPeOHOCTh BO BBEACHMU KaJlMUcOAepXalmMX PacTBOPOB, KaK MpaBH-
N0, Gonbuie, YeM MPU KETOALUIOTUUYECKOU KOME;

MHCYIUHOTepanus aHanoruuHa takoBoil mpu KK, Ho moTpebGHOCTH
B MHCYJIMHE MEHbIIEe U YyPOBEHb TIUKEMHU HEOOXOAMMO CHHUXATh HE
ObicTpee, 4yeM Ha 5 MMOJIb/J BuYac BO u30eXaHUE pa3BUTUSI OTeKa
Mo3ra;

BBeIeHUs runotoHmvyeckoro pactsopa (NaCl 0,45 %) nyuwmwe usberats
(TONBKO NPU BBIPAXEHHOW runepHarpueMuu: > 155 MMoOAb/a u/unu
spdexkTuBHOl ocmonsipaocTtu > 320 MOcm/n);

BO BBEJIEHUU OMKapOOHaTa HET HEOOXONMMOCTHU (TOJbKO B CHELUAU-
3UPOBAHHBIX PEAHUMMAUMOHHBIX OTACNEHUIX npu auunose ¢ pH < 7,1).

IIporuo3s
JleranbHocth mpu ['OK Bwicoka u coctaBiasier 15-60 %. Hauxynmui
MPOrHO3 y MOXMUJIBIX MAallMEHTOB C TSAXEJIOH CONYTCTBYIOIIEd MaToONOTUEH,
KOoTopas, 3a4acTylo, U ABJSIeTCS NMPUUYMHON nekoMmmneHcauuu CJII u pa3Bu-
Tus N'OK.

7.7.3. Tmnornukemmns

Tunoeaukemuss — CHUXEHUE YPOBHS TJIIOKO3bl B CHIBOPOTKE KpOBH (<2,2—
2,8 MMOJIb/N), CONMpOBOXJalllee KIMHUYECKUNA CUHIPOM, XapaKTepHu-
3yIOUMACS MPU3HAKaMM aKTHUBAIUU CUMNATUYECKON HEPBHOM CHUCTEMBbI
u/unu nucPyHKUUEd LUEeHTPalbHOW HEPBHOW CUCTEeMBl. [MMOTIUKEMHS
Kak J1abopaTopHbIi GEeHOMEH HE TOXAECTBEHEH MOHSTHIO «TMHOTIMKEMMU-
yecKasi CHMITOMaTUKa», MOCKOJbKY 1ab0opaTOpHbIe TaHHBIE M KIMHUYEC-
Kasi KapTHMHa He Bcerga COBIAAAlOT.

DTHOJOrUA
— HepeuosupOBKa npemapaToB MHCYJHMHaAa MW €ro aHaJoOroB, aTaKXe

npenapaToB CyaAbGOOHUIMOUYEBUHE;
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HEOOCTAaTOYHBIM MpueM MUUIU HAa GOHE HEM3MEHHON caxapoCHUXa-
IoLeil Tepanuu;

— TMpueM aJKOTOJNbHBIX HAMUTKOB;

— ¢usuuyeckue Harpy3ku Ha ¢GoHe HEU3MEHHOUN caxapocHUXKaruiei
Tepanuu U/uam 6e3 TOMOJTHUTEIbHOTO MpHeMa YrIeBOAOB;

— pa3BUTUE NO3AHUX ociaoxHeHuit CJI (aBTOHOMHas HelpomaTusa
c ractpomape3oM, ToYeyHass HENOCTAaTOYHOCTb) U psgga JIpYyrux
3a0oseBaHUil (HaAMOYEYHMKOBAsS HEAOCTATOYHOCTb, TUIOTHUPEO3,
neyeHoOYHassT HEJAOCTATOYHOCTb, 3JO0KAaYECTBEHHBIE OMNYXOJU) TMpPHU
HEM3MEHHONW caxapocHUXalel Tepanuu (NPOAOJXKEHUE TNpuUeMa
u kymynsuusg TCII Ha ¢doHe MOYEYHON HEJNOCTATOYHOCTHU, COXpaHe-
HUe MpeXHel N03bl MHCYJUHA);

HapylieHUEe TEXHUKU BBEACHUS MHCYJIWMHA (BHYTPUMBIIIEYHAS UHDB-
€KL U BMECTO MOAKOXHOI);

— aprtuduumanpbHasi TUNOTIUKeMHUs (co3HaTelbHasi Nepeno3MpPOBKa
CaXapoOCHUXAKWIIUX NMPenapaToB CAMUM MALUEHTOM);

— OpPraHUYECKMUN TMMEPUHCYJIUHU3IM — MHCYyJIUHOMA (cM. m. 10.3).

ITaTorenes

IMaToreHe3 TUMOTAMKEMHUM 3aKjlo4YaeTcss B HapyuieHuu OalaHca MeXAy
MOCTYMJEHUEM TJIIOKO3Bl B KPOBb, €€ yTUJM3aluell, YypPOBHEM HHCYJIMHa
U KOHTPUHCYJNSIPHBIX TOPMOHOB. B HOpMe mpu ypoBHe TIMKEMUU B Mpene-
nax 4,2-4,7 MMOJb/N MPONYKIUS U BHICBOOOXIEHNE HHCYJIUHA U3 P-KIETOK
nonaBieHbl. CHUXEHUE YPOBHS TAUKEeMUUN MeHee 3,9 MMOJb/J CONPOBOX-
naeTcss CTUMYJSIMEH TNPOAYKIMU KOHTPHUHCYJISAPHBIX TOPMOHOB (TJIO-
KaroH, KOpTH30J, TOPMOH pocTa, aapeHailuH), HelipornukomeHuueckas
CUMITOMAaTHMKa pa3BMBaeTcCss NPH CHUXEHWHM YPOBHSA TIMKEMUM MeHee
2,5—2,8 MMmonb/n. Ilpu mepeao3upoBKe MHCYJIMHOM U /MJIU TpernapataMu
CyAb(OHUAMOYEBHHBI THUMOTIUKEMUST pa3BUBaeTCsd BCIEACTBHE TIPSIMO-
0 TUMOTAUKEMHU3UPYIOUIETO NEWCTBUS BK30TEHHOTO WMJIM ISHIOTEHHOTO
ropMoHa. B ciyyae mepeno3MpoOBKU MpemapaTaMu CYJIbGOOHUIMOYEBUHBI
TUMOTJIMKEMHUYECKAass CUMITOMATUKAa MOXET MHOTOKPAaTHO PEUUAUBHUPO-
BaTh MOCJe KYNMUPOBAHMUS MPUCTyNa BCIAEACTBHUE TOTO, YTO ONJUTEIbHOCThH
NeWCcTBUS psifia mpernapaToB MOXET AocTUraTh cytok u 6oxee. TCII, koTo-
pble HEe OKa3bBAIOT CTUMYJIUPYIONETO BAMSAHUS Ha MPOAYKIIMIO MHCYJINHA
(MeThOpMUH, THA3OMUAUHIUOHBI), CAMU MO cebe TUMOTIUKEMHUU BHI3BATH
He MOTYyT, HO TNPHM WX NOOGaBJIEHUM K ImpemapataM CYJIbGOHMUIMOYEBWHBI
UJIW MHCYJIUHY MPUEM TOCJIEIHUX B MPEXHEH 103¢e MOXET CTATh MPUYUHOIA
TUMOTJIUKEMHUHU BCIEACTBUE KYMYJSIMM caXapocHHUXawmero 3bdekTa
KOMOMHUPOBAaHHON Tepanuu (Tabn. 7.15).
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Tao6n. 7.15. T'unornukeMus

DTHoNOTUS

— Ilepeno3upoBka mpenapaToB UHCYJIUHA U CYJb-
(oHUIMOUEBUHBI; HEJOCTATOUHBIM MPUEM MULIH,
NnpueM ajakorons, GuUduuyecKrue Harpy3ku Ha ¢hoHe
HEM3MEHHOU caXxapoCHUXawIlel Tepanuu u/uin
0e3 NJOMOJHUTEJNbHOTO MpUeMa YIIeBOAOB.

— ABTOHOMHAasI HeWpomaTus ¢ racTpomape3om,
MmoyevyHasi HEAOCTaTOYHOCTb, HAaAMOYEUYHUKOBAs
HENOCTATOYHOCTh, TUTIOTUPEO3, TTeUeHOUHAsT HeI0-
CTAaTOYHOCTb, 3JI0KAYECTBEHHbIE OMYXOJHU.

— HapymeHnue TeXHUKYW BBENECHUS WHCYJIWHA.

— AptuduuuanpbHas TUNOTIUKEMUS

IMatoreHes

CHUXEHME YPOBHSI DIMKEMUM HUXE
2,2-2,8 MMOJB/TT

DNUAEeMUONOTUSA

Ha oxHoro 60/1bpHOTO, HaXOISIIIETOCSI HA UHTEHCUB-
HOW MHCYJMHOTEpPANuK, B rOA NpUXoauTcs 1 ciydaii
Tsikenoi runornukemuu. [pu CA-2y 20 % naumeH-
TOB, MOJYYAIOUIMX UHCYJIUH, ©Y 6 %, moNydyalonmmux
npenapatsl CyabGOH UJI MOYEBUHBI, HA IPOTSIKEHUU
10 et pa3BuBaeTCcss Kak MUHUMYM OJUH 3THU30]
TSKEJOU TUMOTIUKEMUM.

OCHOBHBIE KIMHU-
YECKHUE MMPOABICHUA

AnpeHepruuecKue CUMNTOMBI: TAXUKAPIUsI, MUAPUA3;
0ecnoKOMCTBO, arpECCUBHOCTb; APOXb, XOJOIHBII
MoT, NMapecTe3nu; TOIHOTA, CUJIbHBIU roJ0], rUIep-
cajluBalUs; AMapesi, OOMJIbHOE MOYEUCIIYCKAaHUE.
HeiiporiukoneHnyecKkue CHMITOMbI: aCTEHUs, CHU-
XeHMe KOHLeHTpalud BHUMaHUS, TOJIOBHAsI 00JIb,
YyBCTBO CTpaxa, CIYTaHHOCTb CO3HAHMU S, NE30PU-
eHTalMsI, TOBEeAeHUYEeCKNEe HapylIeHUsI, HapylIeHne
CO3HaHM S, CyIOPOTH, NMpEeXOoasliMe mapaiuim, KoMma

TunuyHasg cuMnroMatuka y 6oabHoro ¢ CJI; HU3KU
YPOBEHb IIMKEMUU 110 JTaHHBIM 3KCIIPECC aHaIU-

Amarnocruxa 3a, KyNMpoBaHUEe CUMITOMATUKU Ha poHe mpuema
YIJIEBOJOB WJIM BBENEHUS TIIOKO3bI
dpyrve NpuYMHB MOTEPU CO3HAHUS U/UITU
CYIOpPOXHOro cuHapoma y 6onbHbix CJI.
NuddepeHunnanbHas NuddepeHunanbHass IMarHOCTUKA MPUYUH TUIOT-
IUAarHOCTUKA JUKeMUU (HU3Kasi KOMMJIaeHTHOCTb, COMYTCTBY-

oue 3ab60JeBaHusl, NIPOTPeCCUPOBaAHUE MO3THUX
OCJIOXKHEHMI)
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Oxonuanue maéa. 7. /5

[Mpu nerkoit TUNOTIUKEMUU TIPUEM YTJIEBOIOB
BHYTPb (HaubGoJsiee 3 HeKTUBHBI Clajkue HAUTKU),

Jleuenue .
npu Tsaxenou runornukemuu: 50 ma 40 % p-pa mio-
KO3bl B/B M/MJU IJIIOKAroH (B/M WM I/K)
Jlerkye rUMOrAMKEMUN y OOYUEeHHBIX MAaLMEHTOB Ha
doHe xopolieit KoMIeHcanuu 3abojaeBaHus 6e30-
nacHbl. YacTele TUMOTJIMKEMUM — MPU3HAK MJIOXOH
I[MporHo3s

koMneHcauuu CI. Y MOXMIBIX TAallUEHTOB - PUCK
MPOBOKALIMU COCYIUCTBIX OCJIOXHEHUN (MHDapKT
MHUOKapaa, MHCYJIbT, KPOBOU3JIUSHUE B CETYATKY)

Ilpu npueme aakorojs NMPOMCXOAUT MOJAaBJIEHUE TJIIKOHEOTeHe3a B neye-
HU, KOTOpbBIN s6asemcs BaXHeWIIUM (HakKTopoM, NPOTUBOAECHCTBYIOUIUM
TUIIOTIUKEMUU . (I)usn-lecxne Harpy3Ku Cl'lOCO6CTByIOTI/IHCyJ'lVlHHC3aBMCVI—
MO yTUJM3allMU TIIOKO3bI, Ojarogaps yeMy Ha (poHe HEM3MEHHOMW caxa-
pOCHUXAalOIEed Tepanuu U/UJIU NMPU OTCYTCTBUM AOMOJHUTEIbHOTO MPU-

€Ma yrieBoaoB MOTIYT ABUTHCH HpM‘{MHOﬁ TMIIOTJIUKEMUHU.

DnuaemMuogorus
Jlerkue, ObICTPO Kynupylomuecs TUNOTJIMUKEMUU Yy MALUEHTOB C
C-1, nmoiyyamwiiMX MHTEHCHUBHYI MHCYJIMHOTEpamnui, MOTLYT pa3BU-

BAaThCsl HECKOJbKO pa3 B HedeJl0O, U OTHOCUTENbHO Oe3BpenHbl. Ha ogHoro
60JMbHOTO, HAaXOASIIErocss Ha MHTEHCUBHOW MHCYJIMHOTEpAmUu, B roi
NpUXoaAUTCS 1 cayyail TAXenoW runorivukeMuu. B GoJpumIMHCTBE ciyydyaeB
TMMNOTJIMKEMHUHU Pa3BUBaATCId B HoOuHoe BpeMs. Ilpu CHA-2 y 20 % mauueH-
TOB, MOJYy4YalOUMX MHCYJIUH, Uy 6 %, mojydyawIux npemnapars cyibdo-
HUJIMOYEBUHBI, HAa MPOTskeHUU 10 seT pa3BUBaeTCsd KaK MUHUMYM OIUH

SMU30J TAXEJON TUMOTAUKEMUH.

KiauHuyeckue nposABjeHUs

BbigensitoT 1Be OCHOBHBIE TPYyNMNbl CUMITOMOB: aJpeHEpruyeckKue, CBS-
3aHHBIE C aKTMBalMed CHUMINATUUYECKOW HEPBHOW CHUCTEMBbl UM BHIOpOCOM
alpeHaJIMWMHAa Haaglnmoye€4YyHUKaMu, 44 HeﬁpOFﬂMKOHCHMHCCKMe, CBs3aH-
Hble C HapymeHueM GYHKLUMUOHUPOBAHUS LEHTpPalbHOW HEPBHOW cCHC-
TeMbl Ha ¢GoHe ageduuUUTa €€ OCHOBHOTO 3HepreTMyeckoro cyberpara.
K aapenepruyeckuM CHUMIITOMAaM OTHOCSTCS: Taxukapiaius, muapuas; Oec-
NMOKOWCTBO, arpecCUMBHOCTb; JAPOXb, XOJOJAHBIM MNOT, MapecTe3uu; TOLI-
HOTa, CUJBbHBINA TOJIOA, TUNepcajuBaluus; aAuapess, OOUIbHOE MOYEHUC-

NyCKaHHuCe€. K Heﬁpomuxoneﬂuqecmm cCuMIITOMAaM OTHOCAT AaCTEHMUIO,
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CHUXEHUE KOHUEHTpPaluu BHUMaHUSA, TOJOBHYI0 06O0Jb, YyBCTBO cTpaxa,
CIIYyTAHHOCTb CO3HAHUS, N€30PUECHTAINIO, TANTIONUHAIMU; PeUYeBbIe, 3pU-
TeJlibHbIE, MOBEJACHYECKUE HApyNIeHUs, aMHe3UI0, HapylieHUe CO3HAHUS,
CyloOporu, Mpexonsiiue nmapajiumuyu, komy. YeTKod 3aBUCUMOCTU BbIPaKEH-
HOCTHU U TMOCJENOBATENbHOCTH PAa3BUTHUS CUMITOMOB MO Mepe YTAXEIeHUS
TUTMOTIUKEMUU MOXeT He ObITh. MOTYT BO3HUKATh TOJbKO aJpEeHEPTHU-
YyecKMe UJIM TOJbKO HEUPOTIUKOMEHMUYECKHE CHUMIOTOMBI. B OTHEeIbHBIX
ciayvyasXx, HECMOTpPS Ha BOCCTAHOBJEHHE HOPMOTJIMKEMHUU U MPOAOJIXKA-
IOMYIOCS Tepamuio, MNAalNUEeHTBH MOTYT TNpeObBBaTh BCTYNOPO3HOM WUIH
naxe KOMAaTO3HOM COCTOSSHUM Ha MPOTSAXEHWU HECKOJbKUX YaCOB M JaxXe
nHei. JnuTtenbHas TUNMOTIUKEMUS UJIU €€ YAaCThle DMU3O0IBl MOTYT MpPU-
BeCTU K HeoOpaTuMbiM u3mMeHeHusm B LIHC (nmpexnae Bcero B Kope 00Jib-
MUX TOJymapuil), TNPOSIBIEHUS KOTOPBIX 3HAUYUTEIbHO BapbUPYIOT OT
NEeJTVUPUO3HBIX U TAJIJIOINUHATOPHO-MTAPAHOUJAHBIX SMU30A0B 10 TUIUYHBIX
SMUIENTUUYESCKUX MPUMAAKOB, HEU30EXHBIM HCXOAOM KOTODBIX SIBISIETCS
cToiikoe cinaboymue.

TunmepraiukemMuss cCy0ObeKTUBHO MEPEHOCUTCS MAallMEHTAMU JIerye, 4YeM
SMU30MBl faXe JIETKOU TUNnornukeMuu. [1o3ToMy MHOTHE MallMEeHTH U3-3a
0O0SI3HU TUNMOTIMKEMUM CUYUTAIOT HEOOXOAMMBIM TMOANEpPXaHUE TIUKEMUU
Ha OTHOCUTEJIbHO BBHICOKOM YPOBHE, KOTOPBI (PaKTUUECKU COOTBETCTBYET
nexkomMmeHcanuu 3aboneBaHus. [lpeomonreHue 3TOTOo cTepeoTumna Tpebyer
MOopoii HeMalblX YCUJIMU Bpaueld M obOyvyalomero mepcoHarna.

JIMarHocTukKa

KnuHuuyeckas kKapTuHa runoriaukemuu y nauumeHtra cCJl B couyeTaHUMU
c1abopaTOpHBIM (Kak MpaBUJIO, NPU MOMOILIM TJIIOKOMETpa) BbIIBIEHUEM
HU3KOTO YPOBHS TJIIOKO3bl KPOBHU.

AuddepeHuuanpbHas AUATHOCTHUKA

JNpyrue NpPpUYMHBI, MNPUBOASIINE K MoTepe co3HaHusi. Ecium mpuumHa
norepu co3HaHus 6oabHoro CJl HeM3BECTHA M HEBO3MOXHO MpPOBEAEHUE
9KCIpecc-aHalnu3a yPOBHS TJIMKEMUU, €My MOKa3aHO BBEJAEHME TJIIOKO3H.
Hepenko Bo3HMKaeT HEOOGXOAMMOCTb BBISICHEHHUS MNPUYMHB Pa3BUTHS
4acThIX runoriukemMuun y manuueHtoB ¢ CJI. HaubGonee yacTto OHH SIBJIsI-
I0OTCSl CIIeICTBMEM HeaJeKBaTHOW CaxapOCHUXAalIleil Tepanuum U HU3KOTO
YPOBHS 3HAaHUMU MamueHTa 0 cBoeM 3aboneBanuu. CiaeayeT MIOMHUTH O TOM,
YTO K CHUXEHUI0O MOTPEOHOCTU B CaxapoOCHUXAlIIeidl Tepanuu BMJIOTh 10
ee MoJHON oTMeHbl («ucue3HyBmui CJ») MOTYT mpuBOAUTH psAn 3abojieBa-
HUU (HaZNO4YeYHUKOBAss HEJOCTATOYHOCTb, TMMOTUPEO3, MOYeyHas U Me-

YE€HOYHada HC,[[OCTaTO‘{HOCTI;), B TOM YHUCIE€ 3TOKAYECTBECHHBLIC OIMMYXOJH.
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Jleuenne

Anst nedeHWs NEeTKOW TUMOTIUKEMHUU, MPU KOTOPOUW MAIMEHT B CO3HAHUMU
U MOXET caM OKa3aTh cebe MOMOIINb, OOBIYHO JOCTATOYHO MPUHITH MUILY
UJIW XUIKOCTh, CONEPXKAINYI YTIeBOAB B KoJudecTBe [—2 XJIeOHBIX eau-
Hu1 (10—20 r rnwoko3bl). Takoe KOJTUYECTBO COAEPXKUTCS, Hanpumep, B 200
MJI ci1aakoro GppykTtoBoro coka. Hanmutku 6ojee 3¢bPEeKTUBHO KYNUDPYIOT
TUMOTJINKEMUIO, MTOCKOJbKY B XUIKOM BHUJE TJII0KO3a 3HAYUTEIBbHO cKOpee
BcachiBaeTcss. Ecium cuMnToMaTuka MpoOJOJXaeT HapacTaTh, HECMOTPS Ha
MPONOJNXAIIUKCSI MpUeM YIJIeBOAOB, HEOOXOAMMO BHYTPUBEHHOE BBele-
HUEe TJIKO3bl UJIU BHYTPUMBINIEYHOE THIOKAaTroHa. AHAJOTUYHBIM 00pa3oM
JIeYUTCS U TsiXejasi TUNMOTJIUKEMHUSI, MpOTeKawiasi C MoTepeil CO3HAHUSA.
B aTom cayuae manmueHTy BBOoAUTCS oKojdo 50 mu 40 % pacTBOopa IIOKO-
3pl BHYTPHBEHHO. BBeneHUe TrII0OKO3bl HEOOXOAMMO TPONOJXATh BIIJIOTH
N0 KYMUPOBaHUS NMPUCTYNMa U HOPMAJU3alUM TIUKEMHUU, XOTS OONbIIeit
no3bel — no 100 mn1 u 6Gosee, Kak MpaBuUIO, He TpeOyeTcs. [JIOKAron BBOIUT-
cg (Kak MpaBUJIO, IPUTOTOBJIEHHBIM B 3aBOJACKUX YCIOBUSAX HAMMOTHEHHBI M
MMOpUIEeM) BHYTPUMBIIIEYHO WJIU MNONKOXHO. Yepe3d HECKOTbKO MUHYT
YpPOBEHb TIUKEMUU Ojaronaps UHAYKIUU TIIOKATOHOM TJIUKOTEHOJIMU3a
HopManuiyercsa. OQTHAKO 3TO MPOUCXOJUT HE BCEraa: MPU BHICOKOM YPOBHE
MHCYJIWHA B KPOBU TrNIOKarod HesdpdexktuBeH. [lepuona monyBBIBEAECHUS
rIloKaroHa Kopoue, yeM MHcyauHa. [Ipu ankoronusme U GOJNIe3HSX MeUYeHU
CHUHTE3 TJIUKOTeHa HapylleH, W BBeJIeHHUE TIIOKAaroHa MOXET 0Ka3aThCs
HedpbpekKTUBHBIM. [106O0YHBIM 3(GpGeKTOM BBEACHUS TJIIOKaroHa MOXET
OBITH pBOTA, cO3Jamliasi OMacHOCTh acmupanuu. bau3dkum mnamueHTa

XKEJAaTeJbHO BJIAaNETh TEXHUKOW MHBEKIUU TJOKAroHa.

IIporuos

Jlerkue rUnMorJuMKeMUun y oOy4YeHHBbIX MAallMEHTOB Ha (poHe Xxopoueil KOM-
neHcanuu 3aboneBaHusl Oe3omacHb. YacTble TUMOTIMKEMUU SIBISIOTCSH
npu3HakoM nmnjoxoil kKommneHcauuu CJ; B OONBUWIMHCTBE clyyaeB Yy Ta-
KMUX TAaIUEeHTOB B OCTalbHOE BpEMS CYTOK ompenensercs Ooyee UIU
MeHee BbipaXeHHasl TMNepriuKeMHUs] U BBICOKMHA YPOBEHb TJIUKUPOBAH-
HOTO TeMOTJI00MHA. Y MOXUIBIX MAIIMEHTOB C MO3MHUMU OCIHIOXHEHUSIMHU
CJl runorivMKkeMHUHU MOTYT MNPOBOLMPOBATH TaKHE COCYIMCTbIE OCJIOX-
HeHUSs, KakK MHGApKT MHUOKapaa, MHCYJIbT, KPOBOUBJIUSIHUE B CETUATKY.
FmnornukemMuyeckass KoMa OJUTEJbHOCThIO 10 30 MMUH NpU ageKBaTHOM
JIe4eHUW U OBICTPOM BO3BpAall€eHUM CO3HAHUS, KaK NMpaBUIO, HE HUMEET
KaKUX-JTM0O OCNOXHEHUN U MOCIAEACTBUNA.
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7.8. MO3OHVNE OCJIOKHEHNA
CAXAPHOI'O OMNABETA

[To3aHue ocnoxHeHUSs pa3BuBarwTCcs npu oboux tunax CHA. KnuHuuecku
BBINENSIOT MATh OCHOBHBIX MO3AHUX ociHoxHeHui CJI: MakpoaHruoma-
TUIO, HedpoMmaTUIO, PETUHONMATUIO, HEWPOMATUIO U CUHAPOM AuabeTuyec-
ko#t crtombl. HecmeuuduuHOCTh MO3MXHUX OCTOXHEHUUN MAJNSI OTHEIbHBIX
tunoB CJl onpenenseTcsd TeM, YTO MX OCHOBHBIM MAaTOTFEHETUYECKUM 3Be-
HOM SIBJISIETCSI XpOHUUYECKAsA TUMEPTINKEeMUss. B cBSI3M ¢ 9TUM Ha MOMEHT
MaHupectauuu CIA-1 mNMo3aHMUE OCJOXHEHHUS y MALUMEHTOB MPAaKTUYECKHU
HUKOTJAa He BCTPEYAlOTCs, Pa3BUBAsSCh 4Yepe3 TOABl U ACCATUIETHUS B 3aBU-
CUMOCTU OT 3¢ HEeKTUBHOCTU NpoBOAMMON Tepanuu. HaubGonbliee Kiau-
Hu4yeckoe 3HaueHue npu CJl-1, kak mpaBuyo, nmpuobpeTaeT AnadeTnvyeckas
MUKpoaHruonatus (HedpomaTtusi, peTUMHoOmaTtus) W HellpomaTuss (CUHAPOM
nuabetuueckoit crtomnsl). Ilpu CJ-2, HanpoTUB, MNO3JAHHUE OCJIOXHEHUS
4acTO BBISIBASIOTCS yXe Ha MOMEHT YCTaHOBJIEHUS aAuarHo3a. Bo-mepBbiX,
3T0 cBsizaHO ¢ TeM, uto CJ[-2 MaHudecTUpyeT 3ag0Ar0o A0 YCTAaHOBJIEHUS
nuarHosa. Bo-BTOpbIX, aTepocCKJAepoO3, KIMHUYECKHU TNPOSABIASIOIMHUNACS
MakKpoaHTHomaTtuei, umeer MHOoro o6mux ¢ C/| 3BeHbeB matoreHesa. [lpu
C1-2 HaubGonbliee KJIMHUUYECKOE 3HaAyeHMUE, Kak NpaBUJIO, NMpuodperaet
nuabeTuyeckKas MAaKpPOAHTHONATHS, KOTopas Ha MOMEHT MOCTAaHOBKHM JHa-
rHO3a BBISIBJISETCS y NOAAaBASONIEro OOJbIIMHCTBA MallMEeHTOB. B kaxaom
KOHKPETHOM cjydyae HaGoOp M BBHIPAXEHHOCTb OTAEJNbHBIX MO3THUX OCIOX-
HEHUUN BapbUPYIOT OT UX MapagoKCalbHOTO MOJHOIO OTCYTCTBUS, HECMOT-
psg Ha 3HAYUTEJIbHYIO AJUTEIbHOCTb 3a00JieBaHUS BIJIOTH OO COYETAaHUS
BCEX BO3MOXHBIX BapUAaHTOB B TAXeJoil ¢dopme.

[To3nHUE OCAOXHEHUS SABJISIOTCS OCHOBHOW MPUYUHOW CMEPTH MAL[UECH-
ToBc C/l, a nIpyHUMass BO BHUMaHUE €r0 paclpOCTPAaHEHHOCTh — BaXHel-
meil MEAMKO-COUMalbHOW NpoOGAeMOd 3ApaBOOXpaHEHUS OOJbUIMHCTBA
cTpaH. B cBsI3M ¢ 9TUM OCHOBHOIl HeJbI0O JeUeHHsSs M HAONIONEHUS MallUueH-
ToB ¢ C/| aBnsiercsa npodugsakTuka (nmepBuyHasi, BTOpUUYHAS, TpeTUUYHAs)

€T0 MO3JHUX OCIOXHEHUN.

7.8.1. Anabetmnyeckaa makpoaHrmonaTtmus

Huabemuueckas  makpoaneuonamus — coOuUpaTtelbHOEe TIOHSITUE, OOBEAU-

HsAOIIee aTepOCKIepOTHUYECKOEe MOopaxXeHUe KpynHbix aprepuit npu CJI,
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KIMHUUYECKU TposABIsAIIeecss nlmeMuuyeckoin 6onesnnrio cepanuna (MBC),
OOMUTEPUPYIONIMM aTEPOCKJIEPO30M COCYIOB TOJOBHOTO MO3Ta, HUXHHUX
KOHEYHOCTeW, BHYTPEHHMX OPraHOB M apTepuUallbHOW TUNEPTECH3UEH
(rabu. 7.16).

Ta6n. 7J16. InabeTnuueckass MaKpoaHTUONATUS

TunepraukeMusi, apTepuanbHasi TMHIEPTEH3US, AUC-
DTuonIOoTUS JUTUIEMUST, OKUPEHUE, UHCYIUHOPE3UCTEHTHOCTD,
U TaToTeHEe3 TUNepKoaryasinus, 3HAOTeNnaabHass AUCOYHKIIUS,

OKHUCJUTENbHBIN CTPECC, CUCTEMHOE BOCMaleHue

Puck paszsutuss UBC npu C[I-2 B 6 pa3 Bblle, yeM

yauu 6e3 CII. AprepualbHasi TUTIEPTEH3Us BHISIB-

nsaercay 20 % maumentoBc CA-1 uy 75 % ¢ CIA-2.
DNUaeMHuoaoTus .

O6nuTepupylomuii arepockiepo3 nepudepuaeckKmux

cocynoB pa3zBuBaetca y 10 %, a rpom00osMObonus

COCYIOB roJIoBHOTO Mo3ray 8 % mauueHToB ¢ CJ]
OCHOBHbBIE KIMHU- AHanoruyHsl TakoBbiM y aun 6e3 CI. Ipu CJ
YeCcKHe MPOSIBIECHUS uHbapkT muokapna B 30 % ciayuyaeB 6e3601eBoOit
JunarHoctuka AHaloTU4YHBl TaKOBbIM y Ul 6e3 CJ

Jpyrue cepaeyHO-cOCYAUCTbie 3a00TeBaHUS, CUMII-
HOudpdepenunanbHas ’

ToMaTu4yeckas apTepualbHas TUNEPTEeH3US,
nUarTHOCTHUKA

BTOPUYHBIE TUCIUMNUIEMUN

[MmoTeH3WBHAs Tepamnusi, KOPPEKI U NUCIUTIHIE-
Jleuenue MUU, aHTHATPETaHTHAs Tepanus, CKPUHUHT U Jieye-

nue UBC
1 OT cepleyHO-COCYAUCTHIX 3a00JieBAaHUN yMUpaeT

pOTHO3
75 % nanuentoB ¢ CA-2 u 35 % manuentos ¢ CJI-1

DTHoJIOTHSA U MATOTreHe3
BeposiTHO, aHaJlOTUYHBI 3TUOJOTMU U MAaTOTEHE3y aTepoCKJepo3a yJIHUI
6e3 CII. ATepocKiaepoTUUYeCKMEe ONSIIMKM HE OTJIUYAITCSI MO MHUKPOCKO-
nuyeckomy ctpoeHuto yaiuly ¢ CJA u 6e3 Hero. Tem He mMenee npu CJ Ha
MepBBI MJaH MOTYT BBICTYNATh IOTMOJHUTENbHBEe HAaKTOPH pUCKA, UJIU Xe
CJHl ycyry6asier usBecTHbie Hecneuuduueckue Gpaktopsl. K TakKoBbBIM Ipu
CII crnenyeT OTHECTH:

1. Tunepraukemuto. fAABnsiercs GpakTopoM pucKa pa3BUTHUSA aTepPOCKIE-
po3a. YBenuueHnue ypoBHsa HbAlc Ha 1 % y mauuenTtoB ¢ C/I-2 yBenuuuBa-
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€T PUCK pa3BUTHUS MUHbapKTa Muokapna Ha 15 %. MexaHU3M aTEepOTEHHOTO
NEeUCTBUS TMNEPrJIUMKEMUU HE BIOJIHE SICEH, BO3MOXHO, OH CBSI3aH C IJIH-
KO3UPOBAaHUEM KOHEYHBIX nmpoayktoB Mertabonusma JITTHIT u konnareHa
COCYIUCTOW CTEHKH.

2. Aprepuanbnyio runepren3uo (Al). B matoreHese 6oJblIoe 3HAUYCHHE
npuaaeTcsi MOYEUYHOMY KOMIIOHEHTY (duabemuueckas Hepponamus). AT nipu
CI-2 - He MeHee 3HaAauuMblil GakTop pucka MHbapKkTa U UMHCYJIbTA, YeM
TUMEPTIUKEMUS .

3. MucaunuaemMuio. TMnepuUHCYJIMHEMHUS, SIBISIOMASICSI HEOThEMIEMbIM
KOMIOHEHTOM MHCYJIUHOpe3ucTeHTHOCTU npu CI-2, 0o6yCJIOBIUBAET CHU-
xeHue ypoBHs JITIBII, nmoBbllieHUEe YPOBHS TPUTJIULUEPUIOB U CHUXEHUE
MJIOTHOCTHU, T.e. ycujeHue atreporennoctu JITTHII.

4. OXxupeHHUe, KOTOPBIM cTpajaeT OOJbIIMHCTBO maumumeHTtoB ¢ CI-2,
SIBAsSIeTCSI He3aBUCUMBIM (GaKTOPOM pHCKa aTepockiepo3a, HHDapKTa
Muokapaa M uHcyabta (cMm. m. 11.2).

5. UHCy1HHOPE3UCTEHTHOCTh. [ MMIEepUHCYIMHEMUS M BBHICOKHI YyPOBEHbDb
WUHCYIUH-TIPOUHCYJIUH-TTOAOOHBIX MOJEKYJ TMOBBIIIAET PUCK pPa3BUTHUS
aTepocKJjepo3a, 4YTO, BO3MOXHO, CBSI3aHO C SHAOTEJMAJbHOU NUCHYHKIIH -
ei.

6. Hapymenue koaryjsauuu KpoBu. [Ipu CJlonpenensieTCIMOBBIIIEHU €
ypoBHS (uOpuHOreHa, akTupBaTtopa MUHrudb6uTopa TpoMOOUUTOB U pakTo-
pa Bunne6bpannma, B pesyjibTaTe 4ero GOpMHpPYeTCs HPOTPOMOOTHUUYECKOE
COCTOSIHUE CBEPThIBAOLIENWCS CUCTEMbl KPOBHU.

7. DHaoTeNuaNbHy0 IuCchYHKIUIO, XapaKTEePU3YIOIYIOCS MOBBIIIEHUEM
9KCIpecCHuU aKTHMBAaTOpa MHTUOUTOpa MIa3MHUHOTEHa M MOJEKYJI KIETOU-
HOW aAre3uu.

8. OkucanTeNbHBIA CTpecC, MPUBOASIIUN K MOBBILIEHUIO KOHIEHTpa-
uun okucneHHbx JIIHII u P2-usonpocranos.

9. CucreMHOe BOCHAJleHHEe, MTPU KOTOPOM MPOUCXOAUT MOBBIMIEHUE DKC-
npeccuu dudbpuHorena u C-peakTUBHOTO Genka.

HauGonee 3HauuMbiMu (paktopamu pucka passutusgs UBC npu CH-2
sABAsAOTCS nmoBbimeHHb N ypoBeHb JITTHII, mounuxenusnii JITIBII, apre-
puanbHasi TUNEPTEH3Us, TUNEpPTIUKeMUsT M KypeHue. OOHUM U3 OTIHU-
Yyuii arepockiaepoTuyeckoro mpouecca npu CJI sBasiercss 6ojiee pacmnpo-
CTpPaHEHHBI I UAMCTAJbHBIA XapakKTep OKKJI3MOHHOTO MOpPajKeHHs, T.C.
B mpouecc yame BOBAEKAaOTCSI OTHOCUTENbHO OoJiee MeJIKUE apTepUU, 4TO
3aTPpyoHSIET XUPYpPruyeckoe JeyeHUue M yxXyAllaeT MPOTHO3.
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DnuaemMuogorus

Puck pasButuss UBC ynuu ¢ CA-2 B 6 pa3 Bbilie, yeM y iull 6e3 nuabera,
MpU 3TOM OH ONMHAKOB AJg MYXYUH M XKEHIIUH. ApTepuUajbHas TUIEpP-
TeH3us BoisiBasietcss y 20 % mauuentoB ¢ CA-1 uy 75 % ¢ CA-2. B oGuewm,
y 6onbpHbix CJI oHa BcTpevaeTcs B 2 pasa uvalle, 4yeM yJaull 0e3 Hero.
O6nuTepupylO WUl aTepocKiepo3 nmepudepuyeckux COCyI0B pa3BUBAETCS
y 10 % 6oapHbIX ¢ CI. TpOoMGOSMOOIKMS COCYIOB FOJIOBHOTO MO3Ta pa3Bu-
Baetcst y 8 % mauuenTtoB ¢ CJ| (B 2-4 pa3a yame, yem yaui 6e3 CJ).

Kiaunuyeckue nmposiBjieHUs

B ocHOBHOM He OoTaMYalOTCd OT TakKoBBIX yaui 6e3 CJ. B KIMHUUYUECKOI
kaptuHe CJ/-2 MakpococyaucTbie OcCiaoXHeHus (MHDapkT Muokapaa,
MHCYJIbT, OKKJTI3MOHHOE MOpPaxXeHHUEe COCYIOB HOTl) 3aYacTyl BBICTYyMNaloT
Ha MepBBI NJaH, U MMEHHO MPU UX Pa3BUTUM Yy MAallMEHTa HePEIKO BIep-
Bbie OOHapyXuBaeTcs rumepriumkemMusi. Bo3MoXHO, BciaeacTBUE COMYTC-
TBylOIlIeil aBTOHOMHOU Heliponatuu A0 30 % uHbapKTOB MUOKaApaa YJIUIL
¢ C nporekaloT 06e3 TUNUYHOIO AHTMHO3HOro mnpucrtyna (6e36oseBoit
HUHbapKT).

JluarHocTuka

IIpyuHUUMNB TUATHOCTUKMU OCJOXHeHUI atepockiaepo3a (MBC, Hapyme-
HUEe MO3TOBOTO KpOBOOOpameHUsI, OKKJIIO3MOHHOE MOpaXeHUe apTepuit
HOT) HE OTJAMYAITCS OT TaKOBBIX AJsg aul 6e3 CII. U3MmepeHUe aprepUualib-
Horo nasjeHus (AJl) TOJMXHO MPOBOAMTHCS HAa KaXTOM BU3UTE MallMeHTa
¢ CI kBpauy, aompejejieHUe MoKa3aTejeil JUNHUIHOTO CHEKTPa KPOBU
(obmuit xonecrepuH, tpurnunepuns, JITHIT, JJIIBIT) npu CJI Heobxo-
IUMO MPOBOIUTH HE peXe, 4eM pa3 B 0.

JduddepenunaibHas TMATHOCTUKA
Jlpyrue cepoedHO-COCYAUCTBIe 3a00TeBaHMUsI, CUMITOMaTHYeCKasl apTepu-
aJlbHad TUNNECPTECH3UA, BTOPUYHBIC OJUCITIUINMUIAECEMUN.

JleueHune

e KoHTpoap apTepuajbHOro naBjeHusi. JLOJNXKHBIM YyPOBEHb CHUCTOJU-
yeckoro A npu CIO cocrtaBaser meHee 130 MMHQ, a amacTtolunyeckoro
8§80 MMHg (ta6n. 7.3). BONbIWIMHCTBY MAaLUEHTOB AN JOCTUXEHUS BTOU
HeJau HeoOXOOMMO Ha3HayYeHUE HECKOJIbKMX TMMOTEH3UBHBIX NMpenapaToB.
[IpenmapatamMu BeiOOpa runoreH3uBHON Tepanuu npu CJ ABASIOTCS UHTU-
outopsl AII® uGIOKAaTOpPH pPEeLENTOPOB aHTHMOTEH3MHA, KOTOpDhie IpHU
HEeOOXOOMUMOCTH MOMOJHSIIOTCS THA3UIHBIMU 1uypeTukamu. I[lpemaparamu
BoiOOpa nas manueHToB ¢ CII, mepeHecmiux MHGapKT MUOKapaa, AIBASIOTCS
P-anpeHoO610KaTOpPHI.
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o Koppekuus nucaunuaemuu. LleneBble ypoBHU moKa3aTejeld JUMU -
HOTO CHmeKTpa mpencrtaBjieHbl B Taba. 7.3. I[IpemapatramMu BbIOGOpa THUIOJHM-
MUIEMUYECKON Tepanuu IBIASAIOTCA UHTUOUTOPH 3-TUAPOKCHU-3-METHUITIY-
Tapui-KoA-penykra3sl (CTaTUHBI).

e AHTHarperanTHas Tepamusa. Tepanus acnupuHom (75—100 Mr/cyr)
nokazaHa nauueHtaM ¢ CJI crapue 40 jieT N1pu NOBBIIIEHHOM PUCKE pa3BU-
TUSI CEePHNEYHO-COCYNUCTONW NATONOTUM (OTSATOUEHHBIW CEMEWHBIU aHaM-
He3, apTepuajbHasd TUNEPTEH3USI, KYpeHUE, NTUCIUNUAEMUST, MUKDPOAJIb-
OYMUHYpHUS), a TAKXe BCEM MalUMEHTaM C KIMHUYECKUMU MPOSIBICHUAMHU
aTepockjepo3a B KaueCTBE BTOPMUYHONW NMPpOoODUIAKTUKMU.

e Ckpunuur u jedyeine MBC. Harpys3ouHblie TECThl OJisl UCKJIIOYECHUS
MBC moka3aHB MalUMeHTaM C CUMITOMaMHU CePOEYHO-COCYOUCTHIX 3a00-

JleBaHWIi, a TaKXe MPU BbISIBJeHUU nmaTonoruu npu OKT.

IIporuos

OT cepedyHO-COCYAUCTHIX 3a0o0eBaHuii ymupaeT 75 % mauumeHntoB ¢ CI-2
u 35 % mauumentoB ¢ CIA-1, Mpumepno 50 % Gonpubix CJ-2 ymMmupamoT OT
ocnoxHeHuit UBC, 15 % or TpoM609MOGOINU COCYNOB TOJTOBHOTO MO3Ta.
CMepTHOCTD OT UHpapKTa Muokapnaa yaun ¢ CJ npessimaet 50 %.

7.8.2. AnabeTtnyeckasa peTtuHonaTtusa

Juabemuueckas pemunonamus (JAP) — MuUKpoaHruomatus COCYIAOB CeTYaTKH
rjia3a, xapakTepu3ylomascs pa3BUTHEM MUKPOAaHEeBPU3M, KPOBOUSIMUSIHUI,
9KCCYINAaTUBHBIX U3BMEHEHUU M npoiudepanmeii HOBOOOGPa30OBaAaHHBIX COCY-
OB, MIPUBOASAIIAS K4YAaCTUYHOM UJIU MOJHON nmoTtepe 3peHus (tabua. 7.17).

DTHONOTHA

OCHOBHBIM 3THOJOTMYECKUM ¢dakTopoM pa3Butuss AP sgBasercsa XpoHU-
yeckas runepraukemusi. Ipyrue GpakTopb (aprepuaibHas TUNEPTEH3US,
NIUCIUNUAEMUs, KYypeHUe, OEpeMEeHHOCTh U Ap.) MMEIOT MeHbllee 3Haye-

HHUC.

IlaTorenes

OCHOBHBIMU 3BeHbsAMM matoreHesa AP siBasiiorcs:
MUKpPOAHTHMOMAaTHUs COCYJIOB CETYaTKMU, MPUBOASIIAS K CYXEHHUIO NpPO-
CBETa COCYJIOB C pa3BUTUEM runonepdys3uu;
NereHepaluss COCyIoB ¢ 0Opa3oBaHUEM MHUKPOAHEBPU3M;
nporpeccupyloiuiass THUMNOKCHUSI, CTUMyJaupywlnas npoJudepaunuio
COCYIOB M NMpPUBOASIIAS K XUPOBOW AUCTPOGUU U OTJIOXEHMIO coJeil

KaJablMd B CETUATKE,
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Tab6n. 7.17. JuabeTuyeckas peTUHOMNATUS

XpOHI/I‘{CCKaﬂ TUNCPITIUKEMUA, MUKPOaHIruonaTtu-d
COCynooOB C€TUYAaTKU, MIIEMUA U HEOBACKYyJIdApU3a-
ousa CeTyaTKku, d)OpMVIpOBaHVIC APTCPUOBCHO3HLBIX
INYHTOB, BUTPCOPETUHAIBHDBIC TPAKIIUH, OTCJIOMKa
N MIIEeMHru4YecKad A€reHepauud CETYaTKU

DTUONOTUS
M MaToreHe3

Camas vyacTass MpUYMHA CACTOTH CPEAU TPYIOCIO-
cobHoro HacesneHus. Cnycta 5 net CA-1 — BbIsB-
nsercay 8 % manueHToB, a cuyctsa 30 ter — y 98 %
nanueHToB. Ha MomeHT nuarHoctuku CJ/I-2 BBIABISI-

BruzemMuonorns ertcst y 20—40 % mauueHTOB, a CyCTs
15 net — y 85 %. [lpu CA-1 oTHOCUTENbHO Yalle
BCTpevaeTcs nponudepaTuBHAas peTUHOMATHS, a NIPU
CO-2 — makynonatust (75 % ciyyaeB MakyJOMmaTHn)
OCHOBHBIE KJIUHU- HenponudepatupHad, npenpoaudepaTuBHas, npo-
YyecKue MPOsSBICHUS nudepaTUBHAasE peTUHOTATHS

Odranpmonoruyeckoe odbciaes0BaHME MOKAa3aHO
nauueHtam ¢ CI-1 yepe3 3—5 neT mocie MaHudecTa-
JAuarHocTukKa uuu 3aboneBaHust, a nauueHTam ¢ CII-2 cpasy mocie
ero BHISIBJICHUS. B majbpHellneM Takue MCCIEIOBaHMSI
HEOOXOIMMO TOBTOPSITH €XKETrOIHO

ubdbepeHIMaIbHaS

Auddep Hpyrue 3a6oneBaHusa a3 y nauueHtoB ¢ CJI

OIMarHoCTHUKa

Jleuenue Komnencauus CJ, nazepHass ¢boToKoaryasius
Cnenora perucrpupyercsay 2 % nmauueHToB ¢ CJI
YacToTa HOBBIX CIydyaeB CJIEMOTHI, CBSI3aHHBIX
¢ AP, cocraBaser 3,3 cayuyas Ha 100000 HaceneHuUs
Broa. ITpu CA-1 cauxenue HbAlc no 7,0 % mnipu-

ITporHos

BOJUT K YMeHbIIeHUIO pucka pa3sutus I P Ha 75 %
U YMEeHbIIEHUIO pucKa nporpeccupoBanHus P Ha 60
%. INpu CI-2 chuxenune HbAlc Ha 1 % nmpuBoauT

K YMeHbIlIeHUIo pucka pa3sutus P Ha 20 %

MUKPOMHGMAPKTH C 3KCCymauueit, MPpUBOASIIME K OOpa30BaHUIO MSIT-
KHUX «BaTHBIX MSATEH»;

OTJIOXKEHUE JUNMUAOB ¢ GOPMUPOBAHUEM MIOTHBIX 3KCCYIaTOB;
pa3pacTaHUWe B ceTyaTKe NMPONMDEPUPYIONIUX COCYAOB C 0O6pa3oBaHUEM
WIYHTOB M aHEBPU3M, MNPHUBOASIIUX KAUJTATALUU BEH M YCYTyOJIEHUIO
runonepdy3nud cCeTYATKH;
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beHoMeH oOKpanbiBaHUS C AaJbHEWIIUM TPOTPEeCCUPOBAHUEM HUIIIeE-
MHU3aLMKU, SIBIASIOMUNACS NPUYUHONW o0OpazoBaHUSI UHOUIBTPATOB
U pyOIIOB;

OTCJIOCHUE CETYaTKM B pe3yJbTaTe €€ MIIEMUUYECKOW NEe3UMHTEerpauuu u
06pa3oBaHUS BUTPEOPETHUHANbHBIX TPAKIIUK;

KPOBOU3JIUSIHUSA B CTEKJIOBUIHOE TEJO B pe3yJibTaTe TeMOpparu4eckux
MHGbAPKTOB, MACCUBHON COCYNMCTOW MHBA3UU U pa3pbiBa aHEBPU3M;
npoaudpepanumsa CcocyaoB paayxXHoi o000J04YkM (AMAOGETHUUYECKHUIA
py6eo3), mpuBoasiniasi K pa3BUTUI0O BTOPUUYHOMK TTayKOMBI;

MakKkyjJaonmatTuga ¢ OTEKOM CCTYHATKH.

DNuaeMuOoJI0THSA

NP aBasercsa camMoii yacTOil MPUUYUHON CAEMOTHl CpPpeaU TPYyAOCHOCOOHOTO
HaceJlleHUS pa3BUTHIX CTPaH, a PUCK PAa3BUTHUS CIAeNOTH y nauueHToB ¢ CJ|
B 10-20 pa3 Bbime, yeM B obOumeil monyasuuum. Ha MOMEHT HIMarHocTUKHU
CO-1 AP He oOHapyXuBaeTCsd MNPaKTUYECKUM HU Yy KOTO K3 MALUEHTOB,
crnycTsi 5 ner 3aboneBaHue BBISIBIAsieTCs y 8 % MallMEeHTOB, a MPU TPUALA-
TUJEeTHEM cTaxe auabeta — y 98 % nmauumeHToB. Ha MOMEHT IMarHOCTHUKHU
CO-2 AP BoisBasiercs y 20-40 % mauumeHTOB, a Cpedud MALMEHTOB C IAT-
HanuatuietHeMm ctaxem CHA-2 — y 85 %. Ilpu CHA-1 OTHOCHUTENbHO yalle
BCcTpevaeTcs npoiudepaTuBHass peTuHonaTtus, a npu CJI-2 - Makyjaomna-

tusi (75 % cnyyaeB MakyjaomaTuu).

Kiaunuyeckue nmposiBJeHUs
CornacHo oOwenpuHsITOoi kKnaccubukauuu, BwaenasoT 3 craauu AP
(tabn. 7.18).

JmarHocTuka

[MonHnoe odTanbmonoruyeckoe obOcaenoBaHUE, BKJIYawlilee MPIMYIO
obTanbMockonuio ¢ GororpacdupoBaHMEM CeTYaTKU, MOKa3aHO MallMEH-
tam ¢ CA-1 yepe3 3-5 neT mocie MaHudectauuu 3a6oieBaHUsI, a NTALUCH-
Tam ¢ CJI-2 — cpa3y mocJje ero BbisIBJeHHUSA. B manbHelimieM Takue Mccie-

NOBaAaHUS HEOOXOIMMO MOBTOPATH €XETOOHO.
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Tabn. 7.18. Knaccudukanus nuabeTuyeckoii peTUHOMATUU

Cranusa 1P XapakTepHble M3MeHEHHS

MukpoaHeBpU3MBbl, KPOBOUIIUSIHUS, OTEK, IKC-
cygaTuBHBbIE oyaru B ceTuarke. KpoBousnusiHus
UMEIOT BUJ HEOOJBIIUX TOYEK, MITPUXOB UJIU TEM-
HBIX MSITEH OKPYIJIOoW# (GOpMBI, JTOKATU3YIOLIUXCS
B IIEHTpE IJIa3HOTO JHA WUJIU IO XOMy KPYMHBIX MEeH
B IIyOOKHMX CJ0SIX ceTyaTKu. TBepabie U MSITKUE
9KCCynaThl, KaK MpaBUJI0, PACTIOJOXEHBI B IIEHT-
pajabHOM YacTHU I1a3HOTO AHA U UMEIOT XEATblii UM
Oesblii IBeT. BaXXHBIM 3JIeMEHTOM 3TOW CTaaWu
SIBJSIETCSI OTEK CeTYATKMU, KOTOPBIU JIOKATU3YeT-
csl B MaKyJsIpHO# 06JIaCTU MJIM TO XOOY KPYMHBIX
cocynoB (puc. 7.11 a)

HenponudeparupHas

BeHo3HbIE aHOMANIUU: YETKOOOPA3HOCTDb, U3BUINC-
TOCTb, METIUCTOCTh, YIBOCHHUE M BBIPaKEHHBIE KOJe-
IpenponudepaTus- 6aHus Kaaubpa cocynoB. boabloe KoauuecTBo TBep-
Has IBIX U «BaTHBIX» 9KCCynaToB. MHTpapeTuHalbHBIE
MHUKPOCOCYAUCTbIE AaHOMAJIUU, MHOXECTBO KPYMHBIX
peTUuHaJbHBIX reMopparuu (puc. 7.11 6)

HeoBackynsipusanus nucka 3pUTeJIbHOTO HepBa

U IPYyTUX OTAENIOB CETYATKH, KPOBOUBIUSHUS

B CTEKJOBUIHOE TeJ0, oOpazoBaHue Gpubpo3HOi
TKaHU B 00J1aCTU MpepeTUHAIbHBIX KPOBOUBJIHUS -
Huii. HoBooGpa3oBaHHbBIE COCYIbl OYEHb TOHKHE
IponudepaTuBHas U XpYNKHUe, BCIAEACTBUE YETr0 YacTO BO3HUKAIOT
MOBTOPHbIE KPOBOM3JIUSIHUS. BuTpeoperruHalbHbIE
TpakKUMU NPUBOIST K OTCIOKE CETUYATKH.
HoBooGpa3oBaHHbIE COCYdbl paayXHOU 000J0YKU
(py6€03) 4acTo SABASIOTCS MPUYUHOM pa3BUTUS BTO-
pPUYHOU raaykombl (puc. 7.11 B)

JduddepeHuuanbHas IUArHOCTUKA
Odpyrue 3aboseBaHud raa3z y nauumeHtos ¢ CJ.

JleueHue

Ba3oBbIM MPUHIUNOM JeYeHUST AMabeTUUYECKOW pPEeTUHOMATUM, KAaK U IPY-
rMX MNO3IHUX OCJIOXHEHUN, siBiisgeTcs onTuManbHas kKomneHcauus CJI.
Haub6onee o5pHeKTUBHBIM METOAOM JJeUeHUsI A1MAaOETUUYECKON pETUHONMATU M

U MpeayNpexXAeHUs CIenoTh sABAsgeTcs Ja3depHas GpoTokoarynasuus. Llenbio
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a
1 - peTuHanbHble remopparuu;
2 - TBepAble 3KCCYAATUBHbIE OYaru
6
1 3
2 4
1 - bopMupoBaHMe MArKUX 9KCCYAATUBHBIX 04aroB; 2 - U3BUTOCTb COCY/AOB;
3 - markuii aKccyaaTUBHBIW o4ar; 4 - peTUHanbHble remopparum
B

1 - nanuanspHo HOBooGpa3oBaHHble COCYAbl B 06/1aCTU ANCKA 3PUTENBHOIO
HepBa; 2 - peTUHanbHble remMopparum; 3 - poct HoBOO6Pa30BaHHbIX COCYAOB;

4 - BeHbl Hep pHOro Kanuép

Puc. 7.11. luabeTnueckass peTUHOMATHUS:

a) HenpoaudepaTuBHasa; 0) npenpoaudepaTuBHas; B) npojaudepaTuBHas
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Na3epHO#l GOTOKOATYNSIIIUYU SABISACTCS MpeKpalmeHue QYHKIUOHUDPOBaAHUS
HOBOOOpPa30BAaHHBIX COCYAOB, KOTOpBIe MPENCTaBISIIOT OCHOBHYIO Yrpo3y
Pa3BUTHUS TAKUX TAXKETBIX OCIOXHEHUN, KaK reModTalbM, TPaKIUOHHAs

OTCJIOHKA ceTyaTKu, pybeo3 palyXKu MU BTOpPUUYHAS TIayKoma.

IIporuos

Cnenora perucrpupyercsa y 2 % nmauumenton ¢ CII (3—4 % maumenton ¢ C/I-
1 m 1,52 % mnauumentoB c¢ C[-2). IlpumepHass yacToTa HOBBIX cClydYaeB
cienoThl, cBsa3aHHBIX ¢ AP, cocTaBaser 3,3 canyuas Ha 100000 HaceseHUs
Broa. I[lpu CHA-1 cuuxenue HbAIlc no 7,0 % npuBOAMT K YMEHBIICHUIO
pucka pa3Butus IP Ha 75 % u yMeHbIIeHUIO puckKa nporpeccupoBaunus P
Ha 60 %. Mpu CA-2 cuuxenue HbAlc Ha | % NPUBOAUT K YMEHbUIEHUIO

pucka paszButus AP Ha 20 %.

7.8.3. Anabetmnyeckasa Hedpponatusa

Muabemuueckan Hepponamus (JH®D) onpeaensercs Kak aJlbOYMHUHYpUS
(6onee 300 Mr anbOyMMHA B CYTKM MJIM NpoTeuHypus OGosee 0,5 r Genka
B CYTKM) U/UIU CHUXEHUE GUABTPAUUOHHONW PYyHKUMUM noyek yauu ¢ CJQ
NpU OTCYTCTBUM MOYEBBIX MHPEKI UMW, CEPAEYHON HENOCTATOUYHOCTU HIU
OIpyrux 3aboyieBaHMU TNoYeK. MUKPOalbOYMHHYpHUs OMNpenenseTcss Kak

s3kKckpeuus aaboymumua 30—300 mr/cyt uaum 20—200 MKr/MUH.

DTHOJOTNA U MATOTeHe3

OcHoBHBIMU dhakTopamu pucka JHD gasunsiorcs naurenbHocTth CJI, Xxpo-
HUYEeCKas TUMEPTrIUKEeMUs, apTepualbHas TUNEPTEH3UA, TUCIUTIUICMUS,
3aboneBaHus nouek y poanuteneii. [Ilpu JH® B mepBylo ouepenb mopaxaeT-
Cs KJYOOYKOBBIii anmapaTt MOYKH.

1. OnHUM U3 BO3MOXHBIM MEXaHU3MOB, NO KOTOPOMY THNEPrIMKEMHUs
CHOCOOCTBYET Pa3BUTUI MOpPaXeHUS KJIYOOUYKOB, ABISAETCA aKKyMYJSAL U
copbuTONAa 32 CYET aKTUBU3ALU MU MOJUOJOBOrOo NyTU MeTaboaMU3Ma rJIOKO-
3bl, @ TaKXe psAla KOHEUYHBIX MPOAYKTOB TIMKUPOBAHUS.

2. TemoauMHaMuYecKUe HapylleHUsT, a MMEHHO BHYTPHUKJIYOOYKOBas
aprepuajbHas TUNepTeH3usa (MOBBIIICHUE KPOBSHOTO NaBJEHUS BHYTPHU
KT1y6O4YKOB TMMOYKHM) SIBJISETCS BaXHEWIMUM KOMIOHEHTOM IaToreHesa
OHO.

TlpuyuHOW BHYTPUKIYOOUYKOBOW THUNEPTEH3UM SIBIASIETCS HapylleHUE

TOHYCa apTepUoOJI: pacCliMpeHUEe MPUHOCSAIIEN U CyXeHUe BHIHOCSLIEH.
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Ta6xa. 7.19. Ilnabetrueckasi HeppomaTus

XpoHHUYecKass TUNEPrAMKEMUs, BHYTPUKIYOOU-
KOBasi U CUCTEMHasl apTepuaibHasi TMIIEPTEH3US,
reHeTHYecKas MpeapacioloXeHHOCTh

DTUOJNIOTUS
M MmaToreHes

Muxkpoalb0yMuHypHus ompenensercsa y 6-60 %
nauuveHToB ¢ CIA-1 cnycts 5—15 net nmocie ero
MaHnudecrauuu. [Ipu CA-2 IHD pazBuBaercs

DNuaeMuoaorus . . .
y 25 % mpencraBuTesieil eBpOMECKOi pacel Uy
50 % asumatckoii pacel. O61rass pacnpoCTPaHEHHOCTh
OH® npu CI-2 cocraBusier 4-30 %
OCHOBHbBIE KJIMHU- Ha paHHuX cTagusiXx OTCYTCTBYIOT. ApTepuajbHas
YyecKUe MpOosiBJICHUS runepTeH3usi, Hepporuueckuit cuHapom, XITH

MuxkpoanbOyMuHypus (3Kckpeuus ajibdbymmHa 30-
300 mr/cyt unam 20—200 MKr/MUH), NPOTEUHYpUS,
JuarHoctuka MOBBbIIIEHHE, a 3aTEM CHUXEHHE CKOPOCTU Kiybou-
KOBOU ¢UAbTpalMU, MPU3ZHAKU HEDPOTUUECKOTO
cunapoma u XITH

u epeHLMaJlbHas
Anddep [ pyrue 3aboneBaHus nouek u npuuunusl XITH

IMarHOCTUKa
KomneHncauus CJ u apTrepuaibHOil TMUNIEPTEH3UH,
uHruoutopsl AII® unm 6J0KATOPHI PELENTOPOB
AaHTMOTEH3MHa, HauMHasl CO CTAaluu MUKPOAIbOy-
Jleyenue

MUHYpUM, HU3KOOEIKOBas U HU3KOCOJEBast [UETa.
IMpu pazputuu XIMH — remoauanus, neputoHealb-
HBIIl 1MANU3, TPAHCIJIAHTALIUS TTOYKHU

YV 50 % nauuentosc CA-1uy 10 % ¢ CI-2, y xo-
TOPBIX BBISIBJISIETCSI IPOTEUHYPUS, B TeUEHHE IMOC-
I[IporHo3s nenyomux 10 et pasBuBaercsa XITH. 15 % Bcex
cMmepTeit mauueHToB ¢ CA-1 mosoxe 50 jeT cBsI3aHbI
¢ XITH BcnencrBue JH®

DTo, B CBOIO oOuYepeab, NPOUCXONUT TMOJ BO3JAEHCTBUEM psIa TyMO-
panbHBIX (AaKTOPOB, TaKUX KaK aHTHUOTEH3UH-2 W 2HOOTENHHU, a TaKxke
BCHENCTBUE HapylUleHUs 3JIEKTPOJTUTHBIX CBOWCTB 6a3zalbHO MeMOpaHBI
ki1y6oukoB. Kpome TOro, BHYTPUKJIYOOUKOBOW TUMEPTEH3UU CMOCOOC-
TBYeT CUCTEMHAas TUNEPTEH3Us, KOoTopas omnpeneiseTcs y OONbIIUHCTBA
nanuedtoB ¢ JH®. BcreacTBue BHYTPUKIYOOUKOBOW TUMEPTEH3UU MPO-
UCXOMUT TOBpeXIeHUEe O6a3zalbHBIX MeMOpaH ¥ QUIABTPALIMOHHBIX TOD,
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yepe3 KOTOphHIe HauyWHAWT  HPOHUKaAmMb  CAed08ble (MuKkpoanrsOymunypus),
a 3aTeM 3HauyuMble KoJuuyecTBa albOymMuHa (npomeunypus). YTOJUEHUE
60a3albHBIX MeMOpaH BbI3bIBAET U3MEHEHUE UX BJIEKTPOJUTHBIX CBOKMCTB,
4YTO caMoO Mno cebGe NMPUBOAUT K MOMajaHUI0 OOJbIIEro KOJMUYECTBA allb-
OyMuHa B YyJabTpaduabTparT gaxe NPU OTCYTCTBUM U3MEHEHUS pa3Mmepa
GUABTPALMOHHBIX TOP.

3. TIenernyeckass NpeApPaCHOJOKEHHOCTb. Y podcmeeHHUKO8 nayueHmos
cIH® c noBBIIEHHONW YacCTOTOW BCTpeyaeTcs apTepuajlbHas TUIMEPTEH-
3usa. CymecTByoT naHHbie o cBsizu JH® c nonumopdpusmom rena AIID.
Mukpockonuuyecku npu JH® BoisiBasieTcss yTosueHue 6a3albHBIX MeM-
6paH KIy0OYKOB, DKCIMAHCHUS Me3aHTUs, a TakXe GUOPO3HBIE U3MEHEHHUS
NPUHOCSIIUX U BBIHOCSIIUX apTepuon. Ha KoHeuyHOW cTamguu, KoTopas
KIMHUYECKN COOTBETCTBYET XPOHUYUECKOW  Houeunoil  HedOCMAmMoYHOCMU
(XTTH), onpenensierca ouvaroBbiii (KumMmenbcTtunsi-Yuacona), a 3zatem
IndGy3HBI TIOMEPYTOCKIEPO3.

DnuaeMnoIorusa

MukpoanbbyMuHypus onpeaensiercss y 6-60 % mauumentos ¢ CA-1 cuycts
5-15 net nocne ero manudecrauuu. JHD® onpenensiercss y 35 % ¢ CA-1,
yame y MyX4YuH Uy aun, y Kotopsix CJ/I-1 pa3Buicsa B Bo3pacTe Mojgoxe 15
netr. [Mpu CA-2 JH® paszBuBaetrcs y 25 % mnpeacTaBuTesieil eBpONEUCcKON
pacol uy 50 % asuatrckoit pacei. O6mas pacupoctpaHeHHocTs A H® npu
CI-2 coctaBusier 4-30 %.

Kiaunuyeckue nposiBjeHus

OTHOCUTEJbHO PAHHUM KJIUHUYECKHUM MPOSIBIEHUEM, KOTOPOE KOCBEHHO
cBsi3aHo ¢c AH®, saBasiercsa apTepuajbHass runepreH3us. Jpyrue KJIUHU-
YEeCKHU SIBHBIEC MPOSBICHUS OTHOCSITCS K MO3AHUM. K HUM MOXHO OTHECTHU
MpOSIBIIeHUS HEDPOTUUYECKOTO CUHAPOMA U XPOHUYECKON MOYEUYHOU HET0-
CTAaTOYHOCTH.

JmarHocTuka

Ckpununr Ha JH® y nuug ¢ C/I noapa3yMeBaeT eXeroiHoe TECTUPOBaHUE
Ha MukpoaasOymunypuio npu CJ-1 cnycrtss 5 nmet mocie maHudecrauuu
3aboneBaHusi, a npu CJ-2 — cpasy mocie ero BuisiBaeHusi. Kpome Toro,
HEOOXOIMMO KaK MUHMUMYM €XEroJHOe ONmpeneieHne YPOBHS KpeaTHMHHUHA
N5 pacyeTa cKopocTH KiayooukoBoii puiabrpanuu (CK®). CK® mMoxeT OBITH
paccuumana npu nomowju pas3nudHbX Gopmyn, Hampumep, no dopmyne
Kokpodra-Tonra:

a x [(140 — Bo3pacT (roasl)) X macca Teaa (Kr)]
CK® =

KpeaTUHUH KPOBU (MKMOJIb/I)
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Ons myxuun: a = 1,23 (Hopma CK® 100 — 150 ma/muH)
Ons xenumuu: a= 1,05 (Hopma CKD 85 — 130 ma/MuH)

Ha wnavanpubeix craguax JH® wmoxer OBITbh BBISBIEHO IOBBIIIE-
Hue CK®, koropas mocTemeHHO magaer mo wMepe passutusg XIITH.
MuxkpoanbOyMUHypusi HauMHAET ONMpenensiThcsa uyepe3 S5—I15 nger mocine
mManudectauuu CH-1; npu CJ-2 B 8—10 % cnyyaeB oHa OOHapyXHBaeTCs
cpa3y mocJje ero BbISIBJIEHUS, BEPOSITHO, BCJENCTBUE AJUTEIbHOTO OECCUM-
NTOMHOTO TeUeHUs 3a00JeBaHUS 10 MOCTAHOBKHU AMarHo3a. [Iuk pa3BuTus
SIBHOW NMPOTEeUHYPUU UJU anbOyMuHypuu npu CJA-1 mpuxomauTtcs Mexay
15 n 20 rogamu mocie ero Havajga. IIpoTeMHYpPUS CBUIETEIbCTBYET O He-
oopatumoctu JTH®D, kotopast paHo uau no3aHo npuseaer K XITH. Ypemus
B CpedHeM pa3BuBaeTcs yepe3 7—10 neT mocje MOSIBACHUS ABHOW MPOTEU-
Hypuu. Crnenyet 3ameTuTh, 410 CK® He KoppeaupyeT ¢ MPOTEMHYPHUECH.

AuddepenunaibHas ITMATHOCTHKA

Jdpyrue TNPUYUHB TPOTEUMHYPUM U MOYEYHON HEAZOCTATOUYHOCTHU Yy JIUIL
¢ C. B 6onpmunctBe caydyaeB JJH® coueTaeTcst ¢ apTepuaJlbHO#l rumep-
TeH3Uel, nnabeTUUyecKOoil peTUHONMATUEeN UIU HelpomaTtrueil, mpu OTCyTC-
TBUU KOTOPHIX nuddepeHUMalbHasi NUAaTHOCTUKA HOJIXHa OBITh 0c000
tmareabHoii. B 10 % canyuaeB mpu ¢ CA-1 uB 30 % caywyae npu CJI-2
NpoTenMHYpus He cBsa3aHa ¢ JHD.

JleueHue

* OCHOBHBIMU YCIOBUSMHU NEPBUYHON U BTOPUYHOUW NPOPUIAKTHKH
JAH® sasiorcs komneHcauuss CJI u moagaepxkaHue HOPMaJlbHOTO CHUCTEM-
HOTO apTepualbHOTO naBieHus. Kpome Toro, mepBuuyHas npoduiakTuka
OAH® noapasyMeBaeT yMeHblIeHUEe TNOTpeOIeHUsS OEJNKOBON MNHUILU —
MeHee 35 % CYTOYHOTO Kajopaxa.

* Ha craausix MUKpPOajJbOYMHHYPHUH Y NMPOTEHMHYPHM TallMEHTaAM MOKa-
3aHO Ha3HaueHUe MHTUOUTOPOBAII® unu 610KaTOPOB PELENTOPOB aHTUO -
TeH3uHa. [Ipu comyTcTBylOIIeld apTepualbHOW TUMEPTEH3UN OHU Ha3Ha-
YalTCd B THUNOTEH3MBHBIX J03aX, NMPU HEOOXOAMMOCTU B KOMOMHALUM
CAPYTMMU TUNOTEH3UBHBIMU TpemapatamMu. [Ipu HopMajJlbHOM apTepu-
aJbHOM JaBJIEHUM BTU MpemapaTshl HA3HAYAKOTCS B 103aX, HE MPUBOASI I UX
K pa3BuTuio runotoHuun. Kak uuru6utopsr AII® (npu CA-1 u CA-2), Tak
1 0JIOKaTOpHl pelenTopoB aHTMoTeH3uHa (mpu CI-2) cmocoOCTBYIOT Mpe-
NOTBpAalleHUIO Tepexoga MUKPOalbOYMUHYPUU B NMpOTeMHypuio. B psane
ciydyaeB Ha (G oHe yKa3aHHOW Tepamuu B COYETAHMU C KOMIEeHcalueil
nuabeTa MO NPYyTUM MapaMeTpaM MUKPOAlbOYMUHYPUS TUKBUAUPYETCS.
Kpome Toro, HauuHasi co CTaAMU MUKPOAJIbOYMUHYPUU HEOOXOAMMO
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cokpalieHue morpebiaeHne 6eakoB MeHee 10 % cyTouyHoro xKajxopaxa (HIHU
MeHee 0,8 rpaMM Ha Kr Beca) M COJM MeHee 3 rpaMM BICHbD.

* Ha craguu XIIH, kak npaBuio, TpeOyeTcs KOppeKUMUs CaXxapoOCHHU-
Xawueid tepanuu. boapmuHcTBO maumeHToB ¢ CJ-2 HeoOXOAMMO Imepe-
BECTM Ha MHCYJIUHOTepamnuio, MnockoyabKy Kymyasuus TCII HeceT puck
pa3BUTUS TAXeNOW TrUNOTAMKeMUU. Y O6onbmiMHcTBA mauumeHToB ¢ CJ-1
MPOUCXOAUT CHUXEHUE MOTPEOHOCTU B UHCYJIMHE, NOCKOJbKY NMOYKa SIBJIS-
€TCsSI OMHMM M3 OCHOBHBIX MeCT ero MeTabosu3Ma. [Ipy MOBBILLIEHUU YPOBHSA
KpeaTuHUHa cblBOpoTKU no 500 MkMoJb/1a1 u Oosee HEOOXOOAUMO CTAaBUTh
BONPOC O MOATOTOBKE IMallMeHTa K 3KCTpakKoprnopajlbHOMY (reMoauManius,
NMEepUTOHEAJbHBI JUANTU3) UJIU XUPYPTUUYECKOMY (TpaHCHJIAHTAUMUS MOYKHU)
MeTOony seveHus. TpaHcHJaHTaUMs MOYKM MOKa3zaHa NMpPU YPOBHE KpeaTH-
HuHa 1o 600-700 MKMOJb/I M CHUXEHUU CKOPOCTU KIYOOUYKOBOU (DuIb-
Tpauuu MeHee 25 Mma/MuH, remoauanu3 — 1000—1200 mxkMonb/n u meHee 10
MJI/MUH COOTBETCTBEHHO.

IIporunos

Y 50 % nauumentoB ¢ CA-1 u 10 % ¢ C/-2, y KOTOPBIX BBISIBISIETCSI IPOTEU -
Hypus, B TeueHue nmociaenyomux 10 mer pazsuBaetcsa XITH. 15 % Bcex cMmep-
Teit maumeHToB ¢ CII-1 momoxe 50 ner cBszano ¢ XIIH BcaencrBue JHD.

7.8.4. OnabeTtmnyeckaa Helponatus

Nuabemuueckas Heilponamus (AHE) npeacraBasgeTr coboil coyeTaHUE CHUHA-
pPOMOB MOpPaXeHUSI HEPBHOW CUCTEMBbI, KOTOPble MOTYT OBITh KIaccupumu-
pPOBaHBI B 3aBUCHMMOCTH OT IPEMMYLUIECTBEHHOTO BOBJIEUECHHUSI B IpoOLeccC ee
pPa3JIMYHBIX OTAETOB (CEHCOMOTOpHAasl, aBTOHOMHAas), a TakXe pacmnpocrtpa-
HEHHOCTM M TSAXECTU mopaxeHusa (rtaba. 7.20).

I. CeHcoMoOoTOpHas HelipomaTus:

— CHUMMeTpUYHAas;

— ¢dokanbHasg (MOHOHelponaTtus) uiu noanudokailbHasd (KpaHuajibHad,
NpoKCHUMalbHasg MOTOpHAas, MOHOHEWpPOMaTHUs KOHEYHOCTEW U TyJO-
BUIIA).

I1. ABTOHOMHas (BereraTuBHasl) HeilponmaTus:

— KapAuoBacKyJdsgpHas (opTocTaTu4yecKass TUMOTEH3Us, CUHAPOM ceplaey-
HOW AeHepBaLUM);

— TacTpOMHTEeCTUMHaJlbHass (aTOHUS XeJyakKa, HTUCKHUHE3MS KEJTUHBIX
nyTei, nuabeTnuyeckass dHTepomaTus);

— yporeHuTajJbHas (C HapymeHueM PYHKLUMHA MOUYEBOTO My3bIpsi U MOJO-
BOW pyHKUMM);
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— HapylleHUE y MalUeHTa CMOCOOHOCTU PAaCNO3HABATh TMMOTIMKEMUIO;
— HapyumeHue GYHKUMUU 3payvka;
HapymeHue GYHKIUU MOTOBBIX Xeje3 (AMCTAJIbHBIN aHTUAPO3, TUIEP-
TUAPO3 MpPU ene).

Tab6a. 7.20. JuabeTtuuyeckas HelWpomnaTus

AKTHUBaAU KU TOJUOJOBOTO nyTu MeTabosn3Ma Io-
DTroyorus KO3bI, TTUKO3UJIUPOBAHUE MGM6paHHI)IX n HUTOII-
U MaTOreHe3 Ja3MaTU4YeCKUX OEKOB HEPBHBIX KJIE€TOK, MUKpPOaH-
ruomnarTtud vasa nervorum

PacnpoctpaHeHHocTb npu o6oux Tunax CJ — okoio

DNUAEeMUONOTUSA
30%

Cencomomopnasn neiliponamus: 1napecTe3ny, CHUXEHME
YYBCTBUTEJIbHOCTHU, 0OJIM B HOTax, «CUHAPOM Oecro-
OCHOBHbIE KJIMHU- KOWHBIX HOI». Becemamuenasa neiponamusa: Taxukap-
YECKUE MPOSIBIECHUS IUS TTOKOS, OpTOCTaTUYecKasi TMIIOTOHUS, racTpomna-
pe3, HEMpOTeHHBbIi MOYEBOM MY3bIpb, 9pEKTUIbHAS
nuchyHKUUS

OueHka pa3jJMYHBIX BUAOB YYBCTBUTEIbHOCTU

(B mepBYylo ouepeab, Ha cTonax), GyHKIMOHAJbHbBIE
TecThl (OpTOoCcTaTUYeCKUii, BanbcanbBbl) aas aua-
THOCTUKU BETeTaTUBHOU HeWpomaTHu

JvarHocTuka

Heiiponatus apyroro reHe3a. ABTOHOMHYIO Heiipo-
natuio Heob6xonumo nuddepeHIUPOBATH C OPTAHHOM
naTojJorueil Apyroro reHesa

Ouddepenuuan bHas
NUarHOCTUKA

OntumMu3anus caxapoCHUXaIOIIel Tepanuu, yxon 3a
Jleuenue HOTaMU, HEUPOTPOIHBIE MpenapaTsl, CAMITOMATHU-
yeckas Tepamus

Ha PaHHHUX CTagudgX B ciayydyac CTOMKOW SYIJIUKEMMU -

[Iporuo3s .
p yeckoil komneHcauuu CJ obpaTtuma

DTHOJOTHSA U MaTOTreHe3

OcHoBHoO#l nmpuyuHoit JHE gaBnsiercsa runmepraukemusi. [Ipeamoyaraercs

HECKOJIbKO MEXaHU3MOB ee¢ MaToreHe3a:
aKTHMBU3allUs MOJUOJOBOTO MyTH MeTabosuM3Ma IIIOKO3bl, B pe3ylibTaTe
Yero B HEPBHBIX KJIETKaX MPOMCXOAMT HaKOMJIeHUe copburtona, bpyk-
TO3bl U CHUXEHHE COAEpXaHUs MHUOWUHO3UTONA U rIyTaTuoHa. IToO,
B CBOIO oOYepenb, MNPUBOAUT K aKTHUBU3ALUU CBOOOJHOPAIAMKAJbHBIX
MPOLUECCOB U CHUXEHUIO YPOBHS OKCUIA a30Ta;
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HEOH3UMATUUYECCKOEC TIUKO3UJIUPOBAHMUC MGM6paHHbIX U nuTtomnjasma-
TUYECKUX OENKOB HEPBHBIX KJIETOK,
MUKpOaHrumomaTtuda vasa nervorum, KOTOpasd NPpUBOAUT K 3aMCOJEHHUIO

KanmUuJIJIAdpHOIro KpOBOTOKAa MW TUIIOKCHUU HEPBOB.

DnuaeMuoJIoTus

Pacnpocrpanennocth JHE nmpu o6oux tunax CJ| coctaBiasiet okojo 30 %.
IMpu CO-1 cnycTtsa 5 aeT oT Havaja 3a60JieBaHUS OHA HAYUHAET BBISIBIASITHCS
y 10 % manuentoB. Yactora HoBBIX ciaydyaeB JHE mpu CI-2 cocraBisier
0KO0JIO 6 % manueHTOB B rof. HauGosiee 4acThIM BAapUAaHTOM SIBJSIETCS AUC-
TajlbHasi cUMMeTpuUuyHasg ceHcomoTtopHass JJHE.

Kiaunundyeckue nposiBjieHUs

CencomoropHas JIHE nposiBiasiercss KOMMJEKCOM JIBUTAaTEJbHBIX U YYyBC-
TBUTEJbHBIX HapylmeHuii. YacTbeiM cumMnTomMoM auctaibHoii ¢dopmbl JHE
SIBJISIIOTCSI NapecTe3WH, KOTOpPble MPOSBIASIIOTCS OLIYIMEHUEM <«MOJ3aHUS
Mypamek», OHeMeHHUeM. [lauMeHTH 4YacTO XalyloTcs Ha 3I0KOCTh HOT,
XOTS OHM OCTAIOTCS TEMNJbBIMU HA OLIYIb, YTO SBJSETCS MPU3HAKOM, I03-
BOJNSIOMIUM OTJAUYUTH NMOJUHEUPONMATUIO OT MIIEMHUUYECKUX HU3MEHEHUN,
KOrja HOTM Ha OWYyNb XoJoAHbe. PaHHUM MNpOSBIEHUEM CEHCOPHOI
HellponmaTuu SBJASETCS HapylleHUE BUOPALMOHHONH YYBCTBUTEIBHOCTHU.
XapakKTepHBIM SBISETCS CUHAPOM «OECMOKOWHBIX HOI», MpPEACTaBISIO-
Wit coboil coueTaHUe HOUYHBIX MAPECTE3UM M MOBBIIIEHHON YYBCTBUTEJNb-
HocTu. Boam B Horax yaiue 6GeCrnoKOSAT HOYUbIO, MPU ITOM HMHOIrIA MALUEHT
HEe MOXET BBIHOCUTH MPUKOCHOBEHUs oxesina. B TunuuHom ciaydae 6onu
B NIPOTUBOMOJOXHOCTh TaKOBBIM IMpPU OOAUTEPUPYIOIWUX 3a00J€BaHMU-
sIX apTepuil MOTYT yMeHbLIaThCcsl NMpU Xoabbe. CmycTss roasl 6OJNib MOXeET
CINIOHTAaHHO NMPEeKPaTUThCs BCJENCTBUE FMOEJU MEJIKUX HEPBHBIX BOJOKOH,
OTBeYalwIUX 3a 00J€eBYH YYBCTBUTEJIbHOCTb. I'mmoacre3uss nposBIS-
eTCsl BbIMaJe€HUEM YYBCTBUTEJIbHOCTU IO TUNY <«UYYJIOK» U «IEPUYATOK».
HapymeHnue rny60koil, IPONPUOLENTUBHON YYBCTBUTEJIbHOCTH MPUBOLUT
K HApYUWIEHUIO KOOPAMHAUMU U 3aTPYIHEHUIO NMepeaBUXEHUN (CeHCOopHas
atakcus). [laummeHT XallyeTcsl Ha «4yXHe HOTHU», OIIYyIMEHUE <«CTOSHHUS
Ha Bate». HapymweHue TpoduueckKkoil MHHEpBAUUMU MPUBOIUT K AEereHepa-
TUBHBIM M3MEHEHHUSIM KOXM, KOCTed M cyxoxunuit. HapymeHue GoneBoit
YYBCTBUTEJIbHOCTU TMPUBOAUT K YaCThIM, HE€ 3aMe4yaeMblM MaULUEHTOM
MUKpPOTpaBMaM CTOIN, KOTOpbIe JIeTKO MHPuuupytorcsa. HapymeHnue Koop-
IWHAaUMUKU U XONbObl TMPUBOAUT K HepU3UOJTOTMYECKOMY TMepepacnpene-
JIEHUI0 HArpy3KHM Ha CYCTaBbl CTONBI. B pe3ynbTare HapyumamwTCs aHATO-

MUYECKUE B3aUMOOTHOIMECEHWUA B ONOPHO-ABUTAaTCJIbHOM amnmnmapate HOTIHU.
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ebopMupyeTcss CBOI CTOTMbI, pPa3BUBAIOTCI OTEYHOCTh, GPaKTypHl, Xpo-
HUYECKHUE THONHBIE mpouecch (cM. m. 7.8.5).

Boigensiotr Heckoabko ¢dopMm aBToHoMHoUW JHE. [IpuuuHa kapamosac-
KYJsApHO# popMbl — HapylleHUEe UHHEPBAI MY CEPACUYHO-JIETOYHOTO KOMII-
Jekca U KPYNHBIX cocynoB. bayxnaomuilt HepB sABAseTCcsa Haubogee NIUH-
HBIM HEpBOM, B CBSI3M C 4YeM INOpaxaeTcss paHblle Apyrux. B pesynabraTe
npeobiafaHUs CUMIATUYECKUX BJUSHUN pa3BUBaeTCs TAXHKAPAUS MOKO.
HeanexkBaTHas peaKIWs Ha OPTOCTA3 MPOSIBIASIETCS OPTOCTATHYECKOI THIO-
TeH3Well U CUHKONAaJbHBIMU COCTOSIHUSIMU. BereraTruBHass neHepBalLuUs
JIETOYHO-CEePAEeYHOTO KOMIJIEKCa MPUBOAUT K OTCYTCTBUIO BapuabeabHOC-
T cepaedyHoro putMa. C aBTOHOMHOUW HelpomaTueil CBS3bIBAIOT IOBBI-
MEeHHYI0 paclnpoCcTpaHeHHOCTb cpeau 6oabHBIX CJI 6e30607MeBbIX MHDAPK-
TOB MHUOKapja.

CuMnrtoMamMu racTpouHtectTuHaabHoii popmbl ITHE saBasiorcs ractpo-
nape3 c 3aMeIJEHHBIM UJIU, HA0O60OPOT, OBICTPHIM OMTOPOXKHEHUEM XeNyaKa,
YTO MOXET CO3JaTh CJIOXHOCTU B NOAOOpPE MHCYJIUHOTEpPANUU, MOCKOIbBKY
BpeMs M 00beM BcachiBAHUS YTJIEBOJOB HEOMpEAEJEeHHO BapbUPYIOT; aTo-
HMS numeBoga, pedrniokc-33odarur, nucdarusd; BOASIHUCTAs AUapes.
Hdnsa yporenuranbnoid ¢popmbl JJIHE xapakTepHb aTOHUS MOYETOYHUKOB
Y MOYEBOTO MYy3BIpsi, NPUBOASIIAS K CKIOHHOCTU K MOUYEBBIM MHGEKLHU-
aM; dpeKTuJbHasg tucHyHkuusa (okoyso 50 % 6onbHbix C/); peTrporpaaHas
IAKYISIUSA.

Ipyrue BO3MOXHBIe mposiBieHusi BereratuBHoit JJHE — wHapymeHwue
CNOCOOHOCTH pacmno3HaBaTh TMNOTIUKEMUIO, HapylieHue GYyHKIUU 3pad-
Ka, HapymeHue GYHKIUU MOTOBBIX Xene3 (aHrUapo3), nuabeTmueckas

amMmuoTpodus.

JumarHocTukKa

HeBponoruueckoe obGcnemoBaHue manumeHToB ¢ CJI HeoOGXOAMMO TMPOBO-
nuTh exeromHo. Kak MUHMMYM OHO MOJApa3dyMeBaeT MPOBEACHHE TECTOB,
HanpaBJEHHBIX Ha BBISIBJIEHUE NIUCTAJbHONX CEHCOMOTOPHOMW HEWpPOMAaTUH.
HOnst 9TOTO MCIHOJb3yeTCs Ol€HKAa BUOPAUMOHHOW YYBCTBUTEIbHOCTU IPHU
MOMOIIM TIpafyMpoOBaHHOTO KaMepTOHa, TaKTHUJbHON YYBCTBUTEIbHOC-
TH NpPpH NOMOIIM MOHOGHUIAMEHTa, a TaKXe TeMIepaTypHOW U 00JeBOH
YyBCTBUTENbHOCTU. [10 MoOKa3aHUSAM M3y4yaeTCsd COCTOSHMUE BEreTaTUBHOIM
HEPBHOM CUCTEMBI: AJIs IMATHOCTUKHM HEOOCTATOYHOCTHU MapacUMImaTH4eC-
KO MHHEpPBAaU MM Cepalia UCTIOJB3YIOT PAA QYHKUMOHAJIBbHBIX MPO0, TAKUX

kak usmepenue YCC npu raiy6b0KOM AbIXaHUU C OLLIEHKOW BapuabeabHOCTH
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CeplevyHOTO pUTMa W mMpoOy BanbcanbBbl; AJNSI MUAaTHOCTUKU HEJOCTATOY-
HOCTU CHUMNAaTUYECKOW MHHEpPBAaLMUMU CepAlla MCMNOJb3YIOT OPTOCTATUYEC-
Kyt Tpo0y.

JduddepennnaibHas TMATHOCTUKA

Heiipomatuu apyroro reHesa (ajJKoroJlbHasi, ypemMuueckas, npu B"-me-
buuutHOU aHemMuu u Ap.). AuarHo3 IMCGHYHKIMMU TOTO UJIU MHOTO OpraHa
B pe3yJbTaTe BereTaTUBHON HeWpOMaTHUU YyCTaHaBIMUBAETCsS TOJBKO ToOCIHE

UCKJIOYEHUS OpTaHHOW MaTOJOTUU.

JleyeHue

1.0nTuMu3anus caxapoCHMXAIIIE Tepanuu.

2.Vxox 3a Horamu (cMm. m. 7.8.5).

3.0bdDeKTUBHOCTD HEMPOTPOMHBIX MpenapaToB (a-JMnoeBas KUCIOTA)
MOATBEPXKIAETCS HE BO BCEX MCCIENOBaHMSIX.

4. CumntoMaTtuueckas Tepanus (obezbonuBaHuUe, cuiageHabuna npu
SPEKTUNBHOU NUCOYHKIUU, OGOIYIPOKOPTU3OH TPH OPTOCTATUUYECKOU
TUTIOTOHUU U OP.).

IIporuos
Ha navanwsHbiXx cTagusax I HE Moxer 6bITh 0OpaTuMoil Ha hOHe CTOUKOM
koMmneHncauuu CHO. JHE onpenensiercs y 80 % maiMeHTOB C I3BEHHBIM

MopaXeHUEM U ABISIETCA OCHOBHBIM (HAKTOPOM pPHCKa aMIYTallUM HOT
npu CJ.

7.8.5. CuHopom anabeTtmn4eckon cTtonbl

Cundpom duabemuuecxkoit cmonst (CJJC) — maTonoruyeckoe COCTOSSHMUE CTOMbI
npu CJI, Bo3HUKawilee Ha GpoHe MopaxXeHUS mepudepuuyecKrUXx HEPBOB,
KOXM M MSITKMX TKaHel, KOCTeW M CYCTaBOB M MPOSIBASIIONIEECS OCTPBIMHU
U XPOHUYECKUMHU SI3BAMU, KOCTHO-CYCTAaBHBIMU MOPAXEHUSAMU U THOUHO -

HEKPOTUUYECKMMHU MmpoueccaMmu (rtabda. 7.21).

DTHOJOrMSA U MaToreHe3

ITaTtorene3 CAC MHOTOKOMINOHEHTEH M MpeacTaBJeH cCOYeTaHUEM HeWpo-
MaTUYECKUX M MepDY3MOHHBIX HAapyUIeHUHN C BBIPAaXEHHOW CKJIOHHOCThIO
K MHbuuupoBanuio. Mcxons u3 mnpeobGiaamaHuUs B maToreHe3e TOTO WU

MHOTO U3 TNEepevYUuCNeHHBIX (GaKTOPOB, BBIAEIASIIOT 3 OCHOBHBIE (OPMBI
CAC:
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Ta6n. 7.21. CuHaApOM 1MaOETUYECKOM CTOMBI

DTHONOTUS
M maTtoreHes

Heiiponamvtueckasn popma (70 %): cHUXeHUE TPO-
buyeckoit M HHepBallMU, U3MEHEHUE TOYEK OMOPHI,
TUTIepKEepPaTo3, CHUXEeHUE OO0NEeBOM YYBCTBUTEIb-
HOCTH, MHPUIIMPOBaHUE

Hwemuueckas (3-7 %) v neiipoumemuuecxas (15—20 %)
bopmbl: aTepocKkIepO3 COCYLOB HUXHUX
KOHEYHOCTEeM

DNMUAEMUOTOTHUS

Ha6nwonaercss y 10-25 %, a mo HEKOTOPbIM TaHHBIM,
B Toii niu uHoit dopme y 30-80 % 6onpHbIX CJI

OCHOBHBIE KITUHU-
YyeCcKHue MPOSIBICHUS

Heiiponamoiueckas ¢popma: cHUXeHUE BCEX BUAOB
YYBCTBUTEJIbHOCTHU, AehOpMaLIUA CTOM, UHOULIK-
pOBaHHBIE I3Bbl (MPEMMYILIECTBEHHO Ha MOAOIIBE

U MeXMajbleBbIX MPOMEXYTKaX), OCTE0apTPOMaTHsI.
Hwemuueckasa opma: «nepemexarwlinasics XpoMoTar,
CHUXEHUE MYyJbCallUUd Ha COCYAax CTOMBI, SI3BHI MO
TUMY aKpaJbHbIX HEKPO30B (KOHYMKM MalbleB,
nsTKa)

JduarHocrtuka

OcMOTp HOT, OlleHKa HEBPOJOTMYECKOTO cTaryca
M COCTOSIHUS apTepralbHOr0 KPOBOTOKA, PEHTIE-
Horpadus, GAKTEPUOJTOTUYECKOE HUCCIeloBaHMe

paHeBOro OTAEISIEMOTO

OudbdepeHumnanbHas
MUarHOCTUKA

PaHeBble mpoliecchl Ha CTOMax APYroro reHesa, Ipy-
rvMe OKKJI3UOHHbIEe 3a001€BaHUsI COCYA0B, KIUHU-
yeckue Gpopmbel CAC mexay coboii

JleueHue

KoMneHncauust nuabera, yxon 3a HoraMu, oOyueHHe
ManMeHTOB

Heiiponamoiueckasa ¢popma: pas3rpys3ka CTONbI, aHTUOU -
OTUKOTepanus, oopadboTka paHsl, Noadop o0yBuU
Hwemuueckasn ¢popma: 3proTepanus, peBacKyisipusa-
IIMOHHBIEC OTIepPalluU, aCTITUPUH, AaHTUKOATYJISTHTHI,
TPOMOOJMTUKY, TIpenapaThl MpocTarjiaHAuHa

IIporHos

AMnyrtauus Hor y nauumeHToB ¢ CII mpou3BoasTCs
B 20-40 pa3 vame, yeMm yaui 6e3 nuabdera

I. Heiiponmatuueckas popma (60—70 %):

— 0e3 ocTeoapTpomnaTuu;

— ¢ nMabeTHYeCKOM OcCTeoapTpomaTuei.
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II. Heiiponmemnueckas (cMmemanHas) ¢opma (15-20 %).
III. Mmemnvyeckas popma (3-7 %) .

Heiiponamuneckass ¢gopma CJC. Tlpu pnuaGeTUUYecKOi HeWpomaTuwu
B MEPBYIO OoYepenb MOpaxkaloTCs AUCTAJIbHBIE OTIAEJbl HauboJiee IJUHHBIX
HepBOB. JAnuTenbHB Nl OebUUUT TPOoPHUUECKON HUMNOYIAbCALlUU NPUBOLUT
K TUIOTPO(PUU KOXU, KOCTEeil, CBA30K, CYXOXHUJIUN M MbBIIIL. PesyabTatom
TUNOTPOGUM COEAUHUTEIbHBIX CTPYKTYp sABAseTcs AedopmMamus CTOMBI
c HeDU3MONOTUUYHBIM MepepacnpeneleHNEeM OMOPHON HATPY3KHU U €€ upe3-
MEPHBIM yBeJMUYEHHEM Ha OTAEJbHbIEe yYacTKU. B 3Tux mecrtax, HampumMep
B 0o0JacTM MNpPOEKLUMUM TOJNOBOK NITIOCHEBBIX KOCTEH, OTMEYalOTCs YTOJ-
meHue KoxXxu M GpopMHUpPOBaAHUE Tunepkepato3oB. [locTosiHHOe gaBiieHUE
Ha O3TU YYacCTKM TNPHUBOAUT K BOCHAJMTEIbHOMY ayTOAU3y NOAJEXAaMUX
MSITKHMX TKaHei#, 4TO CO3JaeT MPEeANOCHJIAKU AJsT GOPMUPOBAHUS SI3BEH-
Horo nedexrta. B pesynbrate aTpouu M HaAapylWIeHUS MOTOOTAENECHUS KOXa
CTaHOBUTCSI CYXOii, JIeTKO TpeckaeTcs. M3-3a cHUXeHUsT 00TeBOU 4YyBC-
TBUTEIbHOCTH MALMEHT YaCTO He obOpamiaeT BHUMAHUS Ha MPOUCXONSILUIUE
ni3mMeHeHusi. OH He MOXET CBOEBpEeMEHHO OOHapyXHUTh Heygob6cTBO 00yBH,
YTO TNPHUBOAUT K 0Opa3oBaHMIO NOTEPTOCTEW U MO30Jeii, He 3aMeyaeT
BHEIPEHHUSI MHOPOTHBIX TeJN, MEJKHUX PaHOK B MecTaX pacTpeCKUBAHUS.
Cutyanuio ycyryb6asieT HapyuieHue TraAyO0OKOH UYYBCTBUTEJIbHOCTU, WPO-
SIBASIONIEECS B HApYIMIEHUU TMOXOAKM, HENMPaBUJIbHOW yCTaHOBKE HOTH.
HaubGonee yacto sizBeHHBIH nedekt mHbOunupyercs cTadMIOKOKKAMHU,
CTPENTOKOKKAMU, OaKTepPUSIMMU KUIIEYHON TPYNINBbl; HEPEAKO MPUCOCIU-
HseTcsl aHa’poOHas ¢dnopa. Helipomaruueckass ocTteoapTpomaTus SIBIs-
eTCSl Pe3yJbTAaTOM BBIPAXEHHBIX AUCTPOPUUECKNX M3MEHEHUU B KOCTHO-
CyCTaBHOM alllmapaTte CTOMB (OCTEOMOPO3, OCTEOJM3, TUMEPOCTO3).

Hwemuueckaa ¢popma CJC saBisercs CcleNCTBUEM aTepockjepo3a apre-
pPUIl HUXHUX KOHEYHOCTE, MPUBOASINET0 K HAPYIMIEHHUIO MATUCTPAJIbHOTO

KpoBOTOKa, T.C. ABIACTCA OJHMUM M3 BAPDUAHTOB nuabeTUYEeCKOM MaKpoOaH-
ruonmaTuu.

DnuaemMuogorus

CAC na6aogaercsa y 10—25 %, a mo HEKOTOPHIM TaHHBIM, B TOW UJIM MHOK
dopme y 30—80 % GoabHbiXx CIH. B CIIA exeroaHble pacXoabl Ha JIeUeHUE
6onbHbBIX ¢ CI ¢ CAC cocTtaBasiioT 1 Mapa. nojaaaposB.

Kiaunuvyeckue nposiBJIeHUs
IMpu HeiiponaTuyeckoii popme CHC BbhineNsdOT 1Ba HauboJjiee yacThlX BUla

nNopaxXeHud: Hel‘ﬁpOHaTM‘{eCKaﬂ sg3Ba M OoCcT€oapTpomarud (C pasBUTUEM
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Puc.7.12. Heiiponatuueckas si3Ba npu
CUHApPOME AMabEeTUYECKON CTOMBI

Puc. 7.13. Cycrap Illapko npu

CUHIpOME NUaGeTUIECKOU CTOTIBI

I'nmaBa 7. CaxapHblii n1uabet

cyctaBa Illapko). HeiiponaTuyeckue
s13BbI, KaK MPaBUJIO, JOKAJIU3YIOTCS
B 00JacTU MONOWIBBL M MeXMalblie-
BBIX NMPOMEXYTKOB, T.e. Ha ydyacTKax
CTONbI, MCHOBITHIBAIOUIUX HAUOOJIb-
mee naBieHue (puc. 7.12).

JecTpyKTUBHbIE U3MEHEHUS KOC-
THO-CBSI30YHOTO ammapaTta CTOTB
MOTYT MNpOrpeccupoBaTbhb Ha NPOTI-
XEeHUM MHOTHUX MECSI€B U MPUBECTH
K BBIDAaXEeHHOW KOCTHOU aedopma-
NUU — AUabeTHIeCKOil 0CTeo-apTpo-
natum U opMuUpPpOBAaHUIO cycTaBa
Illapko, m©pu 3TOM cTOmy OGpas3HO
CPAaBHHUBAKT C «MEIIKOM C KOCTSIMU»
(puc. 7.13).

ITpu wmmemuueckoii ¢popme CJJC
KoXa Ha CcTomax XoJonHas, Oien-
Has UJU LUMAHOTUYHAS; pexXe UMeeT
pO30BaTO-KPAaCHBIA OTTEHOK W3-
3a paclIMpPpEeHUsS TMOBEPXHOCTHBIX
KamuJJSIPOB B OTBET Ha HUIIEMUIO.
SI3BeHHBIe nedeKTh BO3HUKAWT IO
TUNMY aKpaJlbHBIX HEKPO30OB — Ha
KOHYUKAX MajiblieB, KpaeBOil MmoBep-
XHOCTHU MATOK (puc. 7.14).

Ilynbc Ha apTepusix CTOMNBI, MOA-
KOJEHHBIX W OEAPEHHBIX apTepu-

sIX ocnabjieH UJIM He MNaJblupyeTcs.

B tunuuHBIX clyyadX MaOUECHTHI NPEADBABIAIOT XKaxoObl Ha «IepeMexamnry-

0cst XpoMOTy». TsXecTh HIIEMUYECKOTO MOPaxkeHUsT KOHEUYHOCTHU OMpeness-

€TCAd TPEMSIA OCHOBHBIMHU CbaKTOpaMI/IZ TAXECTbIO CTEHO3a, pa3BUTUEM KOJljIa-

TepaJlbHOTO KPOBOTOKA, COCTOSIHUEM CBEPTHIBAaIOIIEil CUCTEMBl KPOBHU.

JunarHocTukKa

OcMoTp Hor 6onbHOTO CJl HOAXEH MPOU3BOAUTHCS KaXIbIii pa3 BO BpeMs

BU3MTaA K Bpauy, He pexe pasa B mosroga. Juarnoctuka CJC BkiYaeT:
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—

OCMOTp HOT;

OIIEHKY HEBPOJOTHUYECKOTO CTaTy-
ca — pa3JMYHBIX BUAOB YYBCTBU-
TEJIbHOCTH, CYXOXMUIBHBIX ped-
JIeKCOB, 3JeKTpoMuorpaduio;
OLIEHKY COCTOSIHUS apTepHaJlbHO-
ToO KpOBOTOKa — aHruorpaduio,
NOoTMJIepoOMeTpUI0O, JOMjeporpa-
buwo;

peHTreHorpaduio CcTON U roje-
HOCTOMHBIX CYCTaBOB;
GakTepHONOrHIeCKOE HCCNENO0BA- Puc. 7.14. AkpaibHble HEKPO3bl MpPU
HUE PaHEBOTO OTIENSIEMOTO. MIIeMUUECKO#d (popMe CHHIpPOMA
Nuddepennnanbuas AnabeTu4yecKoil CTOMmBbI
AUATHOCTHUKA

[IpoBoouTCS ¢ paHEeBBIMM MpoOIleCCaMM Ha CTOIMAaX NIPYroro reHesa, a Takxe
IPYTUMU OKKJTIO3UOHHBIMU 3a00J€eBaHUSIMU COCYTOB HUXHUX KOHEUHOC-
Tel M maTtojorueil cycrtaBoB ctomnbl. KpoMme Toro, Heob6xoaumo nuddepeH-

nuupoBaTh KiuHuyeckue dopmbe CAC (tabdba. 7.22).

Jleuenne

Jleuenue HelipomaruyeckKu-uHGuuupoBanHoil dopmsl CAC BKIIOYAaEeT KOM-

MmJieKC CAeNYIOIUX MEPONPUITUN:

— ontumuszanuio kKommneHcaunuu CJ|, KakK NpaBUJIO, YyBeJIMUYEHUE HO3BI

uHcynauHa, a npu CIA-2 — nmepeBOd Ha HEro;

— CUCTEMHYI0 aHTUOUMOTUKOTEPANUIO;

— TMOJHYI0 Pa3rpy3kKy CTONBl (3TO MOXET B T€UeHUE HECKOJbKMX HeAedb

MPUBECTH K 3aXUBJIEHUIO SI3B, CYINIECTBYIOIUX TOAAMM);

— MECTHYI0O 00paboOTKy paHBbl ¢ yAalleHUEM yyacTKOB THUIepKepaTosa;

— YyXOI 3a HOTaMUu, MpPaBUJbHBINA MOAOOP U HOUIEHUE CMEeMaTbHONW OOYBHU.
CBoeBpeMEeHHO TNPOBOJAEHHAasT KOHCepBaTUBHAas Tepamusi MO3BOJsET

n36exaTh OMEepaTUBHOTO BMelIaTeJdbcTBa B 95 % cinyvaes.
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Ta6n. 7.22. AuddepeHunanbHasg AMarHocTuka kKaimHuyeckux ¢opm CIAC

Ilpusnak

Heiiponatnyeckas dbopma

Nmemnueckas ¢popma

Cpennuii Bo3pact

JIw6oii, HO yacTo A0
40 ner

Crapuie 55 ner

Hdauteabnocts CJI

Bonaee 5 ner

JIwo6oii, Ho yacto 1—3 roxa

JIpyrue no3aHue

Yacto MoryTt ObITh HEBBIPAIKEHBI
OCJOXKHEHHS
ApTepuanbHas THNEPTEH-
Cocyaucras MakKpoaHTHONATHH MOXKeT
3usl, THNepXoJeCTepHHEMHUs,
naTojorus He OBITH
nBC
S13BBI cTON B aHAM-
YacTto Penko

He3e

Cocrosinue mopa-
KEHHOro ydyacTkKa

OO0bIYyHO 0e300M€3HEHHBIN.
ITo HoyaM MOTYT GECNIOKOHUTH
CHUJIbHBIE 0O0JM U mMapecTe3uu
(cUHAPOM «0eCmOKOMWHBIX
HOT»)

Boae3nennpiii. IIpoosl gus
onpeneeHuss COCTOSAHUSA
apTepHaJbHOr0 KPOBOCHAO-
KEeHHUA HOI NMOJOXKHUTEJbHBI.
Ilpu comyrcTBYylOU el Heii-
ponmaTuM mepeMexawmasacs
XpOMOTAa MOXKeT
OTCYTCTBOBATH

CocTosiHHEe HOT

Horu Tennabie, po3oBbie.
Koxacyxas, trectoodpas-
Has, Tpeckaomascs. Ilyabc
npomynbsiBaeTrcsa, BEHBbI MOJ-
HOKPOBHBI

Horu BiraxHbie, X0JOIHBIE,
cunwmusie. [Iyasc ocaad-
JIEH MJIM He majJbnupyeTcd.
OBoJoCeHHE OTCYTCTBYET

Jlokanu3anus sA3B

IIpeuMymecTBeHHO Ha
nmoaomBe, B MeXMNaJbleBbIX
NpOMeXyTKax

IIpeuMymecTBEeHHO HA NAJb-
max M HA NATKe (aKpaanue
HEKPO3bl)

YyBCTBUTEJIbHOCTH

Onpenensiercs HapymeHue
BHOPAaUMOHHOI,00e-

BOM M TeMmepaTypHO#
YYBCTBUTEJbHOCTH (MO THUOY
«HOCKO06» U «NepYaToOK™),

a TaKkKe ociablieHHe KOJEH-
HOTO U MATOYHOTO ped-
JeKcoB, aTpodus MbIUII

BripaxxeHHOe HapymieHHe
YyBCTBHTEJIbHOCTH 4Yale
OTCYTCTBYET

N3MeHeHUs CTOMBI

YacTto Bo3HUKAT nedop-
Maunusg CTONbBI U OCTEOAPT-
ponarus

KocTHble H3MeHeHHUS
Pa3BHBAOTCA PeaKO

PenTrenorpadus

OcTeoneHusd, OCTEOJH3,
CHoHTaHHbIe ¢(paKTypsl
CYCTaBOB CTONbI, HApyYMIeHHUE
CTPYKTYPbl CBOJAA CTOMNBI

Meaunackiaepo3 cocyaos
rojieHu u crtonbl (Kaapuudu-
Kauus funica media cocynos)
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Jleuenue mmemuvyeckoit popmbr CJC BKIOYaAET:
ontTuMusanuio kommneHcauuu CJl, Kak MpaBUIO, YBEIUYEHUE NO3BI
uHcynauHa, a npu CI-2 — mepeBOI Ha HETro;
MpU OTCYTCTBUU SI3BEHHO-HEKPOTHUYECKHX MOpaxXeHUIl sprorepa-
nutwo (l—2-vyacoBasgs xoabba BAEHBb, CHocoOCTBYylOIIass pa3BUTUIO
KOJJaTepalbHOTO KPOBOTOKA);
peBacKyJIspU3allMOHHBIC ONepallMM Ha MOpPaxXkeHHBIX COCYymax;
KOHCEpPBAaTUBHYIO Tepanuio: aHTUKOATYJISAHTHI, acnupuH (no 100 mr/cyr),
MPpU HEOOXOAUMOCTH — GUOPUHONUTUKH, IpemapaTsl MpocTarJaHANHAa
El unpocTauukinHa.

[Ipu pa3BuTUM OOIMIUPHOTO THOMHO-HEKPOTUUYECKOTO MOpPAXEHUS MPU
Bcex BapuaHTax CIAC cTaBUTCS BONMpoc 00 aMmyTauuMu.

IIporuos

Ot 50 o 70 % ot o6mero KOMMYECTBAa BBHIMOJHEHHBIX aMIyTalMid HOT
NpUXoauTcss Ha noato 6onbHBIX CI. AMnyranuss Hor y mauumeHToB ¢ CJI
npousBonastcsa B 20-40 pa3 vame, yemM y n1u1 6e3 nuabera.

7.9. CAXAPHbIVI AMABET W BEPEMEHHOCTb

Tecmayuonnsiii caxapuoiii duabem (I'CJl) — 3To HapylleHUE TOJEPAaHTHOCTH
K TTI0KO3€e, BIIepBbie BBIIBJIEHHOE BO BpeMs OepeMeHHocTu (taba. 7.23).
DTo ompenesieHUEe HE MCKJIKYAET TOTO, YTO MATOJOTHUS YTJIE€BOAHOTO oOMe-
Ha MorJa TpenlnecTBOBaTh HacTynJeHuio O6epemeHHocTu. ['CJ cnenyetr
OTIWYATh OT CUTyalU MU, KOTJa Y XKEHIIUHB C IMAaTHOCTUPOBAHHBIM paHee
nuabeTtoM (B cuay Bo3pacrta, yame CJ-1) HacTymaeT O6EpeMEHHOCTb.

DTHOJOTUS U MATOTEeHE3

IMpu I'CA cxonHbl ¢ TakoBbiMU npu CJ-2. BbicoOKMIi ypOBEeHb OBapuallb-
HBIX M MJAleHTAapHBIX CTEPOUIOB, a TAKXEe YBeJIUYEHUEe 0Opa3oBaHMUsA KOpP-
TU30Ja KOPO HAaAMOUYEYHUKOB MPUBOASIT MPU OEPEMEHHOCTH K Pa3BUTUIO
bu3nonornuyeckoil mHcyauHopesucreHTHocTu. PaszButue I'CJl cBsSI3bIBAlOT
C TeM, YTO MHCYJIMHOPE3UCTEHTHOCTh, 3aKOHOMEPHO pa3BUBAalIIAsICSI MPU
GepeMEeHHOCTH, U, CJIENOBATEIbHO, HOBBIMEHHAasT MOTPEOHOCTh B MHCYJIUHE
y IpeApPachnoNOXEHHBIX JUIL NpeBbllIaecT GYHKIMOHAJIbHYIO CIIOCOOHOCTH
P-xnertok ITXK XK. IMTocne ponoB ¢ Bo3BpalleHMEeM TOPMOHAJbHBIX U MeTabo-
JIUYECKUX B3aMMOOTHOIIEHUUN K MCXOAHOMY YPOBHIO OH, KaK MpaBUIO,
MPOXOIUT.
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Ta6a. 7.23. TecTauMOHHBINW caxapHbI aAuabdeT

DTHOoNOTUR
¥ TIaTOTeHe3

BeposiTHO, aHanoruyHbl TakoBbIM nipu CJ-2.
HacnenctBeHHass mpeapacmoioXeHHOCTh B codyeTa-
HUU ¢ PU3NOJOTUYECKON TeCTALIMOHHON MHCYJIUHO-
PE3UCTEHTHOCTHIO M paKTOpaMU pUCKa:

— Bo3pacrt crapue 30 ger

— u30bITOYHAS Macca Teja

— CI-2 y 6iuXaimux poacTBEHHUKOB

— TJI0OKO3Yypus

— TUAPAaMHUOH U KPYNHBIU MJI0I

— TpenlIecTBOBaBIlee POoXIeHUe pebGeHKa Maccoi
Tesia 6osee 4000 r UM MEPTBOPOXAEHUE

— TPUHAAIEXHOCTh K HAIIMOHATBHOCTU UJIU pace
C TOBBIIEHHBIM prckoM pa3Butusi CI-2

DOuaeMuoaorus

1—14 % Bcex 6epemerHbix (B CILIA u Benuko6puTta-
Huu 3-4 %)

OCHOBHBbBIE KJIUHHU-
yeCcKHe MPOSIBICHUS

Kak npaBUJIO, OTCYTCTBYIOT

JduarHoctuka Tunepraukemus; OITT B rpynmax pucka
OudbdepeHumnanibHas .
Uctunuslit CH, rnoko3ypus 6epeMeHHbIX
OIUarHocTUka
MmokanxopuiiHast nueTa; NP HEBO3MOXHOCTH
Jleuenue
JOCTUXEHMS] KOMIEHCAllUu — UHCYJIUHOTEpamus
[Ipu HeynOBIETBOPUTEIbHON KOMIIEHCALIUU BEPO-
SITHOCTH Pa3BUTUS PA3JIUYHON MAaTOJOTUU y MI0a
cocrtaBasieT 30 %, rMUNOTIMKEMUM B MEPBbIE CYTKH
I[MporHo3s

nocie ponoB — 45 %. Bonee yem y 50 % xeHUUH
B TeYEHUE Mocaenywinux 15 ser maHudecTUupyer
CAa-2

I'Cl o6bIuHO pa3BUBaeTCs B cepenuHe 2 TpuMecTtp, Mexay 4 u 8§ mecs-

naMu OEpEeMEHHOCTH.

MonaBnsioumiee OONBIMIMHCTBO MALMEHTOK HMMEET

U30BITOK MaccChl TeJla M OTsATOMEeHHBIM Mo CJ/I-2 anamMHe3. PaKTOpHl pucka

pa3Butus [CJI, a takXe Tpynnbl XEHIIMH C HU3KUM PUCKOM pa3BUTHUSI

I'C npuBeneHsl B Tabia. 7.24.
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Tabs. 7.24. ®akTOphl pUCKa Pa3BUTHUS reCTAllMOHHOTO caxapHoro nuabeTa

IMosbimieHHbl it puck F'CL Huskuii puck I'CJ]
— Bospacrt crapme 30 get — BospacT monoxe 25 ner
— MeTabonnMyecKUil CHHIPOM M /WU — HopwmanbHag macca Tena
u30BITOYHASL Macca Teja — OrtcyrcrBue CHI y 6auxainmux
— C-2 y 61uXalIIuX pOIACTBEHHM - POACTBEHHUKOB
KOB — B IPOLIJIOM HE BHISIBJISIIOCH Hapy-
— TI'noko3ypus MEeHUs TOJIEPAHTHOCTU K 2ai0Ko3e
— T'MapaMHUOH M KPYMHBINA TJIOA — B IPOIIJIOM He OBLIO HeGIarompu-
— IlpenmrecTBoBaBIIEE POXIEHHE SITHBIX MCXOI0B GEpEeMEeHHOCTH
pebeHKka Maccoii Teaa 6oiaee 4000 r — benag paca
WU MEPTBOPOXICHHE
— IpuHanIeXHOCTh K HAIMOHA b-
HOCTHU MJIM pace ¢ MOBBILIEHHBIM
puckoM paszputus CHA-2

TunepraukeMuss MaTepu TMNPUBOAUT KTUNEPrIUKEMUU B CUCTEME
KpoBooOpaueHuss pedbeHka. [J10KO3a J1erko NMPOHUKAET 4Yepe3 IMJALUEHTY
U HENMPEepPbIBHO NMEPEXOJUT K MJIOAY U3 KpoBU MaTtepu. Takxke NPOUCXOLST
AKTUBHBI TpPaHCNOPT aMUHOKMUCJIOT U MEPEHOC KETOHOBBIX TeJ IMJIOAY.
B oTnauyue OT 3TOro MHCYJMUH, TJIOKAaroH U CBOOOJAHBIE XUPHBIE KUCIOTHI
MaTepu B KpOBb NJjojaa He nonagawT. B nmepBbie 9—12 Henenb OEPEMEHHOCTH
IMXK XK nnona eme He BoipabaTbiBaeT COOCTBEHHBI MHCYJIUH. DTO BpeMsd
COOTBETCTBYEeT TOW ¢a3e opraHoreHesa ImJjoga, Korga NpPU MNOCTOSHHOU
TUNEPTIUKEMUU Yy MaTepu MOryT ¢GoOpMUPOBATHCS pa3JMUYHBIE MNOPOKMU
pa3BuTus (cepaua, No3BOHOYHUKA, cnuHHOTOo Mo3ra, KKT). C 12-i1 Hexne-
au 6epemeHHoctu I12K2XK nionga HauumHaeT CMHTE3UMPOBATh UHCYJUH, U B
OTBET Ha TMNEPrJIMKEMUIO Pa3BUBAIOTCS peakTUBHas runeprpodus u ru-
nepnnasus (3-kiaertok dpetanbHoir [MXKXK. BeanenctBue TMNepuHCYIMHEMU U
pa3BUBAOTCSA MaKpOCOMMUS NJojaa, a TAKXEe YrHETEHUE CUHTE3a JIeLUTUHA,
YTO OOBSICHSIET BBICOKYIO YaCTOTYy pa3BUTHUS PECNUPATOPHOrO AUCTpeEcC-
CUHIpOMAa y HOBOPOXAEHHBIX. B pe3yiabTate runepniaa3uu p-KJIE€TOK U TU-
MEPUHCYJIUHEMUU TNOSBISETCS CKJIOHHOCTb K TAXEJbBIM W AJUTEIbHBIM
TUTIOTJIUKEMUSM .

DNuaeMuoaorusa

CI crpanmawoT 0,3 % BCeXx XEHIIMH peNnpoAyKTMBHOro Bo3pacta, 0,2—0,3 %
GepeMeHHBIX yXe ucxoaHo 6onbubl CJ, aB 1—14 % OGepemeHHOCTEl pa3BUBa-
erca 'CHA wunu mMaHnudectupyer uctuHubeii CII. PacnpoctpanenHocth I'CJ
BapbupyeT B pa3HbIX monynasuusx, tTak, B CLUIA oH BBISIBIASIETCSI MPUMEPHO
y4 % G6epemeHHbIX (135 ThiC. cliyyaeB B roja).
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KauHuyeckue mposiBJeHUs
IMMpu T'CHO otcyrcTBYlOT. MoOryr ObITh HecneuumdbUUYECKUE CUMIITOM b
nekomneHcauuu CJI.

JluarHocTUKa
OmnpeneneHne ypOBHS TJIIOKO3B KPOBUM HaTON[aK MOKa3aHO BceM OepeMeH-
HBIM XEHIIMHAM B paMKaX OMOXMMHUYECKOTO aHaiu3a KpoBu. KeHIIUHAM,
KOTOpble OTHOCSATCS K rpynmne pucka (taba. 7.24), moka3aHO NpOBeAEHUE
OpaJbHOro riawkKo3oroaepanTHoro tecta (OI'TT). OnucaHo MHOro BapuaH-
TOB €ro NMpoBeNeHUsT y OepeMeHHbIX. Haubonee mpocToilt M3 HUX Moapasy-
MeBaeT clenylollue MpaBuia:
3 1HS Do oOcnenoBaHUS XEHUIMHA HAaXONUTCS Ha OOBIYHOM NMHUTAHUU
U NpUIEPXUBACTCSI OOBIYHON Nyl ce6sd GU3MUECKON aKTUBHOCTH,;
TEeCT MPOBOAUTCS YTPOM HATOL[AK, MOCJE HOUYHOTO TOJOLAaHUS HE MeHee
8 yacos;
nocje B3SATUS NMpoOb KPOBU HATOWAK XEHUIMHA B TEYEHUE 5 MUHYT
BBIMBAaeT PacTBOpP, COCTOSIIUN U3 75 rpaMM CyxOoil IIOKO3bl, PacTBO-
peHHo# B 250-300 mMa BOAbl; MOBTOPHOE ONpeaeleHUE YPOBHS TIUKE-
MUHU TPOBOAUTCS 4Yepes 2 yaca.
nuarHo3 'CJl yctTaHaBAMBaeTCs MO CAENYIOI UM KPUTEPUIM:
r1I0KO3a LEeJbHOW KpPOBU (BEHO3HOI, KaNmUJJSIPpHON) HaTolak
> 6,1 MMoab/n uau
— TJI0KO3a NMJa3Mbl BEHO3HOW KPOBU > 7 MMOJb/NI uau
r1l0Ko3a LEeJbHOW KaNmUAASIPHOU KPOBM HUJIM MNJIa3Mbl BEHO3HOM
KpOBHU yepe3 2 yaca mocje Harpysku 75 r rJIlOKO3bl > 7,8 MMOJb/1.
€CclU y XKEeHUIMHBl, KOTOpass OTHOCHUTCS K Ipynme pHUCKa, Pe3yabTaThl
UCCIEeAOBaHUS COOTBETCTBYIOT HOPME, TECT NMPOBOLUTCS MOBTOPHO Ha
24—28 Henene GEpPEeMEHHOCTH.

IunddepeHnualbHaa ITMArHOCTUKA
I'CO u uctunublit CI; rnoko3ypusi 6epeMeHHBIX.

Jleuenue

Puck ana matepu M nmiojaa, a Takxe nmoaxoasl KjedyeHutwo CJ u ocobeHHOC-
T KOHTpoJs 3a HUM npu 'CH u npu uctuHHoM CJ] onuHakoBbl. [To3aHue
ocnoxHeHuss CI Bo BpeMss OEpeMEHHOCTU MOTYT 3HAaYUTEJIbHO MpOrpec-
cCUpoOBaTh, ONHAaKO MNpH KadyecTBeHHoOW KoMmeHcanuu CJI mokazaHUit
I nmpepbiBaHUsl OepeMeHHoOcTU HeT. XKeHumuHa, crpagaomasas CJI (xak
npaBuygo, peyb unetr o C[A-1), nonxHa NJaHUPOBATb OEPEMEHHOCTh B MO-
JIoOAOM BoO3pacTe, KOTAa pUCK Da3BUTUS OCIOXHEHUUN Haubojgee HU3OK.
Ecniu mimaHupyercss OepeMeHHOCTb, TO PEKOMEHIYETCS OTMEHSITh KOHT-
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palenuuio CINyCTs HECKOJbKO MECSIEB MOCJe NOCTUXEHUS ONTUMAaJbHOI
KoMneHcauuu. [IpoTUBONMOKa3aHUSAMU K NJAHUPOBAHUI OEPEMEHHOCTH
SABISIOTCS TsAXenass HedpomaTus ¢ NIporpeccCUpylolleid MOYeuyHOM HegocTa-
TOYHOCTbhbIO, Taxenass UBC, taxenas npoaudepaTuBHas peTUHONATUS, HE
nonmgaloascs KOppeKUMU, KETOAUUI03 HAa PAHHUX CPOKax 0EPEMEHHOCTH
(KeTOHOBbBIE TeJja f642l0mcsi TEpaTOTEHHBIMU GaKTopaMu).

Henbio neuenuss 'CIA u uctunuoro CJI Bo BpeMsa GEpeMEHHOCTHU SBJS-
€TCS NOCTUXEHUE CIHEAYIUUX JabopaTOPHBIX MOKa3aTeJeil:

rimkemMus Hatomak < 5—5,8 MMoab/x;

riukemus yepe3 | 4 mociae eabl < 7,8 MMOJAb/1;

rivukeMus depe3 2 4 mociyie eabl < 6,7 MMOJb/T;

cpellHee 3HaUYeHUE NTHEBHOTO riiMukeMuueckoro npoduns < 55 MMoab/i;

ypoBeHb HbAlc mpu exeMecssuHOM KOHTpOJIe, KaK y 310pOBbIX (4—6 %).

IMMpu CH-1, kak U BHe OepeMEeHHOCTM, XEHLMHA JOJXHa IMoJyyaTh
MHTEHCUBHYIO UHCYJIMHOTEpamnuilo, OAHAKO YPOBEHb IIUKEMUU BO BpeMs
O0epeMEeHHOCTU pEeKOMEHAYeTcs olueHuBaTh 7—8 pa3 B cyTKuU. [Ipu HeBO3-
MOXHOCTHU JOCTUXEHHUS HOPMOTJIMKEMHUYECKONW KOoMMeHcauuu Ha (oHe
OOBIYHBIX UHBEKI Ui, HEOOXOAUMO PAaCCMOTPETh BONPOC O NMepeBoOLe Malu-
€HTKU Ha MHCYJMUHOTEpANUIO MPU MOMOILIU A03aTOpa UHCYJIUMHA.

Ha mepBbiMm sTame neyenus ['CJl HazHavaeTcst AMeTOTepamnus, 3akjilodya-
Iollasicsd B OTPaHUYEHUU CYTOYHOTrOo Kajopaxa npumepHo go 25 kKan/kr
baxTuueckoro Beca, B MePBYIO OUepeAb 3a CUET JIETKOYCBAUBAEMBIX YIJIeBO-
OB U XXMPOB XUBOTHOTO NMPOUCXOXAECHUS, a TaKXe pacliupeHue pusuuec-
KuX Harpy3ok. Ecnu Ha ¢doHe nueToTepamuu He ymaeTcs AOCTHUYb MOCTaB-
JIEHHBIX LeJiei IeueHUsI, MauueHTKe HEOOX0AMMO Ha3HAUYUTh UHTEHCUBHYIO
HnHcylInHOTepanuio. JIoO6bie TabIeTUPOBaHHBIE caXapoCHUXAIOIIUEe Mpemna-
patbl (TCII) npu 6epeMEeHHOCTU NPOTUBOINOKAa3aHbl. Ha MHCcylIMHOTEepanuio
0Ka3biBaeTCsi HEOOXOAMMBIM MEPEBOAUTH OKOJO 15 % XeHIIUH.

IIporuos

Ilpu HeynoBierBoputeabHoil komneHcauuu 'C u CJIl Bo BpeMs GepeMeH-
HOCTH BEPOSITHOCTb Pa3BUTHS Pa3JUYHON MATOJOTMU y MJIoJa COCTABIsAET
30 % (puck B 12 pa3 Bbiime, yeM B oOmeit monynasiuuu). bonee yem y 50 %
XKEHIIUH, Yy KOTOPBIX BO BpeMsl 6epeMeHHOCTHU BbisiBasigcgad [CJ, B TeueHUe
nocnenylomux 15 ner manudectupyer CI-2.



[haBa 8

SABOJIEBAHUNA
NMAPALLNTOBUAOHbIX >XXKEJIE3

8.1. AHATOMUA N DN3NOJ10TINA
NMAPALLMNTOBUAOHBIX XEJIE3

Iapawjumosudnsvie (OKOJNOUIUTOBUAHBIE) XeJe3bl pacHoyiaTaloTCs Ha 3aJgHel
MOBEPXHOCTHU LIMTOBUIHOMN XeJIe3bl BHE €€ KAaNCyJabl OKOJO BEPXHEro U HUX-
HEro MoJI0COB, UMEIOT OKpyriayio dopmy, nuameTrp no 5 mm, maccy no 0,5 r.
OOBIYHO y YeJoBeKa 2 mapbl MapallMTOBUAHBIX Xeae3 (BEpXHUE U HUXHUE).
Yucno u nokanum3anuss mapamuTtoBuaHbIX Xene3 (ITIH[XK) moryr cymect-
BEHHO BapbuMpoOBaTh, Hoxoas MHorma no 12 map. Jomonuutenbubie IT I 2K
BCTpEYaOTCS B TKAHW MUTOBUAHOW M BUITOYKOBOM Xeje3, B MepelHEM U 3a-
OIHEM CcpelOoCTeHMUM, B MepuKapae, Mo3aau muineBona, B obractu 6udypka-
uuu obmeit conHnor aprepuu. KpoBocHabGxkenue III[XK ocymecrBiasercs
B OCHOBHOM BEeTBSIMM ULIMTOBUAHOW apTepuu, B CBSI3U C YEM BO3MOXHBbI
MOBPEXIEHUS ITUX XeJie3 MPU OMepalmusaXx Ha NIUTOBUIHON Xele3e.

[TapeHxuMa Xxejge3 COCTOUT M3 MapaTUPOLUTOB, Cpedu KOTOPBIX BbIAE-
NS0T TJaBHBIe, OKpalmuBamwIIMecss OCHOBHBIMU KpPacUTENsIMU, U OKCH-
¢unpHble kAeTKM. [TaBHBIe MapaTUPOLUTH — TOPMOHAJIbHO-aKTUBHBIE
KJIEeTKH, KOTOpBIe MOJAPa3nesaIoTCsI Ha CBETIbie KJIETKW, Mpeobiamaionimue
y ieTeil, U TeMHBble KJEeTKHU, Nnpeobiagamoimiue y B3pocablXx. OKcuduibHbIE
MapaTUPOUUTH («MOKOSIIIUeEeCs» KIJIETKH) MOSBISAIOTCS B Bo3pacTe 10 ier,
OHU TOPMOHAJIbHO-HEAKTUBHBI.

OcHoBHBIM TopMoHoM ITHI2X saBasgercs mapaTropmMoH, KOTOpbIi obOpa-
3yeTcsl B OKOJIOIIMTOBMUAHBIX XeJje3ax M3 NpeJUIeCTBEHHUKOB TMpenpo-
nmapaTropMoHa WU mMpomapaTropMoHa. buoixoruueckass aKTHUBHOCTH YeO-
BEYECKOro mapaTropMoHa cBsizaHa ¢ ¢dparmeHtamu 1-29, 1-34 u 53-84 ero
AMUHOKUCIOTHOW Hemnu. B KpoBU TOPMOH IUPKYJIUPYET B TPEX OCHOBHBIX
dbopMax: MHTAKTHBI MAPATrOPMOH C MOJIEKYJIsIpHO#W Maccoi 9500, ©6uono-
TUYeCKU aKTUBHBIX KapOOKCHUIBHBIU (GparMeHT C MOJEKYJSIPHOU Maccoii
7000—7500, OuMONOTMYECKM AKTUBHBIN (parMeHT C MOJEKYJSIpDHOW Mac-
coit 4000. OO6OpaszoBaHue GpParMeHTOB IMPOUCXOAUT B MEUYEHU U MOYKaAX.
JeiicTBMe mapaTropMoHa ONOCPENOBAaHO aleHUJTATUMKIA3HON CcHUCTEeMON

KJIETOK-MUIIEHEN.
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[TapaTropMOH MpUMHUMAET yYacTHe B MOONEpXaHUU ToOMeocTa3a Kalb-
UUsl, IPU CHUXEHHUU YPOBHS KOTOPOTO CEKpPELU s TOPMOHA CTUMYJIUPYET-
Ccsl, aTIpy MOBBHIIIEHUM — TOPMO3MUTCS. [IpU MOBBHIIMEHHOW MOTPEeOHOCTH
B Kanbuuu dyukuusg [1 LXK ycunuBaercsa (puc. 8.1).

BosgeiicTBYsS HemOCpeACTBEHHO Ha OCTEOKJIAaCThl, MapaTrTOPMOH CIO-
COOCTBYET BbHICBOOOKJAEHUIO COJIeil KaJbIUsd M3 KOCTHOM TKaHHM, IPU 3TOM
B KPOBU BO3pacTaeT ypoBeHb Kaidbuus u ¢docdopa. [log BaiusiHuem mapar-
TOPMOHA YBEJMYUBAIOTCS 4YHUCIO U aKTUBHOCTb OCTEOKJIAaCTOB B Pe3yJb-
TaTe HEMOCPEACTBEHHOTO BO3AEWCTBUS €ro Ha PELUENTOPBl OCTE00JacTOB,
MPOAYUMPYIOIIMX MECTHB e TKaHeBble (HaKTOPbl, aKTUBUPYIOIMUE KICTKHU-
NpequiecCTBEHHUKN OCTEOKIAacTOB. DG deKTr KpPaTKOBPEMEHHOTO U AJHU-
TEJIbHOTO BO3IEHCTBUSA NapaTropMoHa Ha KOCTh pa3JHMYHBI: KOPOTKOE
nmpepbiBUCTOE AeiiCTBUE BeneT K KOCTeOoOpa3oOBaHUIO, AJMUTENbHOE Helpe-
pPBIBHOE — K OecTpyKHUMU. [Ipu M306BITKE MapaTropMoHa BO3HUKAET OTPH-
HaTeIbHBI KOCTHB U OanaHC (yMeHbIIEHUE MIOTHOCTU KOCTHOUW TKaHU),
YTO COMPOBOXAAEeTCS M3OBITOUHBIM BBIACICHUEM OKCUTpPOIHMHA.

BosgeitcTBYss Ha mMoYe4YHble KaHajlblbl, MapaTrOPMOH MOHHKAET pe ad-
copouuo docharoB, Br3bBasg Gpocdhatypuio. KpomMe Toro, KoCBeHHO BIHU-
ssHUe mnapatropmMoHa Ha ¢GochopHO-KalblUUEBBII OOMEH CBSI3aHO C €ro
AKTUBUPYIOIMIUM BIWSHUEM Ha la-TUApOKCUIA3y MOYEUYHBIX KaHAJbIEB,

P
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Puc. 8.1. Perynsiuus o6MeHa KaabLUus
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B pe3yJbTaTe 4ero 25-oKcuxoseKalbUudepos MpeBpamaeTcs B aKTUBHBI I
1,25-nuokcuxonekanb-undepon [1,25-(0OH)2-D3, kanbuurpuon].

Kanbuurpuon [1,25-(OH)2-D3] geiicTByeT Ha pe3epByaphl KalbU U KakK
CHHEprucT mapaTropMoHa. Ero meiicTBUe B MepByl odYepelb HampaBJICHO
Ha MOBBIIIEHMNE BCACBHIBAHUS KaJbIUs B KUIIEYHUKE U yCUJIEHUE ero pead-
copOUMM B MOYEUYHBIX KiIyboukax. Xojgekanbuudepona (BuraMmuu D3) obpa-
3yeTcsi B KOXe (MaJbMUTHEB CIOW amuaepmMuca) M3 7-AEeTUIPOXOJIeCTepoia
noja neicteueM yiabTpaduoseToBbix gyuyeil (puc. 8.2).

Nanee xonexkanbuudepon cBsa3bBaeTcss ¢ D-cBga3biBaloum UM OeJIKOM
M MOCTymaeT B MeYeHb. B MeuyeHW Xojdekalbuudepoa mon meicTBUeM 25-
rMAPOKCHUIA3bl MpeBpamaeTca B 25-okcuxonekaibuudepon (25-OH-D3) —
OCHOBHYI0O (OopMy, B KOTOPOW O3TOT BUTAaMHUH IUPKYJIHPYeT B KPOBOTOKE
B CBsAI3M CTeM Xe D-cBsA3pBaromuM OealkoM. B mpokcuManbHBIX H3BU-
THIX MOYEYHBIX KaHajJbllaXx NON AelcTBUEeM la-TUuapokcuiaasdbl 25-0KCHU-

xonekanbuudepon ruapokcunupyercs B Cl-monoxeHMU, MNpeBpaulasch
Contaunon caeT (Y&)

l Brivamun B,
7. lemapoXonacTepon-~—————=-pesnTamin [y = (25-0H-D,)

Koma Meuews l 25-reapoNcKnala

Apyrwe metabonurbi - 25-TngpoKcexonakansUmepon

24+ fAppONCHNasa 1g-luapokcunala
flouka

24,25-{QH),-D, 1,25-{0H)-D;

~.

1,24,25-(0H)y-0y

24 27
25 H
26
| |
P L _cH,
HO HO HO OH
7-DerwapoxanecTepon Buramun Oy 1,25-{0H};—Dy {kanaumutpmen)

1,25~ [rOACHXONeRANBUWEREDGH

Puc. 8.2. CuHTe3 u MeTaboau3M BuTaMuHa D3
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B GUONOTUYECKM aKTUBHBIU 1,25-nuokcuxonekanbuudepon [1,25-(0OH)2-
D3]. IloBpieHue ypoBHS KaJbLUUTpUOJA B IJa3Me TOPMO3UT aKTUB-
HOCTb la-TUAPOKCHUIA3bl U MOBHIIAET aKTUBHOCTb 24-TUIPOKCHUIA3BI, UTO
NPUBOJAUT K MPEUMYLUIECTBEHHOMY o6Gpa3oBaHuio u3 25-OH-D3 ne 1,25-
(OH)2-D3, amo6ounoro npoaykra — 24,25-(OH)2-D3, koropbii He obGna-
naet 6uojoruyeckoi aktuBHoctboio. Jdeiictue 1,25-(OH)2-D3 Ha kierou-
HOM YPOBHE aHaJOTHMYHO TaKOBOMY AJISI IPYTUX CTEPOUIHBIX TOPMOHOB.

B perynsiuuum oOMeHa KaJdbL M BaXHYI POJIb UTpPAaeT TaKXe KajbUHu-
TOHMH — TOPMOH, BbipabaTeiBaeMblii C-KJIeTKaMM IUTOBUAHOUN XeJe3bl.
KaibUUTOHUH gBASETCH NENTUAOM, COCTOSALWMUM HU3 32 aMUHOKMCIOT.
[NomaBnsis aKTUBHOCTb OCTEOKIAacTOB, KaJdbLUTOHUH TOPMO3UT pe30pb-
LU0 KOCTHOTO MaTpUKCa U TEM CaMbIM BbI3bIBA€T BBICBOOOXJAEHUE Kalb-
uusa u docdartoB. [poanykuus KalbUUTOHUHA U MapaTropMoHa CBsi3aHa
00paTHON 3aBUCUMOCTbIO. OCHOBHBIM CTUMYJISITOPOM CEKPEUUMU KaJbLU-
TOHUHA SIBJASETCS MOBBIIMIEHUE KOHUEHTPAalWMU MOHU3MPOBAHHOTO Kalb-
WS B KPOBU, HUHTUOUTOPOM CHUXeHUue ypoBHsS kanbuusg. Crenyet
3aMeTHUTh, YTO yAaJleHUEe I UTOBUAHOMN Xene3bl (C mapadOoNTUKYAAPHBIMU
KJIEeTKaMM) y 4eJioBeKa M XUBOTHBIX HE MPUBONMT KIUNEepKalblLUEMHUH,
a BBeJeHMEe KaJbIUTOHWHA 3JOPOBBIM JIMIIaM HE NMPUBOAUT K CHUXEHHUIO
YPOBHSI KallbliUsi B KPDOBHU.

B HopMe yesoBeK moTpebasgeT okoao |1 rpamMma Kaapuus B cyTku. Ot 25
no 50 % «xaavyus ecacvieaemcs npu ywacmuu 1,25-muokcuxosiekaibuude-
pona. B mima3zMe KpoBM KalbLUUM COAEPXUTCS B ABYX OCHOBHBIX (opmax.
®pakuuss Kalblusi, CBsS3aHHAas C albOYMHUHOM, COCTaBJIsIeT HECKOJbKO
MEHbIIEe MOJOBUHB OOLIETO KOJMUYECTBA KAJTbU U, ONMPENETIEeMOT0o PYTUH-
HbIMU MeToaaMu. buonsoruyecku akKTUBHOU seasemcs Pppakuus cBobon-
HOTO (MOHU3MPOBAHHOTO) KalbUUs. [MIOKAAbUUEMHUS CTUMYJIUDPYET CUH-
Te3 NnapaTropMoHa, KOTOPbIl ycCUJIMBaeT pe30pOUMI0O KaJbUUsd U3 KOCTHOM
TKaHU B KPOBb, 3KCckpeuuwo docdopa c MOUOil, YTO MO3BOJNSIET MONAECPKHU-
BaTh HOpMaJibHOE COOTHOIIEeHUE KaJdbLusi U pocdopa.

OcuoBHas Macca (99 %) uMmerouerocst B OpraHu3Me KajJabLUsl HAXOOUTCS
B kocTiax. KocTHas TKaHb npeacrtaBiasieT co00il MOCTOSSHHO OOHOBJISIOLLY -

IOCAd ITMHAMHUYE€CKYIO CUCTEMY, TI€ B TECUYECHUC BCEW XU3HU IpOUCXOOAT IMPO-

eCcChl PEMOJEJIMPOBAHUSA: pa3pylieHUE CTAPOMd KOCTU — KOCTHas pe3op6-
uus u obpa3zoBaHue HOBOW KOCTM — KocTeobGpazoBaHue. KocTHas TKaHb
COCTOUT M3 KJIETOYHBIX 3JIEMEHTOB, MEXKJETOYHOIrO BeUIECTBA — KOCT-

HOIo MaTpuMkKCa M MUHECPAJTbHBIX KOMIIOHCHTOB. B cocTaB KOCTHOUW TKaHU
BXOOAT CACAYHOINIUEC KICTKHU: OCTeoﬁﬂaCTH, obsanapuiue CrnocoOHOCThIO

K GCJIKOBOMY CHMHTE3Yy, OCTEOKJACThl, pacCacChiBalIIMNEe KOCTHYI TKaHb 3a
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CYET ITM30COMHBIX Q)GDMCHTOB; OCTEONmUTHl — MeTabOJMYEeCKU HEaKTUBHBIE
KJIETKHU, Haxomgduuecsd BI‘J'Iy60KO BMOHTHUPOBAaHHBIX B KOCTb JaKyHax;
OCTCOLUMTHI MPOUCXOOAT U3 OCTCOGHaCTOB, 3aMYpPOBaHHBIX B COOCTBEHHOM
KOCTHOM MAaTpUKCE.

ITpouecc pemonesupoBaHusAKOCTHAEAUTCA HA S a3 (puc. 8.3). B 3mopoBoM

Ocreona
E" v

OcTeounTnl

I. ®a3a nokos

II. ®a3a akTHBaUMH

TlosepxHocTh KOCTH

II1. ®a3a pesopbuun
OcTeoknacTs

Faymmunosa nakyna

IV. lepexoanan dasza Ocriaati

MoHRoHyK1eapHbie
darounTs

V. ®a3za HoBoOGpPAOBAHKA
KOCTH

Me3eHnxHManbHbie KIeTKH

IMpeocretaacTol

OcTteobaacTn

OcTeoTna

Puc. 8.3. LIukJ KOCTHOTO peMOIEIUPOBAHUS
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B3pocJoM opraHuaMe B dhaze mokos Haxonutcs no 80 % TpabGeKyasipHOI
u 95 % XopTuUKanbHOUW KOCTHON TKaHu. Pa3za aKTHBAOWH, BO3HUKAIOIIAas
B KaXJIOM yuyacTKe KOCTH ¢ MHTepBajJoM 2—3 rona, BKJYaeT B cebsl MpoJin-
bepauuio U aKTUBAIIUIO MPEAIIECTBEHHNKOB OCTEOKIACTOB, MOCTYyNJIeHUE
M MPpUKPEIJEeHUE MYJIbTUSJAEPHBIX OCTEOKJACTOB K MOBEPXHOCTU pe30opOU-
pyeMmoro yyactka. Janee cienyet (pa3a pesopounu, Kotopasi IpoaoyixXaeTcs
oKoJ0 1—3 Hemelb. DTOT MpoliecC 3akKjlo4yaeTcss B pacljiaBJeHUU Heopra-
HUYECKOT0 KOCTHOTO MaTpuUKca C MocleAyloleid nerpaganueil opraHuyec-
KOro, 4To obecneuyMBaeTcss MOCTYMNJEHUEM B YYacCTKU pe30pOIMU HOHOB
BONOpONAa MIU3OCOMHBIX (GepMeHTOB ocTeokiaacTtoB. Ilepexomnas d¢a3za
nauTcsa 1-2 Hemesu, MPU 3TOM B Pe30pOMPOBAHHONW MOJOCTHU TMOSBIASIIOTCS
octeob6nacTel. HoBooOpa3oBaHne KOCTH HAYMHAETCS C OTKJIAaJAbBIBAHUS OCTe-
obGjacTaMu KOCTHOTO MaTpUKca CO CKOPOCThbIO 2-3 MKM BIEHb, KOTOPBI
yepe3 5—10 nHelt MuHepanusdyetrcs. [Ipouecc KocTteobOpa3oBaHUSA AJUTCS
OKOJO 3 MecslUeB, a MOJHBIM LUKJ OOHOBJIEHUS KOCTU B KaXJIOM ydyacTKe
3aHumaetT 4—8 Mec. OGuiee OGHOBJIEHHUE KOCTU COCTABISIET MPUOTUIUTEIb-
HO 4—10 % exeromHo.

B cpexHemM MUK KOCTHOU Macchl ¢dopmupyercs Kk 20 rogam, 3aTeM HacTy-
naeT Mnepuon OTHOCHUTEJIbHOro paBHoBecus (maato), ac 35—40 ngeT Hauu-
HaeTcs Bo3pacTHas GU3MOJOTMYecKas MOTepPs MAacChl KOCTU CO CKOPOCTHIO
0,3-0,5 % Bron. Ilocine HacTymJeHHWs MeHOMay3bl yXEHIIMH KOCTHBIE
MOTepUu ycKopsiloTcs A0 2-5 % B roa, mpoaojixasch B TakoM Temme 10 60-70
neT. QKeHIIMHB B TedeHUE BCEW XU3HM B CPEAHEM TepsAloT A0 35 % KOpTH-
KanbHOU M okKono 50 % TpabeKyJNsIpHOW KOCTHOW Macchl. Y MyXUYUH MOTEpU
cocTaBiasioT 15-20% kxoptukaibHOU KocTu U 20-30 % TpabGeKyasIpHOIA.

8.2. METOAbl OBCJIEOOBAHWA MNMPU
3ABOJIEBAHUNAX MAPALLNTOBUNAOHDBIX >XKEJIE3

8.2.1. ®nsmkanbHble MeTOoObl

K HUM OTHOCSIT OoOuHIeKJIMHHUYECKOE OoOCIeaIOoOBaHUE C OCMOTPOM KOCTeH
cKeJieTa M malblaluMeid oO6GIacTU IIEeU, XOTS Jaxe KpPYMHBIe MapaTUpoO-
MbI'  nHOUMU  HUKo2da He OOCMYNHbL  NAALNAUUU. [Mpu eunonapamupeose
MOTYT BBISIBJSTH OTHOCHUTEJIbHO MajocmneuumcduyHbie cuMINTOMB Tpycco,
XBocTeka u Beiica (cm. m. 8.5).

8.2.2. JTabopaTopHble MeToAbl

OCHOBHBIE METOIbl Ja0OpPaTOPHOW NAMAarHOCTUKHU — OIMNpeAeeHUe YPOBHS
MOHU3UPOBAHHOTO Kalbuusi, Gbochopa m MHTAKTHOTO MapaTropMoHa B ChI-

BOPOTKC. KDOMC TOro, MOXET HMCINOJb30BATbLCA ONPECACICHUEC IB3KCKpPECLUUU
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Kanbuusa U pochopa ¢ mouoit. OnpeaeseHUe YPOBHS HOHUIUPOBAHHOTO
KajJblMsi 3HAYUTEJIbHO HUHGOpPpMATHUBHEEe OIMNpeneJeHUs YPOBHS O0O6HIEro
KalblUsi, HA KOTOPOM MOXET OTPa3UThCs YpOBEeHb anbbymuHa, pH cwiBO-
poTkKM U psax npyrux ¢paxktopoB. C 1edbl0 OMEHKH COCTOSHHS KOCTHOTO
peMoOneTUpPOBaAHUS UCTIONb3YIOTOLEHKY CBIBOPOTOYHBIX MAPKEPOB KOCTHO#
pe30opouuM M KOoCcTeoOpa3oBaHUsA, KOTOPhIe MO3BOJSIOT KOCBEHHO OIEHUTH
COCTOSIHME KOCTHOW TKaHM, PUCK Pa3BUTUSA U 3P PEeKTUBHOCTHh Tepanuu
octeomnopo3a (tabn. 8.1).

Ta6n. 8JI. CeIBOpOTOUYHBIE MapKephl KOCTHOUW pe30pOIMKM M KOCTeoOpa3oBaHUS

Mapkepbl KOCTHO# pe3opouunu Mapkepbl KOCTE€OOpa3oBaHUA

lenounas docdaraza obuias OKCUNPOJUH (9KCKPELHUsI C MOYOIi)

lenouHas pocdarasza KocTHasA
OcTeoKaablMH
[MpomenTtua konnarena I Tuna

MMupuaMHOAUH (3KCKpEUHUs C MOYOI)
M e30KCUNMUPUANHOIUH
N-KOHIIEBO# TeTOMENTHU.I

(PICP)

8.2.3. VHCTpyMeHTasNbHble MeTOoAbl

VY3U aBasietcs Haubosee NnpocThiM MeTonoM Buidyanusauuu [ XK, Ho oHu
OOBIYHO BBISIBIAAIOTCS TOJNBKO NMpPHU 3HAYUTENbHOM yBeaudeHuu. C 1enblio
TOMUYECKON NUAaTHOCTUKU MapaTUPOM MCMOJb3yIOT CUUHTHrPadHI0 CTEX-
HETPUJIOM.

OCHOBHBIM METOAOM M3y4yeHUsI KOCTell CKejleTa OCTAaeTCs PEeHTreHor-
padus, TeM He MeHee, OHa oOjamaeT HU3KOW YYBCTBUTEJIbHOCTHIO B MJaHE
OIUATHOCTUKHU OCTEONMOpPO3a, T.K. BHISIBASIET NOCHAEAHUN yXe HAa 3HAYUTENb-
HO BbIpaxXeHHOU crtaguu (mpu motepe no 20—30 % kKocTHOU TKaHu). Hdus
paHHEd IMATHOCTUKHU OCTEONMOPO3a UCMONb3YIOT KOCTHYIO J€eHCHTOMETPHIO,
KOTopas MO3BOJSET BBISIBUTH NOTEepIo yxke 2—5 % Macchl KOCTH, OLEHUTH
OUHAMUKY MIOTHOCTU KOCTHOW TKaHU B mpolecce pa3BuUTuUs 3aboyeBa-
HUSA WU JedyeHUs. [IpUMEHSIOT MU30TOMHBIE METOAB (MOHO- UABYX®dO-
TOHHas1 abcopOLUMOMETpUSi), PEHTTeHOBCKUE (MOHO- U ABYXdHepreruuec-
Kasi abcopOIUMOMETpPUSS, KOMMUYECTBEHHAss KOMMbIOTEpHass Tomorpadus)
U ynibTpa3ByKoBbie MeTOAbl. C MOMOLIbIO MOHOGOTOHHOW, MOHOYHEPIEeTH -
YeCKOW U YJIbTPa3BYKOBOW JAEHCUTOMETPUM HCCIENYIOT mepudepudeckmue
oTAeNbl cKejeTa (JyuyeBasi, MajlobeploBasi, MITOYHas KOCThb), UYTO yAOOHO
ISl CKPUHUHTA UJU TNpeABAapUTeIbHOUW nuarHocTuku. HambGonee yHuBep-
caJbHOU SIBIiseTCs ABYXdHepreTuueckass peHTreHoBcKasi abcopbuuomer-

pusg (DEXA), no3Bonsgiouiass M3MeEpsSITb MUHEPAJbHYI MJIOTHOCTb KOCTH
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BJI0OOOM yuyacTKe ckeseta. Ijig TaKuX JEHCUTOMETPOB pa3paboTaHbl CTaH-
napTHble (aBTOMAaTU4YeCKME) MNpOrpaMMBbl JJiss MOSCHMUYHBIX TNMO3BOHKOB,
NMPOKCUMAaJbHBIX OTAEJNOB Oenpa, KocTeil mpejnjedybs U MporpamMma <«Bce
Teno». Hapsiny ¢ aGCOJIOTHBIMM MOKa3aTedsIMU TMJIOTHOCTH KOCTU TMpPHU
NEHCUTOMETPUU aBTOMATUYECKU BLIUUCISAIOT Z-KpuTepuihk (MuHepaJibHas
MJIOTHOCTh KOCTHOW TKAaHM OTHOCHUTEJbHO CPEAHUX 3HAYEHUUN OJIs DaHHO-
ro Bo3pacrta v noja) u T-kpurepmit (cpaBHEeHHUE MIOTHOCTU KOCTH C MUKO-
BbIMM 3HadyeHUssMU B Bo3pacte 30 yer). IIpu TSAXKeEJNBIX OCTEONMEHUYECKUX
npoieccax HESICHOTO NMPOMCXOXJIAEHMUS BaXHYI pojib BIauddepeHLHANb-
HOM JMArHOCTHUKE HUIrpaecT OMONCHA KOCTHOM TKAaHM, KOTOpas MO3BOJSIET
pPa3JUYUTh OCTEONOPO3 U OCTEOMAJNSALUUIO, a TAKXeE APYrue BUIBl MAaTOJO-
TMU KOCTHOMW TKaHMU.

8.3. MEPBUYHbIA TMMNEPMNAPATUPEO3

Ilepsuynviii  eunepnapamupeoz (I1TI1)— 3a6oneBanue ITLL2XK, nposaBasio-
meecss M3OBITOYHON MPOAYKLMEH MapaTropMoHa C pa3BUTUEM CHUHIpPOMaA
runepkaibuueMuun (tada. 8.2).

Ta6a. 8.2. [TepBUUYHBIN rUIepnapaTupeos

B 85 % — conurapHas ageHoma ITIIXK (mapatupo-
Mma), 15 % — runepnna3sus Bcex 112K, MHOXecTBeH-
Hble ageHoMbl (5 %), eure pexe (<5 %) — paxk ITHIX;
BCTpeyaeTcsl B pamkKax cuHapomoB MOH (rin. 10)

DTUONOTUS

T'unepdocharypusi, u36BITOYHBI CUHTE3
1,25-(OH)2-D3, npsamoit pe3op6TUBHBIA 3P dekT
ITatorenes IITI Ha KocTHU, TUTIEepKaJbIIUEMU ST, TOBPEXIAECHUE
SMUTEIUS MOYCYHbIX KaHAAbLEB U APYTUX OPraHOB;
TUNEPKaIbUUYpUsI, HePPOKAIbIUHO3

PacnpocTpaHeHHOCTh — NpuMepHoO 1 cayuait Ha 500
yeJoBeK, 4acToTa HOBBIX ciyyaeB — 25 Ha 100000
nacenenus B rog. C [T cBsa3ano okono 35 % ciy-
yaeB CMHApPOMA TrunepkKaiblUeMUU

DIUAEMUOTOTUS

B GonpmimHCTBE ciayyaeB MPOTEKAaeT OECCUMIITOM-
OCHOBHBIE KJIMHU- HO. IToyeyHble CUMITOMBI: TOJTUYPUS, MOJTUAUTICUS,
YEeCKUE MPOSBACHUS HedponuTruasz, HebpokaablLMHO3. 2KeaymouHo-
KMIIIEYHbI€ CUMIITOMBI: aHOPEKCUSI, TOLIHOTA,
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Okxonuanue maba. 8.2

obcTumauusi, METEOPU3M, MOXyAEHUE, SI3BbI

KeJqynKa W/WJIW IBeHANIaTUIEePCTHON KUIIKU.
CepneyHo-coCcyAuCTasi CAMITOMATHKA: apTepuaJlbHas
runepTeH3usi. KocTHble H3MeHeHUs: OCTEONOPO3,
XOHAPOKaJbLUMHO3; MPU TAXeablX popmax: cydme-
puocTajlbHas pe3opOLUsl, aKPOOCTEOJIU3 KOHLEBBIX
¢anaHr KucTeil U cton, nedopmanus CKeJeTa, Maro-
JIOTUYECKHUE MepesloMbl KocTeil, KUucThl. LleHTpajabHas
HePBHAs CHCTeMa: 1eNIPeCcCUsl, COHJIUBOCTD, CIy-
TaHHOCTb CO3HaHUS, BO30YyXIE€HUE, KOXHBIHI 3yI.
I'unepkanbueMuyecKuii Kpus

lTunepkanbuuemus, maparropmMoH T, Tonuueckas
duarHoctuka nuarHoctuka napatrupom (Y3U, cuuHturpadusa
C TEXHETPUJIOM), IMarHOCTUKA OCJIOXHEHU N

NAubdeperHuuanbHas [dpyrue mpuYMHBl TUNEepKadblUMeMuu (OnyxoseBas
IUAarHOCTUKA U Ap.), BTOPUYHBII runepnapaTupeos

1. Xupypruueckoe (aA€HOM3KTOMMS, YaCTUYHAas

M TOTaJbHasi MapaTUPEOUAIKTOMMSI)

Jleuenue 2. luHaMu4uecKoe HaOMIOAeHWEe: TTOXMUIbIEe MallueHTh
MIPU OTCYTCTBMM BHIPAXEHHOW THIEPKaIblIUEMUH,
ocTeonopo3a, MOYEYHON HETOCTATOYHOCTHU

[Mocne XMpypruyeckoro jJje4eHusi HOpMOKaJbIMEeMU s
coxpaHseTcsd MeHee yeM y 10 % mauueHTOB, MOJIOBU-
He M3 KOTOPbIX B AajbHelIeM NMOoTpedyeTcsl MOBTOP-
Hasi omepanus; penuauBbl y V20 ~~ '/6 MalueHTOB

[Tporuos

DTHojorus

B 85 % cnywyaeB mpuuunoit IIT'Tl saBnsercsa conutapHas amenoma I1 LI 2K
(mapatupoma), 3HaYMTEJIbHO peXe — aIeHOMB MHOXecTBeHHBe (5 %),
eme pexe (< 5%) — paxk INII2XK. ITunepnnasusg Bcex [T 1 XK BcTpeuaetcs
npumepHoy 15 % Gonpubix. [1TI1 BcTpedyaercs mpu o60MX BapuaHTax CUH-
IpoMa MHOXECTBEHHBIX SHIOKPUHHBIX Heomua3uit (cMm. ria. 10).

ITaTtorene3s

FMnmepnpoAyKIusi MapaTropMoOHa NMPHUBOIMUT K U3OBITOUHOMY BBIBEIEHUIO
yepe3 nouyku pocdara. CHUXEHUE NMJIA3MEHHOTO YPOBHS MOCIEAHEr0 CTU-
mynupyer cuHTe3 1,25-(OH)2-03, KOTOpBI CIMOCOOGCTBYET BCACBIBAHUIO
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n306bITKA Ca2+ BKUIIeYHUKe. B mameko 3amenmux cTagusx mpolecca
rumepkaibUuMeMuss yCUJIUBaeTCs 3a CYeT aKTUBALUUU HM3OBITKOM Tmapar-
rOpMOHAa OCTeoKNnacToB. M30BTOK mapaTropMOoHa MPUBOAUT K YCKOPEHHUIO
oOMeHa B KOCTHON TKaHU, YyCKOPEHUWIO KOCTHOW pe3opOUUM U KOCTEOO-
pa3oBaHUs, HO 0Opa3oBaHUEe HOBOW KOCTH OTCTaeT OT €€ paccachiBaHUS,
YTO TNPHUBOAUT K reHepaM30BaHHOMY OCTEONMOpPO3y U ocTeonuctpodumu,
BBIMBIBAHMIO KaJbLUUS U3 KOCTHBIX AENMO U rUNepKalblUEeMHU, aTaKxKe
TUNEepKalbUUYPUU, CHNOCOOCTBYIOMEHl MOBPEXAEHUIO DMUTENUS TMOYeU-
HBIX KaHaJlblleB M 00pa3oBaHUIO KaMHel B mouykax. HedpokanbumHo3s,
B CBOI0O OuYepelnb, BeleT K CHUXEHUIO PYHKI MU MOoYeK. B BOSHUKHOBEHUU
SI3BEHHOTO MOpPaXeHUs XeJNyAKa U ABEeHAaJUATUNEPCTHONU KUI KU BaXHYIO
poOJb UTPAIOT THUNEPKaJlbLUUEMUsI C apTEPUONTOCKIEPO30OM M Kaidbuudbuka-
uueit cocynoB. [umepkanpbuueMuss HapsAdy C MOBBIIIEHUEM apTepUaIbHO-
ro naBJEHUS CO30aeT MPEAMOCHIIKMN AN GpopMUpPOBaHUS Tuneprtpoduu
JIeBOTO Xeaynouka, GYHKLIUIO KOTOPOTO TaKXe YyXyNIIAT TUMUYHBIE OIS
runepnaparupeo3a KilanmaHHbIe, KOPOHAapHble U MUOKAapAMAalbHBIE Kalb-

LUHATH.

DnuaemMuoorus

PacnpoctpanenHocths IITII cocrtaBaser mpuMmepHo 1 cayvait Ha 500 ye-
JIOBEK, 4acTOoTa HOBBIX ciyyaeB — nopsaka 25 Ha 100000 HacesleHUS B roj.

C TITIT cBg3aHO OKOJO 35 % cliydaeB CUHIApOMa THMNepKaJlbUUEMUU
(rumepKaJdblIUeMUsT peructpupyercss y B3pocinbix B 0,5—1,1 % cnyuvaes,
yame y XeHIWH ctapme 50 JeT; cpeld TOCTUTAJIM3UPOBAHHBIX JIUIl — B 5
%). Tlocne caxapHoro nuabdera u 3a60JeBaHUN IMUTOBUAHON Xeme3nl ITTTI
SABIASETCS TPEThbUM IO PAaCIPOCTPAaHEHHOCTU dHIOKPHUHHBIM 3a060JeBaHM -
eM. [luk 3aboneBaemMoctu npuxoaurcsa Ha 40—50 ner, npu stom ITITIT B 2
pa3a yalle BCTpedaeTcsl Y XKEHIIUH, B YaCTHOCTU ¥ 3 % XEHIIMH B MOCTME-
Homay3e. I[ITIl BusABAsAeTCS MpUMepHO ¥ 2—5 % BceX MallMEHTOB ¢ MoYyeKa-
MEHHOUW 0O0JEe3HbIO.

KiuHuyecKkue NpoOsABIEHUS
Y o6onpmuHcTtBa maumueHToB IITIl mporekaer 0ecCMMNTOMHO U IMAarHO3
ycTaHaBJIMBaeTCd MPU 00CIENOBAHUMU MO MOBOAY FMIEPKAJbIIMEMUHA.

1. IloyeuHbie CAMOTOMBI BKJIIOUYAIOT MNOJUYPHUIO, MOJTUIUIICUIO, HEDPO-
nuTtuas (25 %), 4acTo OCAOXKHAWIUNACST TUETOHEDPUTOM; peIKO — Hedpo-
KaJbIUHO3 C PA3BUTHEM IMOYEUYHONW HEOZOCTATOYHOCTH.

2. XKenynoyHO-KHIIeYHAsT CUMIOTOMATHKA: aHOPEKCHUS, TOMHOTa, OOCTH-
mamusi, Mereopusm, noxyaeHue. B 10 % ciaydyaeB pa3BUBAaIOTCs SI3BBI XKEIYI-
Ka /UKW IBeHAaNIMAaTUNEPCTHOM KUMKU, B 10 % — maHKpeaTUT, pexXe MaH-
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Puc. 8.4. PeHTreHorpaMMa KUcTeil pu MEepPBUYHON TUIleprapaTupeose: Mpu3Ha-
KU cyOmepuocTaibHON pe30pOUMU KOHUEBBIX (hajaHT

Kpeakanbkyyne3. B 2 paza yame, yeM B NONYJASALUH,
BCTpeYyaeTCsl XeJYHOKaMeHHass 0OJIe3Hb.

3. CepaeyHo-coCyaucTasi CAMITOMATHKA: apTEPU-
ajJbHasi TUNEPTEH3USI U €€ OCJTOXHEHHUS.

4. KocTHble u3MeHEHHs: OCTEOMNMOpPO3, XOHIAPO-
KaabuuHO3; npu taxenoMm [ITIl: cyobnmepuocranbHas
pe3opOuMsI, aKpOOCTEOJMU3 KOHILEBBIX (dallaHT KHUC-
Teil u crton (puc. 8.4), medbopmauus ckejiera, MaTo-
JoTUYecKue mepeaoMbl kKocTeid (puc. 8.5), KHUCTH,
TUTAHTOKJIETOYHBIEC OMYXOJM M IMYJAUIB (KUCTO3HBIE
oOpa3oBaHU).

5. IlenTpanbHasi HepBHas cUcTeMa: Jelpeccus,
COHJIUBOCTh, CIYyTAHHOCTb CO3HaHUs, BO30OyXIeHHUeE,
KOXHBIH 3yn.

6. 'unepkajgpbuueMuYecKii Kpu3 — BecbMa peaKoe
Tsaxenoe ocinoxHeHue IITII. XapakTepHBl COHIIH-
BOCTbh, CTYNOp, KOMa, NMCUXO03, BCJIEA 3a HapacTalIlei
aHOpeKcueil, pBoToil, 60JNbIO BIMUIAaCTPUMU; OBICTPO
pa3BUBaeTCsa pe3kKas ciaabocTb, 00e3BOXMBaAHME, aHY-

Puc. 8.5. PentreHorpamma KocTell TOJieHM C KHUCTaMu U
TceBIoNepesloMaMu MPpU MEePBUYHOM THIepriapaTupeose
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pusi, KOMAaTO3HOE COCTOSHHME; TSIXKe-
J10€ OCJIOXHEHUE — MUOMATHUS C BOB-
JIedeHUEeM TPOKCHUMAJIbHBIX OTIENOB
TyaO0BMUINA, MeXpeOepHbIX MBbIIII
unuadparMbl; TUOUYHA JTUXOpaakKa
no 38—39 °C. Kpus pa3zBuBaeTrcs npu
YypOBHE KaJbIMs B mia3dmMe Oojee
4 MMOJb/N U NPOBOLMUpPYETCH MAJIM-
TeJIbHBIM TIOCTEIbHBIM pPEXUMOM,
THAa3UAHBIMU OUYPETUKAMU, Mpemna-

paTaM#n KaJlblIMUd U BUTaMMUHA D.

JImarHocTuKa
e TmnepkajabuuemMus, Kak IpaBUJO,

Puc. 8.6. CunnTurpadus c TexXHeTpu-
BBISABJISIETCS yJAUIL 0e3 KaKOW-

JIOM MPU COJMTAPHOW MmapaTHUpoMe
160 CUMNTOMATUKYU MPU PYTHH-
HOM OMOXMMHYECKOM aHanu3e kKpoBu. Kpome Toro, xapakTepHbl THMO-
dbocharemus, runepkaabuuypus u runepdocdarypus, NOBBIIIECHHUE
ypOBHs Ied0o4YHOU dbochaTasdsl B mia3Me U 3KCKPELU MU C MOYO# TUAPOK-
cunpoiuHa u tAMO.

+ TIloBHImIeHHBIW YpOBeHb mapaTropMonHa. MccienmoBaHuMe TOKa3aHO TMpPH
NIBYKPAaTHO 3apeTrUCTPUPOBAHHONW THUNMEPKATbIIMEMUMN.

e Tonuyeckas AUATHOCTHKA mapatupom: Y3U, cumHTUTpad U CTEXHET-
punrom, KT, MPT (o6i1acTh men U CpeIOCTEHU).

e JIuarHocTuka ocaoxHeHuit [ITI1: octeonopo3, HeppoKaAbLUMHO3 U AD.

JuddepennnajbHasg IMATHOCTHKA

1. 'mnepkajabuueMusa Apyroro resesa:

— 3JI0KaYeCTBEHHBbIE OMYXOJdU (MHOXECTBEHHAass MUEJIOMa, paK MOJOY-
HOW Xene3bl, KOCTHBIe MeTacTasbl); ypoBeHb I[ITI, kak mpaBuio,
CHUXEH;

— Tepeno3WpoOBKa BUTAaMUHOM D;

— CcapKoOMIO03 U ApYyrue rpaHyjieMaTo3Hblie 3aboseBaHUS;

— pelKue NPUYUHB (TUPEOTOKCHKO3, MPUEM THA3UAHBIX TUYPETUKOB,
UMMoOOUIU3aLusA, OoJe3Hb AINUMCOHA, MEepPeao3UPOBKAa BUTAMMHOM

A, nmoyeyHasd HCI[OCTaTO‘IHOCTB);

2. BropuuHblii runepnapatupeo3 (nporekaeT Ha ¢GOHE HOPMOKAJbBIHU-

eMUU).

3. CKpI/IHI/IHFOBOC UcclI€aoBaHUE OJd UCKIKWYEHUA CUHIAPOMOB MHO-

XKECTBEHHBIX DHIOKPUHHBIX Heomaasuii (cMm. ria. 10).
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Jleuenue

[Monxonel Kk JeuyeHWIO ompenensiloTcst BeipaxeHHocThio [ITII, Bo3pactom
u GU3NYECKUM COCTOSSHUEM MalUeHTa, MOCKOJbKY €IMHCTBEHHBIM palu-
KaJlbHBIM BADUAHTOM JIEUYCHUS SBISIETCS XUPYPrUYEeCKOE BMEIIATEIbCTBO.

1. Xupypruyeckoe jie4yeHue: Mpu COJTUTAPHOU MapaTUpoMe — ee yaaie-
Hue, npu runmepnina3uu Heckoiabkux [1XKI[ mpoBoauTcs mapuuanbHas,
nubo ToTajlbHass MapaTUPEOUAIKTOMUS C MOCHEAyIOIUIel Tepanmueid TUTO-
mapatTupeosa.

2. ]lunaMuyecKoe HaOJWIeHHEe TMMPOBONUTCS TMPU BBISIBICHUMU JIErKOM
BoipaxeHHocTtu IITIl ynuu moxuinoro Bo3pacTa, T.e. B Toil Bo3pacTHOI
rpynmne, rae IITTI yame Bcero BcTpevyaercsa. OHO HOMYCTUMO B CUTyalMsX
OTCYTCTBUS abCOJNIOTHBIX MOKAa3aHUU K ONepaTUBHOMY jiedeHUuwo (Tabua. 8.3).
NuHaMuuyeckKoe HabiaoOeHUE MOApPa3yMeBaeT ONpeAeIeHUE YPOBHS Kallb-
uus, GYHKIUU MOYEK, apTepHaJbHOTrO AaBJIEHUS Kaxabie 6—12 mecsies,
npoBeAeHME KOCTHON AeHcutomeTpuu u Y3 U mouek kKaxable 2—3 rona.

Ta6n. 8.3. [TokazaHug K xupypruueckomy jeueHuto ITTTI

AOCOIOTHBIE MOKA3AHUA OTHOCHUTEJIbHbIE MOKA3AHUS

1. BoipaxeHHast TUNepKalbIlUeMU S 1. Taxenast COMyTCTBYOIIas MaTo-

(> 3 MmMoab/m)

2. DNu301bl BhIpAXEHHOM TUMep-
KaJblMEeMUU B MPOUITIOM

3. HapymeHue GyHKIMU MTOYEK

4. KaMHu B moykax (c CAMIITOMaMHK

JIOTHS
2. CJIOXHOCTb ITMHAMUYECKOTO
HabJoAeHUS

3. Mounonoit Bo3pact (< 50 ner)
4. XenaHnue mammeHTa

uinu 6e3)

5. HedpokanbiuHo3s

6. BeipaxkeHHast TUnepKaaiblUypUs
(> 10 MMOJIB/CYTKH)

7. Octeomnopo3

3. MeaukaMeHTO3HOE JiedyeHue He pa3paboraHo. I[IpemapaTaMu BeIOOpa
IJIsl T€YEHUS OCTEOMmopo3a IBASIIOTCSI O0uchochoHaTsl, KOTOPbIie OKa3biBa-
IOT TPAaH3UTOPHOE THUMOKAaJblMeMHUUYEeCKoOe neiicTBue. MX Xe B COUETAHUMU
C peruapaTalMOHHONW Tepamueil UCMOJAB3YIOT MPU JEYEHUHU TUMEPKAIbIIM-
€M MYEeCKOTOo Kpu3sa.

IIporuos
IMocne XUPYPIrudye€CckKoOro J€4YeHuUsd TOro MJIM HUHOTO obbeMa HOpMOKAaJbLIH-
€EMHUAd COXpPAaHIACTCId MCECHECC 4YEM Yy 10 % NAaMUEHTOB, MOJOBUMHE M3 KOTOPKLIX
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BaajlbHelueM tpebyercs moBTopHas onepauusi. Peuumauss IITIT pa3Bu-
BaioTcsa y V20 mMauuMeHTOB, NPOOMEPUPOBAHHBIX MO MOBOAY COJHUTApPHOI

!
napaTupomMbl U1y /6 — mo nmosoay runmepniaasuu ITII XK.

8.4. BTOPUYHbI TMMEPMNAPATUPEO3

Bmopuunoeiii eunepnapamupeos (BI'Il) mpeacrtaBiaseTr cob60il KOMIIEHCATOPHYIO
runeppynHkuunio u runepnuasuto MK, paspuBamiymocs MNpu AJUTENb-
HOW rumoxkanabuueMuu u runepdocdareMuu pas3auuHOTo reHesa (Tabdi.
8.4). Ilpu TpeTHUYHOM rumepnapaTupeose NMPOUCXOIAUT Pa3BUTHUE AaBTOHOM -
HOW THNepnpoNyKIMU MapaTropMoHa runepnaadupoBanusimMu [T XK unn
dbopmupoBanue ageHoMmbl I1 XK npu nauTelibHO cylleCTBYOIIeM BTOpUY-

HOM TrunepmnapatTmpeosec.

DTHONOrUA

* TJloyeuyHas naToJOrUs: XpOHHUUECKas MOYeyHass HEJAOCTATOYHOCTD,
TyOyJOmaTUM, MOYECYHBIN paxwurT.

* KumeuyHast maToJOTUsl: CUHIPOM MajlbabCcopOLUU.

* KocrtHasg nmatonorusg: ocreomMansgauus (CeHUJbHaAs, NnysprnepajibHasd,
unuonaruvyeckas), 6onesnn Ileaxera.

. HenocratouHocTh BuTaMuHa D: 3aboneBaHuUsg mouyek, 3abojneBaHUS
MeYeHU, HaCleOCTBEHHBIe PepMEeHTONMATHH.

° 310KaYyeCcTBEHHbIe 3a00JieBaHUA: MUEJOMHAs GOJE3Hb.

OcHoBHBMU npuuyumHamu BIIl gaBasgwTcad nouyeyHas HEZOCTATOYHOCTH
1 00JE3HM CUCTEMBbl NUIIEeBapeHUs. B COOTBETCTBMU C 3TUM BBIICIAAIOT
nmoyeyHbld 1 UHTecTuHaAbHbI W BI'Tl. B cBSI3u ¢ LINPOKUM MCTIONb30BAHU-
eM remMolauajvia M YBEJUYEHUEM IMPOTOJIXKUTEIbHOCTU XU3HU OOJbHBIX

¢ XITH BTII cran BcTpeuyaThcsl 3HAYMUTENbHO Yalie.

ITaTorenes

Pazsutue BI'Il mpu XIITH cBsizano ¢ HapymeHueM oOpa3oBaHUS B MOouyKax
akTUBHOTO Buramuua D3 [1,25-(0OH)2-03]. IIporpeccupyioliinee yBeJUIeHHE
MJIa3MEeHHOTO YPOBHSI HeopraHumyeckoro ¢ocdopa HauuHAETCS yXe MpPH
CHUXEHUU CKOPOCTH KJIYOOYKOBOW dunabTpanuu go 60 MJI/MUH U MeHee.
TumokanbpuueMus CTUMYJIUPYET cekKpeliuio maparropMona. Iloyeuynas ocre-
oauctpodus mnpeacrtaBiasieT coboil KoOMOMHALUIO OCTEeOMalssL MU, pa3BUBa-
owmeidca npu gepuuure 1,25-(0OH)2-03, ¥ NOBBILIEHHON KOCTHOM pe30p6-

LUU B pe3yjbTaTe TMNEepNpoOAYyKIUU nmapaTropMoHa (puc. 8.7).
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Ta6x. 8.4. BTopuuHBI runepnapaTupeos

DTronorus

[Moueuynas matonorus (XITH), cunapom manpabcop-
ouuu, octeomansinus, 6onxe3Hp [lenxera, HemocTa-
TOYHOCTh BUTaMMHa D, 3J10KaueCTBEHHBIE OMYyXOJHU

[TaTtorenes

Hapymienue o6pazoBaHusl B MOoYKax aKTUBHOTO
putamMmuHa D3 [1,25-(OH>2-D3], manbabcopOuus
KaJabUus U BUTaMUHa D, HapylieHue npeBpameHust
xosekanbuudepona B 25-OH-D3

DOUIEeMUOTOTUS

Pacnpoctpanennocts BI'Tl cpeam mauuneHTOB

¢ XITH, monyvaomux JjedyeHUe TeMO- UJIU MEPUTO-
HeaJbHBIM IMAaIW30M, cocTaBisgeT oT 45 1o 70 %.
Y 60JIbHBIX MOC/E TACTPIKTOMUU OCTEONMATUU
BCTpevaroTcst mpumMepro B 30 %.

OCHOBHBIE KJIMHHU-
YyeCKUe MPOSABIEHUS

CUMIITOMBl OCHOBHOTO 3a0o0jieBaHUs, O0JU B KOC-
TSIX, CTa6OCTh B MPOKCUMAaJbHBIX OTAEIAX MBIIIII,
apTpaJIuu, CIOHTAaHHBIE MEPETOMBI U IehopMalus
cKeJieTa, BHEKOCTHBIEe KaJlbIIMHATHI, KalblIU(DUIaK-
CHUsI, MepUAPTUKYISIPHbIE KaJlbIMHATHI

Hopwmoxkansuuemus, [ITIT, runepdocharemus,
menoyHasa ¢pocdaraza T, 1,25-(OH)2"D3i; ocreomno-

JduarHocTuka

po3, cybrnepuocTanbHasi U CyOXOHApalbHasi pe3opo-

1IUSI KOCTei; AMarHOCTHUKA OCHOBHOTO 3a00JieBaHUS
NduddbepeHumanbHas

Mexny 3abojeBaHUsIMU, BbizBaBmiuMu BITI
IUaTHOCTHKA

[IpodunakTuka u Je4yeHUe NOYEYHOU OCTEOTUCT-

pobuu: kKapboHat kKanbuus (1 r/cyT) B coueTaHUU
Jleuenue

C aKTUBHBIMU MeTabonutamu BUTaMuHa D

(la-OH-D3)

OmnpenensieTcss OCHOBHBIM 3a00JieBaHMEM U CBOE-
[Mporuos BPEMEHHOCTbhIO Hayajla Npo(uIaKTUKU OPTraHHBIX

U3MEHEHU

B ocHoBe matoreHe3a maTecTuHaabHoit popmbl BI'Il nexut manpabcop-

Ouus KajJblMs WM BUTaMMHa D, KoTopasd NPpUBOAUT KTUNCPCTUMYIALUU

MU K. [MTpu 3a6oneBannsax neuenu pa3sutue BTl cBsI3aHO ¢ HapylnieHueM

nmpeBpameHus xonekKaibuudeponran 25-OH-D3. Haubonee yacTto 310 IMpo-

NCXOOUT NMpU TNEPBUYHOM 6I/IJ'II/[a]:)HOM oTuppose. [Tatorenes TPETUYHOTO
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CHuXEHNa ChumeHue
IHAOKPUHHOW AKIOKPUHHOW
dyHxUMN NoYeK thyHKLMH NOYOK

! 4

r
CHUMEHME CHHTE3A Q—r runepdocdaremun I'—’ n°“"‘“;"“e APCAYKLMU
KaNbLKTPMONa B ocdrata ansuMa
noYykax
L l
BHecueneTHan
I ) KanbuugvKkaumn
CHukeHne abcopbumn Nosbiltewwe
KanbLUua B KMILBYHWKE npoaykumun NTE
ﬁuﬂak&nbuueuuﬂ YCuneHne KocTHOU
J pesopbuun
4
BropuyHLIA
FUNEPRapaTpecs
Moyeunan
ocreoaucTpothun

Puc. 8.7. [1aToreHes moye4yHoi ocTeoauctpodum

runepnapatupeos3a CBsI3aH C NOCTENMEeHHBIM GOPMUPOBAHUEM aBTOHOMUHU
runepdyHkuunonupyromux ITLH[XK.

DnuaeMuoJaorusa

K MoMmeHTy mepeBona MallMEHTOB Ha TeMOAMAlM3 TUCTOJOTHUYECKUE
W3MEHEHUs TOW MIM MHOUW CTENMEHM BHISABIASIOTCS B KOCTHOW TkaHu y 90
% mnaumeHtoB. PacnpoctpaHeHHocTh BITl cpeanm mnanuentoB c¢ XITH,
MOJyYalo U UX JeYyeHUe reMOo- HJIU MEePUTOHEaJlbHBIM AUAIN3OM, COCTaB-
nset ot 45 no 70 %. Y60 % mnaumuMeHTOB C YpOBHEM KpeaTHMHUHA OT
150 no 400MKxMoOab/N ypOBEHb HMHTAKTHOIO MMapaTropMoHa MpeBbIIIAET
200 nr/ma (Hopma 10-65 nr/mMia). Y GOoNbHBIX MOCJe FTaCTPIKTOMUU OCTEO-
matusi BcTpevyaworcs npumepHo B 30 % cayuaes.

Kiaunuyeckue nposiBjaeHus

Jomunupyrom cumnmomsl  0CHO8HO20 3aboJieBaHusi, 4ame Bcero XITH.
CneuvMdrUYecCKMMMU CUMITOMAaMHU SABIASAWTCIS 060JM B KOCTIX, cjaabocTh
B NIPOKCUMAJIbHBIX OTHAEJaX MBI, apTpajruu. MOTYyT BO3HUKATh CIOH-

TaHHBIC TIE€PCIOMBI I/IZ[C(I)OpMaL[I/IFI CKeEJIETa. OGP&SOBaHI/IC BHEKOCTHBIX
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KaJlbIIMHATOB MMeeT pa3jUuYHble KIMHUUYECKHUEe TposBiaeHUs. [Ipu Kaib-
uMnpukangum aprepuit MOTyT pa3BUBATbCS HIIEMUYECKUE HU3IMEHEHUS
(kanpuudunakcus). Ha pykax um Horax MOTYT OBITh BBISIBJEHBI Tepuap-
TUKYJSPHbIe KajdbluHaThl. Kanbuudpukaumuss KOHbIOHKTUBB M POTOBMUILBI
B COUYETAHUU C PEUUIMBUPYIOIMIUM KOHBIOHKTUBUTOM oOOO3HauaeTcs Kak

CUHIPOM «KPacHOTO rja3a».

JIumarHocTuKa

1. HopMokanbuueMuss B COYETAHUU C MOBBILIEHHBIM ypoBHem IITID
Kpome TOro, xapakTepHa runepdpocdareMusi, BHICOKMUA YPOBEHDb MLIETOY-
HoWi docdarasbl, HU3KUNA ypoBeHb 1,25-(0OH)2-03. OnpeneneHue ypoBHs
IITI pekxomeHnyeTrcsa mnpu HedbpomaTuum JIOOOTO TreHe3a CO CHUXEHHEM
CKOPOCTH KJIYOOUYKOBOU punbTpauuum meHee 60 %.

2. KocTHbBle M3MEeHEeHUSsT cXOAHBI ¢ TakKoBbiMu npu IITII (octeomopos,
cybnepuocTtajbHasg U CyOXOHIApajbHas pe30opOU M KOCTE KUCTU M Mp.).

3. JuarHocTukKa ocHOBHOro 3ab6oseBaHusd (XIITH, manbabGcopbuus).

AudpdepeHnuanpbHass THATHOCTHKA
Mexny 3aboneBaHussMu, BbizBaBmuMu BIII.

Jleyenue

[lpu XpoHUUYECKOW MOYEUHOW HEZOCTATOUYHOCTU NPOdUITAKTHUKA OCTEO-
MaTuM TMOKa3aHa TPU MOBBIIIEHUUW YPOBHS HeopraHudeckoro cdocdopa
B mna3me 6oxee 1,5 MMonab/ia. C 3Toil Ienbio Ha3HAYalOT aKTUBHBIE MeTa-
6onutel Butamuua D (la-OH-D3: 0,25 — 0,5 MKr/neHb), NMpu TEHACHU UK
K TUTMOKaJlblIMEMHUU — B COUYETAaHUU C NmpemapataMu kanbuus (1l r/oeHb).
IIpu TpexkpaTHOM moBbilIeHUU ypoBHS [ITI M/uiu NMOBBIIEHUU YPOBHS
Kadbllusg KpoBMU Oojee 2,6-2,7 MMOJb/N MoKa3zaHa cyOToTajibHasi MapaTH-

PEOUIODKTOMMUSA.

IIporuos

OmnpenensieTcss OCHOBHBIM 3a0oNeBaHMEM U CBOEBPEMEHHOCTBHIO Hayaja
npoduUIakKTUKU OpPTaHHBIX HU3MEeHEeHUU (mpemapaTsl BUTaMuHa D mnipwu
XIH).

8.5. TMMNOMNAPATUPEOS

Tunonapamupeos — 3aboJieBaHUE, CBsI3aHHOEe C AeGUUUTOM MapaTropmo-
Ha B pe3yiabTaTe HenocrtatouHoctu I[IH[2K, mposgBiasitouieecsi CUHAPOMOM

runokajbuuemMuun (tabdn. 8.5).
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Ta6na. 8,5. Tunonaparupeos

DTuonaorus

[MocneonepauMOHHBIN, UANOTIATUYECKU I (AYyTOUM-
MYHHBI): U30UPOBAHHBIN, TP AYyTOUMMYHHOM
MOJIUTAAHAYISIPHOM CUHApPOMe l-ro Tuma; obiy-
yeHue, MHOUIBTPATUBHBIC 3a00M€BaHUS, allIa3us
MUK u Tumyca (cunapom Di George)

IMaTorenes

Heduuut [Tl npuBOAUT K MOBBIMIEHUIO YPOBHS
dochopa B KpOBM 3a CYET CHUXEHUS ero pochary-
pPUYECKOTO NEWCTBUS; TUMOKAIbLUEMUST 00yCIOBIe-
Ha CHUXXEHUEM BCAChIBAHUS KaJbIUs B KUIIEUYHUKE,
YMEHbIIEHUEM €r0 MOOMIN3aLUu U3 KOCTeH U Hemo-
CTaTOYHOU peabcopOuueil B mMouykax

DIMUAEMUOTOTUS

PacnpocTpaHeHHOCTh B 00IIed MOMYJIAMUA —
0,2—0,3 %. Y Xupypros, 4acTo OMEpUPYIOILUIUX HA
IIMTOBUIAHON XeJe3e, pa3BuBaeTcsl B 2 % ciydyaes,
MpU MOBTOPHBIX omepamusx — B 5-15 %

OCHOBHBIE KIUHM-
YECKHUE MPOABICHUSA

TeTaHUYECKMI CYTOPOXHBIM CUHAPOM, BHEKOCTHAas
KalbIMDUKAILKS

JAuarHocTuka

T'unokanbuuemusd, runepdocharemus, MNTI'1

OubdepeHuumanbHas

TpaH3UTOPHBIM MOCHEONEPALMOHHBIA TUIIOMAPATH -
peos, apyrue 3ab6oJieBaHMs, IPOTEKAIINE C CYI0-

NUarHOCTUKA .
POXHBIM CMHAPOMOM M TMIIOKaJbllUMEeMUEN
Jleuenue IMpemapaTsl KaablUUs ¥ BUTaMUHA D
IIporHo3s BnaronpusatHbIi
DTHOJOTHSA

ITocneonepallMOHHBIA TUTTOMApaTUPEO3.

Mnovonmatudyeckuil (AayTOMMMYHHBII) runonapaTupeos:

— HSOHHpOBaHHbIﬁ;

oIpn aAayTOMMMYHHOM MHNOJUTIAHAYIAAPHOM CHHIPOMC l-ro tuma

(cm. . 10).

O6nyuyeHue, MHGUIBTPATUBHBIC 3a00JeBaHUS.

Annasusa I[N X u tumyca (cuuapom Di George).

Haub6onee uyactoil ¢dopmMoil sBAsSETCS MNOCJeONePANMOHHBIA THIONAPATH-

peos.

le/l 3TOM OH pa3BUBA€TCA HE€ CTOJbBKO B PE€3YJbTaTC YyOaJC€HUA
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Xejge3, CKOJbKO 3a CUeT HapylWeHUS] MX KPOBOCHAOXEHHUS CBSI3U C BO3-
HUKHOBeHHMEM (GpuOpO3a KJIETUYATKM B 30HE ONMEPAaTUBHOTO BMelIaTelbCTBA.
WnnonaTrnyeckuii rumomapaTupeo3 sIBJISIETCS OYEHb pPEeIKUM 3abojeBaHU-
eM. MM o06bYHO MaHHbECTUPYET AYTOMMMYHHBIUW TOJMTJIAHIYJSPHBIU
cuHnapom l-ro tuna (cMm. ra. 10). KpaiiHe peankum 3abojieBaHUEM, MpHU
KOTOPOM BCTpeYaeTcCs rumomapatupeos, sBiaseTcsa cuHapom Jdu Jkopaxu
(Di George): coueranue areHesuu I11[2K c anma3ueid TUMyca U BPOXJAEH-
HBIMU NOpoKaMu cepaua. Jpyroid peakoil mpuyMHON rumnomnaparupeosa
aBasercs paspyumeHnue I1 I 2K onyxoneBoii uHpuiIbTpanueii B 00JacTH meu,
a TakXe NMpPHU reMoxXpomMaTo3e M aMUJIOMIO3E.

ITaTorenes

Hdebuuut mapaTropMoHa NPUBOAUT K MOBBIIIEHUI YpOBHA (ocdopa
B KPOBM, a TaKXe K rMIOKajJlbLUUEMUU, OOYCIOBIEHHO CHHXEHHUEM Bca-
ChIBAaHUS KalbUMs B KUIIEYHUKE, YMEHbIIEHUEM €ro MOOMIU3aUUU U3
KOCTed U HeJOCTAaTOYHON peabcopbuuell B MOYEYHBIX KaHajldbllax, 4YTO
OTYACTU CBSI3aHO C YMEHbIIeHMEM cHHTe3a B moukax [,25(0OH)2D3, mpo-
OIYKIUSI KOTOPOTO KOHTPOJUPYETCsS NapaTropMOHOM. [umokaabLHUeMUs
u runepdocdhdareMuss NPUBOASAT K YHUBEPCAJbHOMY HAapyWIEeHUIO TPO-
HULAeMOCTHU KJETOYHBIX MeMOpPaH M K MOBBIIIEHUIO HEPBHO-MBIIIEYHON
BO3OYIMMOCTU U CYIOPOXHOW TOTOBHOCTHU, BEreTaTUBHOW 1aOUJIBbHOCTH,
a TakXe K OTJIOXEHHUI0O cojieil KaabUMsl BO BHYTPEHHMX OpraHax U CTEHKax
KPYIOHBIX COCYIOB.

DNuaeMuoI0Tus

PacnpocTpaHeHHOCTh TUNIOMapaTupeo3a B o0IIeld MOMYJSIIIUU COCTABISIET
0,2—0,3 %. Y xupyproB, 4acTo ONEPUPYIIIMX Ha MIUTOBUIHOM Xeje3e,
9TO OCJTOXHeHUWEe pa3BuBaeTcss B 2 % ciydyaeB, a IPU MOBTOPHBIX OMepallu-
aXx—B 5-15 %.

Kiannuyeckue nposiBjieHus

1. Teranua (TeTaHUYECKMI NPUCTYN) T POSIBASIETCS IapecTe3UsIMU
U GUOPUNTSIPHBIMU TONEPTUBAHUSIMU, MEPEXONINIUMHU B GONE3HEHHBIE
TOHUYECKME CYNOpOru, NpoTeKallmue NPU COXPAHEHHOM CO3HAHUU,
CUMMETPHUUYHO BOBJIEKalU[Ue crubarenm KOHEYHOCTel («pyKa akyumepar,
«KOHCKasl cToma»), JULEBbie MBIIIIB («pbIOUI pPOT»), pexe pazrubarenu
CIUHB (OMUCTOTOHYC). XapaKTepHbl, HO HecleUUUUYHB I TUMOMapa-
TUpeo3a CHUMOTOMBI XBOCTeKa (COKpalleHUEe MUMMUUECKOUW MYCKYJIaTyphbl
Npu NOCTYKMBAaHMU B MecTe BbIXoda JuueBoro Hepsa), Tpycco (mosiBie-
HUe «pyKU akyumepa» yepe3 2—3 MHUH MoOCJe CAABIEHHUS Maedya MaHXeT-
Kol ToHoMeTpa) M Beiica (mokoJlauuMBaHUWE Yy HapyXHOTO Kpas TJa3HUIIBI
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BBI3bIBAE€T COKpalleHUe KPYroBod Mbmubl riaza). Cma3Mbl Triaankoi
MYCKYJaTypbl TPOSBASIOTCSA JapuUHro- W GpoHXxocma3MoM, aucdaruei,
pBOTOI, MOHOCOM, 3amopoM. M3 BereTaTuBHBIX NMPOSIBIECHUUN NJg TUMO-
nmapaTupeo3a XapakKTepHBbl Xap, O3H0O, cepauedbueHus, 6oau B oOiIacTu
cepaua. DKBUBaJeHTAMU TETAHUUYECKUX CYAOPOT MOTYT OBITh SMUIEMTH-
yecKue MPUMATKH.

2. Tpocuyeckue HapylIeHUs] U BHEKOCTHAs Kajdbuudukamusa: HapynieHue
pocTa BOJIOC M HOTTei, nepekTs 3yOHOW dMalu, CYXOCTh KOXM, KaTapak-
Ta, KalbUudUuKaUsd O0a3ajJlbHBIX FaHTJIUEB, KOTOpas KIMHUYECKU MOXET
MPOSIBUTHCS DKCTPAaNMUPAMUIHONW CUMITOMATUKON C XOpPEeOaTeTO30M WJIU
MapKUHCOHU3MOM.

JIMarHocTHuKa

Tunokanbuuemus, runepdocdareMusi, CHUXeHHBI I ypoBeHb I[ITI B Kkpo-
BU (IOJig MAaUMEHTOB MOCJEe OMEPAaTUBHBIX BMEIIATEJbCTB Ha LM[MTOBUIHOIM
Xelie3e B aHaMHe3e — HeobOs3aTelbHOE MCCIeqOBaHUE).

JduddepenuuanbHas AMArHOCTHKA

* TpaH3uTopHBI (0OBIYHO He OoJsiee 4-X HeAeJb) rUMOMapaTUpPEO3 Mocie

omepanuii Ha IUTOBUAHOMW Xejle3e B pe3ylbTare 0OpPaTUMOTO Hapy-

meHUsd kpoBocHabOxeHus I[MHU[X. Ecau nmocine omepauuMu TUNOKalb-

LUeMHsT B COUYETAHUU C HU3KUM YPOBHEM MapaTropMoOHa COXpaHSETCS

6osee 12 Henesb, MOXHO FTOBOPUTbh O PAa3BUTUU CTOUKOTO Mmocjeomnepa-

LMOHHOTO TuUmomapatupeo3a. Ha 3To BpeMs maumuMeHTY Ha3HA4YalOTCH

npemnapaTbsl KajJbUUsl, NPU HEOOXOOMMOCTU B KOMOMHAL MU C NMpenapa-

TaMu BUTaMuHa D.

dpyrue 3ab6oneBaHUsg, MPOTEKAIUUE C CYAOPOKHBIM CHHIAPOMOM: DTHU-

Jencusi, UCTepus, TUNEPBEHTUNSUUOHHBNH CUHIPOM, cnmazMobuins,

TUTIOTIUKEMUS U Ap.

* [Opyrue 3ab0oneBaHUSI, NPOTEKAIINE C rHNNOKAJbOHEMHEH: TsXKenas
coMaTuyecKass MaTOJOTUsS, OCTPbIi MaHKpeaTUT, TAXeJbH gepuuur
BUTaMuHa D, moueyHass HENOCTATOYHOCTh, MPUEM pPsiia IeKapCTBEHHBIX
npenapatoB (UUCNJAaTUH, KaJlbLUMUTOHUH, ¢ocdaTel), MHOTOKpATHBIE

nepeauBaHUS KPOBU (CBsA3bBIBAaHME KalbUMs U30BITKOM IUTpaTa).

Jleyenue

1. T'unokanbumemudyeckuit kpu3. 20 Ma 10 % pacTBopa TJAIOKOHAaTa
Kanbuus, pazBeaeHHoro B 100—200 Ma ¢puU3MOTOTUUYECKOTO pacTBOpa UK
5% pacTBOpa THIOKO3bl BHYTPUBEHHO, B TedyeHue 10 mMuHyT. IIlpm moB-
TOpeHUU (COXpaHEHUM) CUMIOTOMATHKHN BBEeAeHHE TIAIOKOHATA KalbL U
MOBTOPSETCS.
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2. IloanepxuBammasa Tepanus BKyjo4dyaeT Ha3HayeHue 1,0-1,5 ranemMen-
TAapHOTO KajdbliMsg BAE€Hb (B BUAE KaJblusd KapboHaTa). Y GONbUIMHCTBA
MAaIlUEeHTOB MOHOTEpAMuUs MpemapaTaMu KaJlbl Ul He MO3BOJSIEeT KOMIIECH-
cupoBath 'l T (moagaepXuBaTh HOPMaJbHBI YPOBEHb KalbllMsI B KPOBU).
B cBsi3u ¢ 3TUM Ha3HAvYalOTCs MpenapaTsl BUTaMuHa D: mUrugporaxucTe-
pon (0,5-2 Mr BaeHb; 12-40 kanenb), xonekaabuudepon (25000-75000
ME); l1a-OH-D3 (2-4 MKr B neHb), 1,25(0OH)2D3 (1-3 MKT B I€HbB).

IIporuos

Kak mpaBuno, 6J1aronpusiTHBIM.

8.6. OCTEOINOPO3

Ocmeonopo3 — cucTeMHOe 3aboJieBaHUE cKelieTa, XapaKTepHu3ylolleecss CHU-
XeHUEeM Macchl KOCTU B eIMHUIIe 0O0beMa M HapylieHHMEM MUKDPOApXUTEK-
TOHUKU KOCTHOW TKaAHU, MPUBOASIIUM K YBEJIUYEHUIO XPYNKOCTU KOCTEH
M BBICOKOMY PUCKY UX mepesoMoB (Tabi. 8.6). Hapsay ¢ TepMHUHOM oOcCTe-
OMOpO3 HUCHOJb3yeTCs TEPMUH OCTEONMEeHHsl, HUMEIU Ul ABOSKUUN CcMBICI.
Bo-mepBBIX, TaK 0003HavYaeTcs N060e CHUXEHUE MUHEPAJIbHOW MIOTHOCTH
KOCTH, BO-BTOPHIX, CUTYallMsi, TPU KOTOPOU MO NaHHBIM KOCTHOW JIEHCUTO-
MeTpuu Kputepuit «I» okaszpiBaeTcs B mpenpenax oT —1 go —2,5.

Tabu. 8.6. Octeonopos

[MepBuuHBIN (MOCTMEHOMNAay3aJlbHbI, CEHUTbHBINH,
IOBEHUJIbHBIH, UINOTIATUYECKUI); BTOPUYHBIN,
DTHoNoTUs CBSI3AHHBI C MHOTOUYMCJIEHHBIMU 3a00JI€BAaHUSMU
(runepnapatupeos, cuHapom KymiuHra, runoroHa-
NU3M U 1p.)

IIpeobaagaHue MpoIECCOB pe30pOLMK HaL MpOlec-
caMu KOocTeoOpa3oBaHUsI, KOTOpOe ycyryoasiercs
ITatoreHes pa3auYHBIMU (HaKTOpaMMu pucka (TMMO3CTPOTEHUS,
nedUIUT KaabllMsi, BUTaMUHa D, mpuemMoM pasinu-
HBIX TIpernapaTtoB)

Kaxngast TpeThsl XeHIIMHA MOCJIe HACTYIJIEHUS
MeHOIay3bl U OoJiee MOJOBUHEI BCEX JUI[ B BO3pacTe
DNMUIEMUAOTOTHUS 75-80 net umeroT octeonopo3. Cpeau JMIL cTapiie
50 et ocTeomopo3 BeIABIAETCS ¥ 30 % XEeHIIUH

u 20 % MyX4uH
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Oxkonvanue maéa. 8.8

OCHOBHBIE KJIUHU-
YECKUEC IIPOABICHUA

> 50 % cnyvyaeB mpoTekaeT 6€CCUMIITOMHO, Mepeio-
MBI MPOKCHUMAJIBbHBIX OTACTIOB 6e;[pa, JAUCTaJbHBIX
OTAEJIOB KOHEYHOCTEM, TeJl MO3BOHKOB, 001,
CBsI3aHHbIE C IepeloMaMu

KocTHas neHcuToMeTpus, peHTTeHOTpabusi, MapKe-

JlmarHocTuka .
pPbl KOCTHOU pe30pOLMU U KOCTeoOpa3oBaHUs

Ouddepenuuanbuas HUcknwoyeHue BTOPUYHOTO (CUMITOMAaTUYECKOTO)

IVarHOCTUKA ocTeonoposa
BucdocdhoHaTsl, KaJIbIUUTOHUH JTIOCOCS, DCTPOTEHHBI,

Heyenne CEJIEKTUBHBIE MOAYJSTOPHl 3CTPOTEHOBBIX PELENTO-
pOB, MapaTropMoH, Mpenapatbl KajibllMsgd UBUTAMUHA
D, akTuBHBIe MeTabOJIUTHl BUTaMUHa D
20 % malMeHTOB C MepeJioMaMu IelKu Oenpa yMu-
paloT B TeueHHe 6 MecsileB Mocje mepejaoMa, a U3

n ocraBmuxcsa 50 % craHoBsTcsa uHBanunamu. [locie

OTHO3
p NnepejoMOB MO3BOHKOB 3aBUCUMBIMU OT MOCTOPOH-
Hell TOMOINY UHBAaAUIaMU CTaHOBSTCS 5 %, mocie
nepejoMoB KocTeil nmpennuedbs < 1 %
DTHONOTHA

[To »TUONOTUU OCTEONMOPO3 MOXET OBITh MEPBUUYHBIM, KOTOPBI MOIpa3ie-
JNsieTCsI Ha TMOCTMEHOMay3albHBIl, CEHUJbHBIU, IBEHUIbHBIN, HIUOMNA-
TUYECKUI, U BTOPUYHBIM, UJIU CUMITOMATUUYECKHUM, T.6. OOYCIOBIEHHBIM
KaKUM-TO KOHKpPEeTHBIM 3aboseBaHueMm (puc. 8.8). OcCHOBHBIC (aKTOPHI
pUcKa oCcTeomopo3a MpeacTaBiIeHB B Tabn. 8.7.

Ta6u. 8.7. ®akTopsl pUcCKa pa3BUTHUS OCTEOMOpO3a

MepBOM CTENMEHU
3. Benas paca

5. Kenckuit nmon
6. JeMeHUUA

4. TpekJIOHHBII BO3pacCT

HeycTpanumsie pakTopsl pucka Ycerpanumselie (paKkToOpsl pHcKa
1. [TepenoMBl KOCTE BO B3pOCIOM 1. Kypenue
BO3pacTe 2. Bec meHnee 58 kr

2. IlepesoMBbl y pONCTBEHHUKOB 3. TunmoscTporeHus (MeHoIay3a 10

45 neT, ABYCTOPOHHSS OBapu3K-
TOMHUS, aMeHOopes AJIUTEIbHOCTHIO
6oyiee 1 roma B mpeMeHoIay3e)

4. Hedocmamounoe nompebnenue
KaJbI s Ha NPOTSAXKEHUU XU3HU

7. XpynKoe TelocIoXeHue 5. 3noynoTrpeblieHUEe ajJKOTOJeM

6. Crnaboe 3peHue

7. YacTble mageHUs

8. Ilnoxoe obuiee COCTOSTHUE 310-
pPOBBS
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r Bropuvamil ocreonopos J
]

3aboneBaHHA PeBmatiye- 3abonenanus JaboneBanun 3abonesanun Apyrue FeHeTHUECKHE Menuxa-
IHAOKPHHHOR cKue OpraHos noYex Kpoan 3aboltepanni HIPYLIEHHA MEHTHI
CHCTEMR 3a6006B2HKNH NHLEBAPEC HIEA H COCTOSHMA
1 1 ] L 1 I T I
DHIOFEHHbIH Pesmaroranbiit| | Peseunpoban- XpOHHYECKas MuenoMHan Aauressui Hecosep- Koptuko-
THNepKop- apTPHT HEIH Xenyaox NOYeYHAR He- Goncm NOCTENbRBI IICHALIA CTEPOKIBI
THLHIM HOCTITOMHOCTh PeAKHM OCTEOTEHE3
(Bonearp
K CHHAPOM 1 | B [ I 1 1

Kywiira) CuctemHnas Mans- Tloveurui Tanaccemiin XponHyeckoe CuHapoM AHTH-

T KpacHan aBicopbuma KAHAIELE BRI oBCTPYKTHBHOE MapdaHa KOHBYTLCAHTBI
BOTYAHKA aunso3 sabonesanse
Tupeo-

TOKCHKO3 i | I I [ I
AHX®I03UpPY~ XpoHuueckue CHoTomHbE ANKoroanim CunapoM Humyno-
1OUUKA cNOH~ aabosicsanis MACTOUHTOI epea— AENpecCAHTbE

FuReroHanmaM | | aunoaprput neeNy Hatno
| I ] 1
Triep- Neitkom o Hepenar FoMoukc- AROMHHH-
NapaTHpeos AnMpomul AHOPCKCHA THBYpUA colepHalle
T AHTAIUMAB
CaxapHuift H I
auadet | TUNA Hapywerus Npenapartl
1 NHTaRNA THPEOUAHEIX
TOpMOMOR
Funoduiap-
HaA Hefloc- Tpancaiaanta-
TATO4HHOCTE UHA OPTaHOs

Puc. 8.8. DTtuonorus ocreonoposa
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ITaTorenes

[Ipu ocTteomopo3e C BBICOKHM KOCTHBIM OOMEHOM pe30opOIMsT KOCTU He
KOMIEHCUPYETCSA HOPMaJlbHBIM HMJIU MOBBIMIEHHBIM KOCTeOoOpa3oBaHUEM,
ampu OCTEONMOpO3¢ C HU3KHM KOCTHBIM OOMEHOM CKOPOCTh pe30opOuuu
KOCTM HOpMaJibHa HMJIW CHUXEHa, aTeMI KOCTeoOpa3oBaHUS 3aMeNJieH.
O6e GOpMBI MOTYT MPOSABISITHCS KaK pa3JMUYHBIe CTaAMU OCTEONMOPOTHU-
YeCcKOTro Tpollecca y oqHOro 6o0JdbHOTro. B maTtoreHesze mNOCTMEHOMAY3aJb-
HOT0 0CTEONmOpo3a MYCKOBHIM (paKTOPOM SIBJISIETCS DCTPOTEHHAasT HeooCTa-
TOYHOCTh, PE3KO ycKopsionias MOoTepu KOCTHOU Macchl. Ha ocTteobGrmacrax
UMEIOTCSI pEIeNnTOPhl 3CTPOTeHOB, aAe(@HUUIUT MOCIETHUX CHOCOOCTBYET
NMpoAyKUIUU ocTeobnmactamMu ¢akTopa, CTUMyJupylomero uauddepeH-
IUPOBKY, U aKTUBHOCTH OCTEOKJIACTOB, UYTO OOYCIOBIMBAET MOBBIIIEHHY IO
pe3opOLUUI0 KOCTU. B maTtoreHese CeHWJbHOI0 0CTEONOpo3a Hapsaay ¢ nedu-
IUTOM MOJIOBBIX CTEPOUIOB U KaJbIIMTOHUHA GOJIbIIOE 3HAYEHUE MPUTAIOT
OTpHUIIATEIbHOMY KalbIIlMeBOMY OamaHCy, OOYCIOBICHHOMY NebUIIUTOM
BUTaMMHa D U CHUXEHHOK abcopOU MM KaJlbLUsI B KUIIEYHUKE, YTO B UTO-
re NIPUBOJAUT K Pa3BUTHIO BTOPMYHOTO TUNepNapaTupeo3a U MOBBIIIEHHON
pe3opbuuu KocTHOW TKaHu. HapymeHue oOMeHa BUTaMuHa D BbI3bIBa-
eTCSl KaK YMEHbIIEHUEM HHCOJNSIUM BCIEACTBUE CHUXEHMUS NMpeObIBaHUS
Ha yJaulle, TaK W HapymeHueM OoOpa3zoBaHUS ero akKTUBHBIX GOpM H3-3a
nebuUIUTAa MOJOBBIX TOPMOHOB. M30BITOUHAsT MIU HeNOCTATOUYHAas CeK-
penus OONBIIMHCTBA TOPMOHOB BJIOOOM BO3pacTe BeJeT KOCTEOMOPO3y
(runepnapaTupeos, TUPEOTOKCUKO3, cuHapoM Kymuura u ap.). H30bTOK
ITIOKOKOPTHKOMAOB TONaBIsieT KOocTeoOpa3oBaHHWE, NMPH OTOM CHUXAET-
cd BcacChiBaHME KaJbIMsg B KMIIEYHMKE M MOBBIIIAETCS BKCKpPELUS €ro
MOYKaMMu, YTO CO3MaeT OTPUIATENbHBI KaJbIIUMEeBBI OajlaHC, MPUBOIUT
K BTOPUYHOMY THIlepmapaTupeo3y U MOBBIMIEHHOW KOCTHOW pe30opOIUH.
MexaHW3M pa3BUTUS OCTEONMOpPO3a NMPHU TANOTOHAAM3ME y XEHIIUH B pel-
PONYKTUBHOM IMEepPUOJE CXOIEH ¢ TAKOBHIM NMPHU MOCTMEHOTMay3e.

Jlnsi MOCTMEHOMay3ajJlbHOTO, CTEPOUAHOTO U THMOTOHAAHOTO OCTEOMO-
po3a XxapaKTepHbl MNpPEeUMMYLIECTBEHHbIE MOTEPU TPaOeKyJIsAPHOHl KOCTHOI
TKaHu (TMepejoMbl Tel MO3BOHKOB, pebep, JydyeBOW KOCTM B TUONMYHOM
MecTe). [IpeuMylniecCTBEHHOE MOpaXeHUE KOPTHKAJbHOW KOCTHOH TKaHU
CBOWCTBEHHO CEHUIBHOMY OCTEONOPO3Yy, THUMEepNapaTUpPEO3y U TUPEOTOK-
cUKO3y (mepesoMbl TpybUuaThiX KOCTei, Ieiiku OGenpa).

DNuaeMHnoJI0oTuA

bonee mMonoOBUHB BCEX MEPEITOMOB KOCTEH CpelM B3POCJIBIX MOXET OBITh
CBSI3aHO C OCTEONOPO30M. PacnpocTpaHEHHOCTh MEPENOMOB KOCTEN Yy XKEH-
IIMH MPUMEPHO B 2 pa3a BbIIIE€C, YEM Y MYXYUH. Ka)KI[aH TpE€Thd XKCHIIUWHA
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mocjie HacCTyMJeHHUsST MeHOMmay3bl W OoJiee MOJOBUHBI BCEX JHUIl B BO3pacTe
75-80 neTr umeloT octeonopo3. B PD ocTteonopo3 BusIBACH yV 30 % XeHIIUH
u 22 % Myx4duH B Bo3pacTe crtapme 50 ner. 3arpaThl 3ApaBOOXpPaHEHUS
CIIA Ha JedyeHHME OCTEONMOPOTHMUYECKMX TMepeIoMOB cocTaBiasgoT 7-10

MIpO. AOJJIapoOB B Irol Npru HAaCCJIC€HUU 250 MJIH. YeJOBeK.

Kaunuyeckue mpoOsABJIEHUSA

* bonee yuem B 50 % cinydaeB NMpoOTeKaeT OCECCUMMIITOMHO MJU MaJIOCHUMII-
TOMHO M BBISIBJISIETCS JJMIIb MPU HAJMYUU MEPEJTOMOB KOCTE, KOTOPHIE
MOTYT MMETh JIOOYIO JTOKATHM3aLHUIO.

+ IlepemoMbl TpPOKCUMAaJbHBIX OTAENOB OeIpa HUIAMCTAJIbHBIX OTIEIOB
KOCTed Mpeamnaedbs.

* TIlepemoMbl TeJl MO3BOHKOB, OONM B CIIMHE, HapylleHHWe QYHKUHUU U Je-
dopManusgs MO3BOHOYHHUKA (yMeHbIIEHHUE pocTa, ropb, HapylmeHHE
MOXOIKHU).

JdunarHocTuka
OCHOBHBIM METONOM AMAaTHOCTUKH OCTEONMOPO3a U OUEHKU MUHEpPAJbHOU
MJIOTHOCTH KOCTHOW TKAaHU SIBASIETCS KOCTHas [IEHCHTOMETpPUS, MEHbIlee
3HaYeHUEe MMEeT TpaaduULMOHHAas peHrreHorpadusa (cm. n. 8.2.3). Ecium
kputepuit «T» MO HAaHHBIM JAEHCUTOMETPUHU OKAa3bIBAaeTCs MeHbmie —2,5,
ycTaHaBJIMBaeTCsl OUAaTHO3 OCTEOMOPo3a; B TOM cjydyae €CJIM KpPUTEepUil
«T» menpme -1,0, HO Gonbiie —2,5 — pedyb ugetr 006 ocreonmennu. KoctHasg
NEHCUTOMETPUS MOoKa3zaHa:
— XeHmuHaM B MOoCTMeHOIay3e mocjie 65 JeT He3aBUCHMMO OT Halu-
YUs TOTMOJHUTEJbHBIX (aKTOPOB pUcCKa.
— XeHmMHaAM B MOCTMeHOMay3e MOJoOXe 65 JeT MpW HaJUYUU JOTOT-
HUTEJbHBIX pakTOpOB pucka (tabdba. 8.7).
MyxuyuHaMm B Bo3pacte 70 JileT M cTapuie.
— B3pocabsM ¢ mepesoMaM¥u MPpU MUHUMAJlbHOW TpaBMe B aHaAaMHe3e.
— B3pocasiM c3a60JeBaHUSIMHU U COCTOSSHUSIMU, TNPUBOAAMUMU
K CHUXEHMIO KOCTHON Macchl, OCOOEHHO XeHIIMHaM cTaplue 45 jgeT
M MYX4YMHaM cTtaplre 65 yieT.
B3pocabpM, MpUHUMAIUM TpenapaThl, CHUXAalIMUEe KOCTHYIO
Maccy.

C menbio MOHUTOPUHTA 9P PEKTUBHOCTH JIEYEHHU OCTEOMOpPO3a.

Jnss OUeHKU YypOBHsSI KOCTHOTO MeTaboiau3ma C LHedbi0 BbHIOOpa U OUEHKH
90 DeKTUBHOCTU TepalmMU OCTEOMOPO3a MOTYT MCIOJb30BAThCSI MapKephl
KOCTHOIM pe3opOuMuU U KocTeobpazoBaHus (ta6ua. 8.1).
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AuddepeHunanbHas ITMATHOCTUKA

Ee uenbio siBAsieTCs UCKIIOYEHUE BTOPUUYHOTO OCTEONMOPO3a, MPU KOTOPOM
NOMUMO CUMITOMATUYECKOTO BO3MOXHO 3THOTPOMHOE JeUYEHUE MPUBEJ-
ero K HeMy OCHOBHOTO 3a6oseBaHus (puc. 8.8). BONbIWIMHCTBY MAallUEHTOB
C OCTEONMOPO30M HEOOXOAMMO MpPOBEAEHHUE MCCAEeNOBaHU: oOIIEero u 6Mo-
XMMHUYECKOTrO aHalu3a KPOBU, YHKLU UM MOYEK U MEYEHU, YDOBHS MOHU3M -
poBaHHOTro Kanbuusa u pochopa, TTI, TectocTepoHa (TOABKO Yy MYXYHUH).
B 3aBMCUMOCTH OT OHaHHBIX KIMHHUYECKON KapTHUHB MPOBOASITCS ApYyrue
HeoOXOAMMbie HMCCIEIOBAHMUS.

Jleuenue

[Ipu ocTteomopo3e MPUMEHSIOT MpenapaThl HECKOJIbKHUX TPYMII:
1.Bucdochonars (aseHapoHaT, MOAaHAPOHOBAS KMUCJIOTA) CYLIECTBEH-

HO CHUXAIOT PUCK MEePEeJTOMOB MO3BOHOYHUKA, OEAPEHHON KOCTU M KOCTE

3amsicThsi. MeXaHU3M MUX I CTBUS 3aKJII0OYAETCsS B MOJAaBICHUM aKTUBHOC-

TH OCTEOKJTAaCTOB, YMEHBUIEHUH ONMOCPENOBAaHHON OCTeOKJacTaMM pe30op6-

UM KOCTHOU TKaHMU.

2. KaabuutoHuH Jsococss (MHaKalbIIMK) TOMUMO aHTUPE3O0OPOTUBHOU
AaKTUBHOCTHU, CBSI3aHHOW C BO3MEWCTBMEM Ha clelubUIECKUE PEIENMTOPH
OCTeOoKJacToB, o6ixagaeT aHaJbreTudyeckuM 35¢(deKTOM U cmocoOCTBYET
YMEHbIIEeHUIO 0oJiell mpu mepesoMax KOCTei.

3. 3amecTuTeNbHAsA Tepamus ICTPOTeHAMH y XEHIIMH B MOCTMeHOIMay3e
MOXET UCMOJNb30BaThCsl KaK OJsI TpodUNAKTUKU, TAK U OJs JeYEHUsI OCTe-
omnopo3sa (cM. m. 5.4).

4. CeJleKTUBHBIE MOJAYJSTOPBI 3CTPOreHOBBIX PENENTOPOB (pajloKcudeH)
B OMHUX TKaHAX TNPOSIBIAIOT cebGS KaK aroHMCTHl 3CTPOTEHOB (KOCTHAas
TKaHb), BIAPYTUX — KakK aHTAaTOHHUCTH (2HIOMETPHUI, MOJOUYHAs Xeje3a);
WCTONB3YIOTCS AJs JIEYEHUSI OCTEONOopo3a y XKEHIMH B MOCTMeHOMay3e.

5. Tepunapatuga— N-TepMUHAJbHBIU (pparMeHT mapaTropMoHa 4YeJio-
BekKa, yCUJIMBaeT KocTeoOpa3oBaHHEe 3a CYET BJIUSHUS Ha aKTUBHOCTH
ocTeobyacToB.

6. IIpenaparsl Kajabuusa (MpeuMMylLIECTBEHHO KapboHaT), BuTamuia D
Y AKTHBHbIEe MeTadoJauThl BUTaMUHa D (a-KaabuUMAMOT, KAABLUTPUOT)
HCHONb3YIOTCS B KOMOMHAUMU C MEepEeYMCIEHHBIMM BbliLIe MpemnapaTaMu
B KOMIJEKCHOI Tepamuu ocTeomnopo3sa.

IIporuos

Y XeHIMHB B Bo3pacTe 55 nmeT maHc nepeiaomMa, CBA3aHHOTO C OCTEOMOPO-
!

30M, Ha NMPOTSAXKEHUU MOCHAEAYIOIUIEH KXKMU3HU COCTABASIET /3> OJSI MYyXUYH-

HBI 3TOTO Bo3pacTa — Vi2- Okono 20 % manueHTOB C MmepeJoMaMU M EeHKHU
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Genpa ymupaeT B TeueHHe 6 MecsleB MOCJe Mepeioma, a U3 OCTAaBIIMXCS
50 % ctaHoBsATCS MHBanuaaMmu. [locie mepeToMOB MO3BOHKOB 3aBUCUMBI -
MU OT MOCTOPOHHEW MOMOIIM MHBAaIMAAMU CTAHOBATCS 5 % MaLUEHTOB,

nmocje MepeioMOB KOocTell mpenaniaedybss — MeHee 1 %.



MnhaBa 9

OnNyXoJiM 9HOOKPNHHOW YHACTU
NOOXKENYOOYHOWM XEJIE3bI

9.1. AHATOMUA N DN3NONOTUNA SHOOKPUHHOM
YACTWM NOOXKENYAOYHOW XXEJTIE3bI

TMoaxenynouyHasi xeJjie3a pacrnojjoXeHa 3abpomuMHHO, Ha ypoBHe LI1-L3
MO3BOHKOB, umMeeT pasmepbl 10—20 x 5-10 x 3—5 ¢cMm u Maccy okono 100 r.
OHOOKpUHHas 4YacTb noaxenynodHoit xenesnl ([12XKXK) npedcmasrena nam-
Kpeamuveckumu OCTpoBKaMu JlaHrepraHca, KOTOpbIe COCTaBJSIOT OKOJO
Vioo Macchl Bceit xeyne3bl. OcTpoBKM (obuiee yucyio 1—2 MJIH) paccesiHbl BO
Bcex otmenax IM2K2K, mpu 3TomM ux Goysbuie B XBOCTOBOM dyactu. OCTPOBOK
uMeeT nuametTp okojo 100—200 MxM u coctout U3 100-200 3 HAOKPUHHBIX
KJ1eToK. DHAoKkpuHHasg yacTh [1 KK GpyHKUIMOHUPYET B TECHON pu3nmono-
FMY4eCKOi CBA3M C OMMHOYHBIMU TOPMOH-MPOAYUUPYWIIUMU KJIEeTKaMUu
xenynouyHo-kumeyHoro tpakra (KKT) u npyrux opranos. [lo cymmapHoit
Macce SHAOKPHUH-TIPOAYUUPYIOIIUX KIETOK 3HAOKpUHHAas dacth I12XKXK
M KUIIEYHbIe SHIOKPUHOLUTH SIBIASIOTCSI CAMOW KPYMHOMW «3HIOKPUHHOM
Xeje30i» yeloBeuecKoro opraiu3dMa. OCHOBHBIMU MPOAYKTAMU CEKPEUUM
MaHKpPEaTUYEeCKUX OCTPOBKOB JlaHrepraHca SIBASIOTCS WMHCYJUH, TJIOKa-
rOH, COMaTOCTAaTUH U MaHKpeaTUyYecKUil noasunenTtun (radma. 9.1).

Hucyaun sBAsieTCSI TOJUNENTUAHBM TOPMOHOM, TMPOAYUUPYHIIUMCSH
p-KJeTKaMu OCTpPOBKOB JlaHrepraHca B BUJe IMpealIeCTBEHHUKA IpPO-
MHCYJIMHA, KOTOPBIK TMOCJe MNMPOTEOJNUTHUYECKOTO oTiiengeHus C-nemn-
TUIa TpeBpallaeTcsds B OMOJNOTMYECKM AaKTUBHBIK TropMoH (cMm. m. 7).
Tawkazon — NONUNENTUA, COCTOAIMMUN M3 29 aMMHOKMCIOTHBIX OCTAaTKOB.
CHUHTE3UpyeTCHd TJAIOKATOH B BUJAE KPYMHOW MOJEKYJbI-TIpEeAMIeCTBEHHM -
ka— mnporawkaroHa. Jlumbs 30—40 % MMMYHOpPEaKTHMBHOTO TJIlOKaroHa
Miaa3Mbl MPUXOAUTCSA Ha JOJI0 MaHKpeaTUUYeCKOro rinwokarona. OcralbHas
yacThb— 3TO 0oJee KPYMNHBIE MOJEKYJbl, JHUIIEHHbEe OUOJTOTMYECKOW
aKTUBHOCTU. DHU3MOTOTUYECKU M UMMYHOJOTHUYECKHU TJIOKArOH aHajao-
TMYEH BSHTEPOTJIOKAaroHy, MNPOAYLUUPYEMOMY S3HIOKPHUHHBIMU KJIETKaMU
IBeHAALATUNEPCTHOW KUmKU. Comamocmamun TipeicTaBisseT COOOW LHUK-
JUYEeCKUN mnoaumentun, cekperupylomuiicas D xaerkamu II12XKXK Bune
KPYIHOTO MPOTOPMOHA.
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Ta6a. 9.1. OCHOBHBIE TOPMOHBI MAHKPEATUYECKUX OCTPOBKOB

Tun

T'opmon OcHoBHas1 GYHKLUSI TOPMOHA
KJIETOK

CTUMYJIUPYET TNIIOKOHEOTEHE3, TIMKOTEHO-
a uim A Inoxkaron JIN3, TIPOTEOJIU3, TUITOJIMU3, CEKPELIUIO UHCY-
JNMHAa p-KJIEeTKaMu

OOecneynBaeT MOCTYIJIEHWE TJIIOKO3BI

W aMUHOKUCIOT B UHCYJMH3aBUCUMBIC
TKaHU (MbIIIeYHasi, XUPOBasi), aKTUBUDPY-
P unu B Nucynun eT TJIMKOJIN3 U ITUKOTeHOTeHe3 B MeYeHU,
CTUMYJIUPYET JTUTNOTEHE3 B XUPOBOU TKaHU,
MOaBJSIET KETOTEHE3 U CEKPELMIO TIIIOKa-
roHa

[MonaBnsieT cexpeunio GONBIIMHCTBA
U3BECTHBIX TOPMOHOB, XeIyIOUYHYIO KHC-
5umu D ComaTocTaTuH JIOTOMPOAYKIHNIO, 9K30KPUHHYIO CEKPEIUIO
TI2KXK u MoTOpuKy KUlIeuHUKa (YHUBEP-
caJbHOE MHTUOUMpYIOIIEee AeHCTBUE)

PP ITankpeatuuec- MHrubéutop maHKpeaTUUyeCKOl ceKpeluun
unu F KWW MOJUTENTHI U TMEYEHOUYHOTO TTI0OKOHEOoTeHe3a

OKOHYATEAbHBIA MPOAYKT COCTOUT M3 14 aMUHOKHUCIOTHBIX OCTATKOB.
CBoOe Ha3BaHME COMATOCTAaTHH MOJIYY4UJ B CBI3M C Te€M, UTO BHavale OBIJI
BBIIEJIEH M3 TUMOTalaMyca Kak GakKTop, MHTUOMPYIOIIUIA CEKPELHUIO TOP-
MOHa pocTa.

[Io coBpeMeHHBIM MNpenCTaBIeHUSAM (GU3MOTOrMYecKass PoOJab IMaH-
KpeaTUYeCKMX M KUIEYHBIX TOPMOHOB COCTOMT B PETryJASIUUU TpoOIeC-
COB mMuImeBapeHUs (BCe XeEAYyTOYHO-KHIIEYHBIE TOPMOHBI), KIETOY-
HOTO MeTabosu3Ma (MHCYJIMH) U SHIOTEHHOTO CUHTE3a €ro OCHOBHBIX
cybcTtpatoB (MHCYIMH, TJIOKaroH). IlaHkpeaTHYecKHUE U XEIYITOUYHO-
KA eYHble TOPMOHBI TIPEACTAaBIASIOT COOOW TETEPOTEHHYW TpYNIy
rymopainlbHBIX pakTopoB. YacTh M3 HUX (CEKPETHH, XOJNEHMUCTOKUHUH)
COOTBETCTBYET KJIAaCCHYECKOMY TOHSITHUIO <«TOPMOH» (TryMopalbHBIK
bakTOp, OKa3blBalOIMI UK AcCTBME Ha OTHAJEHHBIE OT HEro CTPYKTYPHI).
JIlpyrue TOpMOHBI (Ba30aKTHUBHBIM WMHTECTHHAAbHBIM MENTHUI, COMa-
TOCTATHH) NEWCTBYIOT MapaKpPUHHO U HEHPOKPUHHO, T.c. KaK HelipoMe-
IUaTOPHI.
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9.2. METOAbl OBCJIEAOBAHNA MAUMEHTOB
C TOPMOHAJ1IbHO-AKTBHBIMI OINMYXOJTAMW
NOKENYOOYHOW XENE3bI

3a uckJIOUYeHMEM caxapHoOro nuabera Bce HM3BECTHbIE Ha CETOAHSIIHMUIA
NeHb 3a0o0jeBaHUs SHAOKpMUHHOUW vactu II12K2ZXK naroreHeTMuyecku CBs-
3aHbl C U30BITKOM MaHKpeaTHYeCKUX FTOPMOHOB, T.e. pPeyb HUIET O rOPMO-
HaJlbHO aKTUBHBIX onyxohsx (taba. 9.2). KiuHuuyeckass KapTUHa dTHUX
3a00JieBaHUU reTeporeHHa M ONpeaeasieTcss CUMITOMATUKOW, BbI3BAHHOM
runepcekpelnmeil Toro uaM MHOTo rOpMOHa M, B cjlyyae 3J0KaYeCTBEHHBIX

omnyxoJjieii, MHBa3MBHBIM POCTOM M MeTacTa3MpPOBaHUEM.

Tab6n. 9.2. DHAOKPUHHBIE ONMYXOJU TMOIXKENIYJOUHOU KeJie3bl U XKeJIYyTOUYHO-

kumeyHoro tpakrta (IMXK2XK — mnomxenymounas xenesa, 121K - aBeHamumatu-
nepctHas kumka; BUIl — Ba30akTUBHI MHTECTUHATbHBIN MENTU).
0.1 3JI0Ka-
Benymue Jlokaausa- Cekperupye- A
Onyxo.Jb . YeCTBEHHBIX
CHUMIITOMBI U Mblii TOPMOH .
omyxoJeit, %
lunmornukemu-
NHcynuHoma YyeCcKU it K 2K NHcynuH <5
CUHIPOM
Peuungusu-
XX,
FactpuHOMa pyloliue s3BHI, 12K Factpun >90
nuapes
Tsxenas KX,
nuapes, cuMIa-
BUIloma P ) BUII >75
TUTOKaJne- TUYECKU U
MU CTBOJ
Henonutu-
yeckKasi MUT-
I'nmokaronoma ITAK XK I'noxkaron >50
pupylomas
apuTemMa
CepOoTOHMH,
I[Mpunusel, Tonkas
TMCTaAaMUH,
Kapuunnoun nuapes, KHUIIKa, 100
MpocTarjaH-
6poHXxocnasm XK 2K p
T HBI
TopMoHanbHO- MK,
HEaKTUB- OTCYyTCTBYIOT TOHKas OTCcyTCTBYET >90
HbI€ OMYXOJIU KUIIKa
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IIlpy monmo3peHUM Ha TFOPMOHaJbHO-aKTHUBHYW0 onyxoiab [12XK2XK mnep-
BBIM 3TAalloOM SIBJSIETCS TONTBEpXJAEHME UIM HUCKIIOUYEeHHE THUIepceKpe-
LUU TOTO UAU UHOTro ropmoHa. C 3Toi Uedbl0O MPOBOIUTCS TOPMOHAJbHOE
HCclel0oBaHME, B KOTOPOM OTpenenseTcss YpOBeHb CaMOTO TOPMOHa, €ro
npenmectBeHHuka (C-nentua) uaum merabonuta (S-TUYK). B pange cay-
yaeB MpoOBOASITCS GYHKIMOHAIbHBIe MpoOb (mpoba c¢c ronomanuem). Ecnm
runepcekpelnuss ropMoHa AoKa3aHa, MNPOBOAUTCS TONMYECKAss AMATHOC-
THKAa, NMPUHIUNB KOTOPOW I BCEX TOPMOHAJIbHO-aKTUBHBIX OMYXOJeW
cxoxu. C Henb TONMMUYECKOW NMATHOCTHUKU MOTYT OBITh MCHOJb30BaHbBI
CIeAyloImune METOJbI:

1. YapTpa3ByKoBoe HCCJIeJOBaHUE:

— TpaHcabGaoMuUHaJlbHOE (CTaHOAapTHOE);

— DHIOCKONMMYEcKOoe (ZaTYMK yCTaHaBJIUBAETCS Ha DHAOCKOM);
MHTpaonepalMoHHOEe (OHaTuyuK yctaHaBauBaeTcsa Ha [T2KXK).

2. Tomorpacdusa opraHoB OPIOIIHON MOJOCTH:
kKoMmnbloTepHass Tomorpadus (KT);
MarHMTHO-pe3oHaHcHasa Tomorpadus (MPT).

3. DHAOBACKYJSPHbIE METOIbI:
aHruorpacdus;

— WucciegoBaHMEe NMpPoO MOPTalbHOW BEHO3HOW KPOBM IJS OmIpeneie-
HUS TpajueHTa KOHIUEHTPAlUUU TOPMOHOB.

4. Clll/lHTl/[I‘paq)lflﬂ COMATOCTATUHOBBIX pelEeNnNTOPOB.

OYyeHbTPYAHBI AJISI TONUYECKON IMAaTHOCTUKM MeJ KM€ ONMYyXOJU AMaMeT-
poM | cM u mMeHee. Hamie Bcero B JaHHOM cJilyyae peyb UAeT 00 MHCYJIUHO-
Max u ractpuHoMax. LleHHocTh ctanmapTHoro Y3U I1 XK XK B nuarHoctuke
9TUX OMNMYXOJIel OYeHb HU3KAa, YTO CBSI3aHO C HEJOCTATOYHOW MHTEHCUB-
HOCTbhIO BHYTPEHHEro 3XOCHUTHaja oT omyxoau. Heckonabko Oojbuie oHa
nns KT mw MPT. YyBCTBUTENbHOCTb 3HOOBAaCKYJISPHBIX METOAOB BhILIE,
HO HX SIBHBIM HEJAOCTaTKOM SBJSIeTCSI MHBAa3UBHOCThb. AHruorpadmuyeckuii
MeTOJ OCHOBAaH Ha BBISIBJEHUU TUINEPBACKYJSIpPU3aLUM HOBOOOpa3OBaHMUIA
M UX MeTacTa30B. MeTOoAMKa HCCHeIOBAHUSA NMPOO MOPTANbHOH BEHO3HOM
KPOBM 3aKJlo4yaeTcs B KaTeTepu3allUUW MOPTAJbHOU CUCTEMBI, NPU 3TOM,
eciu ypoBeHb rOopMOHa B Mpobe KPOBU M3 OTIAECJIbHOTO PErMoHa MPEBBICUT
cucteMHBI Ha 50 %, 3TO CBMIETEIBCTBYET O COOTBETCTBYIOIIEH JOoKanMu3a-
uuu onyxonu (puc. 9.1).

CaMBIMM YYBCTBUTEJIbHBIMU U3 HEUHBA3UBHBIX METOLOB TOMUYECKOIL
nuarHocTuku 3HAOKpUHHBIX onyxoneil [TXKXK m2KKT Ha cerogHIWHUM
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Wrcyann,
mi El/ma

Bopornan eeHa

Nankpeato-
AYCIEHAABHEE
BEHB

Cesiezenou-
HAR BEHA

Bepxuan Oppikeeynan
BEHA

Humuns
Y GpbikeeyHan BeHd

Puc. 9.1. UpcckoxHas upecrnedeHOUHass mopTorpadus ¢ ceJeKTUBHBIM 3a60poM

BEHO3HOI KPOBU IJISl ONpeeeHUs] YPOBHSI UHCYJIMHA B TONMYECKO TUArHOCTH -
K€ MHCYJIUHOMBI:

a — cXxeMa MOpTajJbHOW CUCTEMBbl C yKa3aHUEM TOYEK CeJIeKTMBHOro 3abopa
npob KpoBU; 0 — ypOBEHb MHCYJIMHA B COOTBETCTBYIOLIMX TOUKaX; B — Haubo-
Jlee BEpOSTHAs JOoKalu3aluusl UHCYJIUHOMBl — TOJIOBKA MOJXENYIOUHOU Xele-
3bl B 00J1aCTU KPIOYKOBUAHOTO OTPOCTKA

NeHb ABISIOTCS 3HAOcCKonnyeckoe Y3U u cuumHTUrpadus COMaTOCTAaTUHO-

BbIX peuentopoB. [Ipu mepBoil MeToAMKe AAaTYUK yJIbTPa3BYKOBOTrO amma-

paTa momeliaeTcsi Ha YHOOCKON M UCCAEeAOBAaHUE MPOU3BOLUTCS HEMOC-
PEACTBEHHO Yepe3 KMIIEUYHYI0O CTeHKY.

bonbmwuHcTBO s3HHOoKpUuHHBIX onyxoneid I[MXKXK mXKKT (3a uckinwoue-
HUEM MHCYJIMHOMBI) UMEET COMAaTOCTATUHOBBIE PELENTOPH, HAa 4yeM U Oa-

SBUPYETCA METOL Cl.ll/[l-[TPlI‘pa(l)l/ll/l COMATOCTATUHOBBIX peHEeNnTOPOB. B nanHoOM

clyyae paauMoakTUMBHass MeTka (MHAMi-111) BBOOAMTCS B aHAJOT COMAaTOCTa-

TUHA JAJUTEJNbHOTO NOEUCTBUSA OKTpEeOTHA. Pa;[MO(bapanenapaT HakKar-

JUBACTCAd B ONMYXOJAX, COACPpXKAIMIMUX COMATOCTATHUHOBBIC PEUHECINTOPHI, YTO
MO3BOJSIET UCIMOJAb30BATh 3TOT METOM NS TONMUYECKONW AUATHOCTUKHU nep-

BUYHDBIX onyxoneﬁ N UX ME€TacTa3oB, MOCJIECONEPAalLlMOHHOIO KOHTpPOJIA 3a
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Puc. 9.2. CuuHTUTpaMMa COMAaTOCTATUHOBBIX PEI[ENITOPOB C MOMOIIBIO OKTPEO-
Tuna, MapkMupoBaHHoro uHaumeMm-111. Ha cumHTUrpamme (BUA criepeau) BUJIHBI
peUeuTOP-MO3UTUBHBIE 00pPa30BaHUsI, COOTBETCTBYIOIIUE JIOKANTU3ALUN TTEPBUYI-
Hoil onyxonau u ee metactazoB (I — meueHnb, C — cenezenka, O — npeanosarae-

Masd JoKajlu3auusd HepBI/I‘{HOI‘;I OITYXOJIM B MMaHKPE€ATOAYOACHAIBbHOM pCFI/IOHe)

pPaZuMKaJlbHOCTHIO BMEIIAaTeIbCTBA, a TakKXe AN nudbdepeHUINAaNbHON nua-
THOCTUKUA DHIOKPUHHBIX M HEOHAOKPUHHBIX ONYyXOoJel, KOTOpBbIe OBIJIU
BBISIBJIEHBl IpPYruMu Metonamu (puc. 9.2).

9.3. MHCYJIMHOMA

HUucyasunoma — WVHCYIMHNpPOAYyUUMpYIONIas OMNYyXOJb, TMPOUCXOASIIAs U3
pP-KJIeTOK OCTpoBKOB JlaHTepraHca, oO0ycJoBJMBalIIasi pa3BUTUE TOLIAKO -
BOTO TUIMOTJIUKEMUYECKOTO cuHApoMa (tabua. 9.3).

FMnoraiMkeMu4YeckKuid CUHAPOM — CUMITOMOKOMIIJIEKC, pPa3BUBAIOMIUMT-
csg BciencTBue aucbanmaHca B CUCTEME TMOANEPXAaHUS YPOBHS TIIOKO3BI
B KPOBMU C Pa3BUTUEM TUNOTITUKEMUMU. rMHOFﬂMKCMI/leﬁ INPUHATO CUYUTAThH
CHUXEHHUE KOHIEHTpAIMMU TJIIOKO3b B KPOBU HUXe 2,2-2,5 MMOJIb/I,
IMIpuU 5TOM YPOBEHb IFJIMUKEMHUU HE BCErga KOpPpPEJIUPYET C BBIPAXEHHOCTHIO
KJIMHUUYECKON cuMnTomMaTukum. HaumbGonee 4YacTo TUMOTIUKEMHUUYECKUE
paccTpoiicTBa pa3BUBAOTCSI B IMpoliecce Je4YeHUs caxapHoro auabera,
OHAKO 33TU COCTOSHUS K THIOTIUKEMHUUYECKOMY CUHAPOMY HE OTHOCSTCS
U paccMaTpuBalTcs oTnesbHo (cMm. m. 7.7.3).
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Ta6n. 9.3. UHcynuHoMa
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DTuosorus

B 85-90 % — conurtapHas noOpoKavyeCcTBEHHasl OIy-
xo0ib; B 10—15 % caydyaeB onyXoju MHOXECTBEHHBIE
u kpaiine peako (1 %) pacmonoxensl BHe ITXKXK
(BOpoOTa ceie3eHKHU, MeYeHb, CTeHKA IBeHAaqaTu -
nepcTHoit Kumku). B 10 % ciyuaes BcTpeuaeTcs

B paMKaX CUHAPOMAa MHOXECTBEHHBIX 3HIOKPUHHBIX
Heoruazuil 1 Tuma

ITatoreHes

ABTOHOMHas TUNECPNPOAYKIHUA ONMYXOJbIO
MHCYJINHA, HE3aBUCHUMO OT YPOBHA TIIMKEMHUHU

DNUAEeMUOIOTUS

YacToTa HOBBIX ciiyyaeB 1 Ha 1 MJIH 4eJIOBEK B rOI.
Yaure Bcero 1MarHoCTUpyeTcs B Bo3pacTe OT 25 10
55 ner

OCHOBHBIE KIUHU-
YECKHEC NIPOABICHUA

CouveTaHue aApeHEPTUYECKUX U HEUPOTIUKOTEHM -
YEeCKUX CMMIITOMOB C MOCJHEAYIOIIUM Pa3BUTHEM
CTOWKOU HEBPOJOTUYECKON CUMITOMATUKM (CHUXE-
HUE WHTeIeKTa, MCUXOTUYECKHE SIBJICHUS,
aMHE3Us U T.J.)

JuarHocTuka

1. ITpo6Ga ¢ TpeXTHEBHBIM TOJIOJAHUEM
2. Tonuyeckass IMarHOCTHKA OIMYXOJHU

OubdepeHunanbHas

Ouddy3Has runepnyazusa p-KJIETOK OCTPOBKOB
IMMXKXK, Tokcuyeckas TUMOTJIUKEMUS, TSAXeaas
OpraHHas HeJOCTAaTOYHOCTb, KpyMHbIe He-(3-Kie-

JUNAarHOCTHUKaA "
TOYHBIC ONIYXOJH, MOCTHNPpaHAMAJTbHBIM TMIIOTIINUKE-
MUUYECKUU CUHIpPOM
Xupypruueckoe: 3HYKJIeallusi ONMYyXOJdU, Pe3eKIIMS
YacTU IMOIXENYIOUYHOM XeJe3bl BMECTE C OIMYXOJbIO.
JleueHue
l'lpvr HCO]'[Gpa6C]TLHHX ONMyXOJIdX NMa30KCHUI,
XUMUuoTepanus (CTPENTO30TOLIMH)
n braronpusaTeH Npu yCHEIUIHOM YOaJeHUU COJUTAp-
porHos .
HOW MHCYJMHOMBI HEOOJBIIOTO pa3Mepa
DTHOJOrUMA

B 85—90 % cnyyaeB conuTapHas fo6poKadyecTBeHHas onyxoidb. B 10-15 %

ciydyaeB OMYXOJM MHOXECTBEHHBIe, U KpaliHe peako (1

%) pacrmoyoxXeH bl

BHe ITXK X (BopoTa ceje3eHKH, Me4YeHb, CTEHKa JABEHAaALATUMNEPCTHOIM

kuimku). I[IpumepHo

10 %

MUHCYIWMHOM BCTpE€YaAa€TCA B paMKaxXx CHUHIApOMa

MHOXECTBEHHBIX 9HIOKPUHHBIX Heonmma3duit 1 tuma (cm. m. 10.2).
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ITaTorenes

B ocHoBe maTtoreHe3a TUNMOTJIMKEMHYECKOTO CHUHApPOMA NMPU UHCYJIMHOME
JIeXXUT aBTOHOMHAs, T.e. He3aBUCHUMas OT YPOBHS TJIUKEMHUU THUIEPHPO-
OIYKLOMS ONMYyXOJbl0O MHCYJIMHA. Y 310POBOTO YesJoBeKa NIMTEIbHOE Tojona-
HUEe NMPUBOAUT K CHUXEHUIO YPOBHS TJIIOKO3bl B KPOBU A0 HUXHETO Aua-
ma3zoHa HopMbl. [Ipu 3TOM oTMeuaeTcCs 3HAUYUTEJbHOE CHUXEHHE YPOBHS
UHCYJIMHA B KPOBM BIJOTh A0 CJAEAOBBIX KOHUEHTpaLUUii. ¥ OOJbHBIX C UH-
CYJIMHOMAaMHU TJIUKOTEHOJNM3 MOJABJIEH ONMYXOJEBHIM MHCYJIMHOM, M KOTAa
npekpamaercsa nocrynieHue rawko3b u3 XKT B kpoBsiHOe pycio, co3aa-
I0TCS YCIOBUS NN DPa3BUTUS TUNMOTIMKEMMYECKOTro MpucTyma. B orser
Ha TUNOTJIMKEMHUIO MNPOUCXOAUT BBIOPOC KOHTPUHCYISIPHBIX TOPMOHOB
(KaTeXoJaMUHBI, KOPTU30J, TOPMOH poOcCTa), KOTOPHI OOyCIOBIMBAaET
anpeHepruyecKyl0 CHMMOTOMATHKY. SIBleHUS HelpOrIOKONMeHHH OOyclOoBIe-
HBl CHUXEHHEM B KPOBU YPOBHS OCHOBHOTO JHepreTudyeckoro cybcrparta
I TOJOBHOTO Mo3ra. XpoHUYecKass TUNOTJIUKEMUS NPUBOIUT K IUCTPO-
buueckum usmMmeHenusm B LHC.

DnuaeMuoJaorusa

WHcynuHoMa — penkoe 3abojieBaHME, YaCTOTa HOBBIX CJydyaeB COCTaBISIET
1 Ha 1 MaH dyenoBeK B ron. HaubGonee yacto MHCyJIMHOMA TMAaTrHOCTUpYETCS
B Bo3pacTe oT 25 mo 55 nmetr. Y neTeit HabGmiomaeTcs nuiib 5 % oT obmero
Yyyucia MHCYJIHHOM.

KanHuyeckue nmposiBjeHUs

e A/peHepruyecKme CHMOTOMBI: JAPOXb, TaxWKapIaus, XOJONHBIH TOT,
rojon, cTpax, MapecTe3uH.

e HeiiporiukoneHUHYeCKHe CHUMIOTOMBI: ACTEHUs, pedeBbie, 3PUTEJbHBIE,
noBeJeHYECKMEe HAPYLIEHUsI, aMHE3MA, CHUXEHNE KOHLUEHTPAI MU BHU-

MaHUs, TOJOBHAast 00Jb, COMHOJIEHIIUSI, CYIOPOTH, Mapajudu, KoMma.

HaGop 4 BRIpaXeHHOCTb MEPEYUCIEHHBIX CUMITOMOB B OTHEJIbHO B3SITHIX
cilydyasgsX 3HAYUTEJbHO BapbUPYIOT. DTO MOTYT OBITh TOJbKO alpeHEpTu-
YeCKHMe UJIMU TOJbKO HEUPOTIUKONMEHUYECKUE CUMITOMBI, MNpUUYEM YeTKas
3aBUCUMOCTb MX BBIPAaXEHHOCTU U MOCAENOBATEJIbHOCTU pPa3BUTUSI IO
Mepe YTSAXEJeHUs] TUINOTIMKEMUU OTCYTCTBYeT. bbicTpoe UM 3HauyuTeJdbHOE
najgeHue YPOBHS TJIUKEMUU CONMPOBOXIAETCS THNOIIMKEMUYECKHUM IIOKOM,
KOTOPBIM XxapakTepu3yeTcsl BbIpaXEHHONW aApeHEPru4YecKOoil CUMMOTOMATHU-
KO M MpOrpeccUpylolluM HapylleHUEeM CO3HaHuUA. JauTenbHasd TUINOT-
JUKEMUSI U €€ YacTble dMU3O0AB MPUBOASAT K HEOOPAaTUMBIM HM3MEHEHUSIM
B HUHC, npexae Bcero B kope 00AbIIUX NOJYWAapUl, IPOSIBIEHUS KOTOPHIX
3HAYUTENbHO BapbUPYIOT OT NEJIMPUO3HBIX U TFajJJIOLUMHATOPHO-TapaHO-
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MIHBIX 3MHU3010B OO TUMHUYHBIX SMUIENTUUYECKUX MPUMATKOB, HEH30eXK-
HBIM MCXOJOM KOTOPBIX SBIsETCS CTOWKoOe ciaboymue.

Yamre BCero NMpUCTYNbl PA3BUBAIOTCA B PAHHUE YTPEHHHE YaChl, UYTO CBsI3a-
HO C IJUTEJIbHBIM MepephIBOM B mpreMe MUIU. OOGBIYHO GOJNbHBIE MPOCHI -
MaTCsa YTPOM C TPYAOM, CO3HaHHWE K HUM BO3BpallaeTcss MEIJEHHO, IJIH-
TeJbHOE BpPEeMs OHU OCTAIOTCS NE30PUECHTHMPOBAaHBI, CYeTIUBBI, HCHCTBYIOT
«KaK BO CHe», OMHOCJOXHO MJHW HEBMOMAaJ OTBeYyaloT Ha Bonmpockl. [Ipuctyn
yalmie BCEro 3aKaHYMBaeTCs TMYyOOKUM pacCcTPOMCTBOM CO3HAHUS, KOTOPHI I
KynmupyeTcss BHYTPHMBEHHBIM BBelIeHMEM TJIOKO3bl. PacmpocTpaHeHHOE
MpeAcTaBJIeHUE O MOBBIIMIEHHOM alMeTUTEe y OONBHBIX CUHCYIMHOMOUW He
BCerma COOTBETCTBYET AeUCTBUTENbHOCTU. OOGBIYHO caMU GOJbHBIE OOGHa-
PYXUBAIOT OBICTPBI M BBIPaXEHHBIM 3P deKT OT mMpueMa MUIIU AJST Tpe-
OyNpeXJAeHUs WIM KYNUPOBaHUWS eaBa HayaBlmerocss mpuctyma. I[loaTomy
MalMEeHThl HOCAT C cO0OON MyyHOEe HJM CIACTU B KayeCTBE <«JIEKapCTBa»,
XOTs 0CO0OW MOTPpeOHOCTM B NMUILE HE OlylWawT. Y OOJbWIMHCTBA MallM-
€HTOB C MHCYIMHOMOIM 3a BpeMs 3a0o0jeBaHMUS yBeJMUYUMBAETCs Macca Teia,
M HEpPEeAKO 3HAaYUTEJbHO — 10 15-40 Kr.

JInarHocTUKa

1, IIpo6a ¢ TpexXIHEBHbIM TrOJOJAHUEM, I1ECJIbI0O KOTOPOU SIBJISIETCS NMPOBOKa-
s HaTOFHOMOHMHHOﬁﬂHﬂ MHCYJTUHOMBI Tpuauuyymnna:
BO3BHUKHOBCHHNUEC NMPUCTYINOB TUNMOTINKEMUHN HATONIAK,

nageHUe ypOBHS TJIWKO3bl B KPOBU HHUXEe 2,5 MMOJb/1 BO BpeMms
NpUCTyIla;

— KYIOUpOBaHMC NMpUCTyIa BHYTPUBCHHBIM BBCOCHHUEM TIIOKO3BI.

Bpemsa Havala rojoJaHMs OTMedaeTCs KaK BpeMs MOCJEIHEro mnpuema
MUIIK;, TONMYCKAEeTCd TOJbKO MUThe BOABI. Ha MpoTAXeHUU MpPOOL TMepu-
OOMYECKM TIPOBOIMTCH MUCCIAeJOBaAaHUE COOEepXaHUS TIIOKO3b B KPOBH,
nHcynuHa u C-mentuna. boxee mocToBepHO ompeneleHUe TIIOKO3Bl B Ja-
OOpaTOPHBIX YCIOBUAX MO CPaBHEHUIO C DKCIPECC-METOAOM MPU MOMOILIHU
riImokKkoMeTpa. BHavale mpoObl KpOBUM OepyTcsd KaXabie 6 4, a MIpu CHHU-
KeHUHW YPOBHS TIIOKO3bB HUXE 3 MMOJb/JI 3TOT MHTEpPBaJ COKpallaeTcs.
TonomaHue mpekpamiaeTcss B TOM clydae, €CIW YPOBEHb TIIOKO3bl TajmaeT
HUXe 2,5 MMONb/J W MPU OBTOM HMEIOTCS CHUMITOMBI THUNOTIUKEMUH,
KOTOpbie B JajJbHEWIIEM KYNMPYIOTCI BHYTPUMBEHHBIM BBEIEHMEM TIJIOKO-
3pl. [IpekpalleHne TecTa TOJHKO MPU HAJMUYUU HU3KOTO YPOBHS TIIOKO3BI
B KPOBHM INMPU OTCYTCTBUM TUMOTIUKEMHUYECCKON CUMITOMATUKU HEMpaBoO-
MEPHO M CHUXAET NJMAarHOCTUYECKYI0 LEHHOCTh MpoObl. Ecaum y mamueH-
Ta B Te4yeHHe 72 4 OTCYTCTBYIOT CUMIITOMBI THNMOTJIMUKEMHUU U CHUXEHUE
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ITAKEMUU HUXEe 2,5 MMOJIb/J, mnpoba mnpekpaliaercs, U €€ pe3yJabTaThl
pacleHUBAIOTCS KakK OTpULIaTeNbHBIe. B GoNbmIMHCTBE caydyaeB y OOJBbHBIX
CUHCYJIMHOMON Tpuana Yunmnia pa3BuBaeTcs uepe3 12—I18 4y oT Hauana

tecta (puc. 9.3).

2. Tonuyeckas AMATHOCTHKA HHCYJHHOMBI IIPOBOLUTCS TOJBKO MpHU
MONOXUTENbHOW Tipobe ¢ romomaHueM. Haubonbmeidl IeHHOCTHIO o006Ja-
IaloT HIOCKOMUYECKOE HCCIedOoBaHNEe U HHTpaomepanuoHHoe Y3U; npu
HEeOOXOOMMOCTHU TIPOBOAMTCS aHruorpadusa C CEIEKTUBHBIM 3a00poOM

KPOBU U3 BEH MOPTalbHOU cUCTeMBl (cM. m. 9.2).
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Puc. 9.3. ConepxaHue IIIOKO3bl M1 UHCYJIMHA B KPOBU BO BpeMs MPOOBI ¢ TPEXAHEB-
HBIM rojogaHueM. A — B HopMe; b — y mauueHTa ¢ UHCYJUHOMOIA.
B nHopMme mocne 12 4 roixomaHus MPOU3OUITO 3HAYUTEJIbHOE CHUXEHUE YPOBHS
WHCYJIMHA, a YPOBEHb TJIOKO3bl yBeauuuics ao 3,4 mmoiab/n. Ilpu MHCyInMHOME
cinyctst 15-18 4 rosomaHus TIMKEMUsT CHU3UIACH A0 2 MMOJIb/JI. OOHAKO YPOBEHb
MHCYJMHA MPOAOJKal HapacTaTb Ha BCEM MPOTSKEHUM MPOObI, HECMOTPS Ha pas-

BUTUEC TUINMOTIMKEMUYECCKOIO COCTOAHUA
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JduddepeHunaibHass ITMarHOCTHKA
TOLL[aKOBaH TUMOTJIUKEMUST B OONBIIUHCTBE ciay4dyacs 06yCJIOBJ'[CHa opra-
HUYECKOW MaToJOTUel, TOraa KaK MOCTIpaHAualbHass — GYHKLHUOHATD-

HBIMU paccTpoiicTBaMu pabOThl BereTaTUBHOW HepBHOIM cuctemMbl U KKT.

TomakoBasi THNOTJIHKEMHUA

1- Iunddy3nas runepniaa3us p-kKjaeTok ocTpoBkoB IT2K2K (He3unmob-
JacTO3 U MUKpoOaJeHOMaTo3 OCTpoBKOB JlaHrepranca) — nuddysHass uiu
OIVUCCEMUHUPOBAaHHAsA mpojudepanumss OCTPOBKOBBIX KIETOK C dJIeMeHTa-
MM TpaHcPopMauMMU MNPOTOKOBOrO DMNUTENUS B P-KJIETKU HEU3BECTHOU
aTuojorumu. BeTpewyaercs Ka3yucTuYecCKu penko. KimHMYecKU mMpoTeKaeT
TakXe KakK MHcyJluHoMa. IMarHO3 ycTaHaBIMBAaeTCs Ha 3Tale TOMMYECKON
nuarHocTuku. JleueHue moapasymeBaeT pe3dekiuio 6onbuieir yactu (90 %)
MmxxX.

2. Tokcnyeckasi THNOTJIMKeMHUsl (MHCYJIUWH, IpenapaThl CyIbdOOHUIMOYE -
BUHBI, aJKOTOJb, MEHTAMUIUH, XUHUH, caluuuiaTsel u aAp.) Ans aprudmu-
OHAJTbHOW THUNOTJIMKEMHH, BHI3BAHHOW BBeleHUEM UHCYJIMHA, XapaKTepeH
Hu3kuii ypoBeHb C-mentuna. Hawubonee croxHa OMarHOCTUKA apTHU-
bUIIManbHOTO THUNOTIAMKEMHYECKOTO0 CHUHIPOMA, BBI3BAHHOTO MPHUEMOM
npemnapaToB Cylb()OHMIMOUYEBUHBI, MOCKOJbKY BJJAaHHOM cliyyae Oyxaer
onpenenasiTbcss BoicOKMU ypoBeHb C-mentuma. [Ilpu 3TOM MOXET MOMOYbB
ompeneileHue MeTaboJMTOB MpenapaToB CyTb(HOHUIMOUYEBUHB B MoYe.

3. Taxenas opraHHass HeJOCTATOYHOCTb (IMeUYeHOUYHas, cepaedHas,
nmovyeyHas, CEMCcuc).

4. KpynHble He-p-KJIeTOYHbIE ONMYXOJHU (MMeYeHU, KOPHl HANAMOYEUYHUKOB,
ME3EHXUMOMBI).

6. [TocTnpaHaMabHbI TMIOTIMKEMUYECKHI CHHAPOM: COCTOSIHUE ITOCT e
onepauuit Ha K KT (IeMOUHT-CUHAPOM); MAMONMaTuyeckKass MOCTIPaHAU-
aJbHas TUMOTIUKEMUS pa3BUBaeTcsd 0e3 KaKMX-TUGO BUIMMBIX MPUUYMH;

Hauboyiee CIOXHA AJId TUAarHOCTUKHU U JICUCHUA.

Jleuenue

XUpypruuyeckoe: 3HYKJealuss ONMYyX0JU, PEe3eKIMUSI YaCTU MOIXEJYIOUYHOMU
XKE€JI€3bl BMECTE C ONIYXOJIbIO. le/l HCOHCpaGeJ’[beIX 3JIOKAYECTBEHHBIX
WHCYJIMHOMAX OJd NpeaoOTBpallCcHUA (ype)l(eHI/Iﬂ N CHUXEHUA BbIpAaXCH-
HOCTHU) THUMOTJIMKEMUUYECKUX COCTOSHUNW B paAge ciydyaeB 3GpGdeKTUBEH
JAHUA30KCHA. HpH HCOHCpa6CJ’ILHHX METAaCTATUYECCKUX MHCYJIHMHOMAX INpHU-
MEHACTCA XUMHUOTEpANMUA CTPENTO30TOINMHOM, KOTOprﬁ 06J1a£[a€T CCJIEK-

TUBHOMW TOKCHUYHOCThIO MO OTHOWEHMUIO K p-KiaeTkam [12KXK.
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IIporuos
Haubonee OnarompusiTeH B cjlydyae YCHEUIHOTO YyJajJeHUSI COJUTApHOM
MHCYJIHUHOMBI HeOONbIIOTO pa3Mepa; Hanxynmnﬁ — IIpHU 3JI0Ka4Y€CTBEH-

HBIX MHCYJIHMHOMaAaX.

9.4. TACTPMHOMA

Tacmpunoma — TaCTPUH-NIPOAYLUUPYIOLIAS OMNYXOJb, KIMHUYECKU MPOSB-
nsomasicsaTpuanoi,onucanuoiB 1955r. P.3onnunarepomu E. Danuconowm:
BblpaXeHHas runepcekpeuus COJNSIHONU KUCIOTH NMapueTaJbHBIMU KIJIET-
KaMU XeJNyAKa, PpeUUAUBUPYIOIMIUE MEeNTUUYESCKUE SI3BBl, HEUMHCYIUH-TIPO-
nyuupywoimas onyxosb IT2KXK (tabn. 9.4).

DTHONOTHA
Factpunoma — B 90 % cinyuyaeB 3J0KaueCTBEHHAass MeTacTaTudyeckas Omy-
xonb, yane (80 %) pacmonoxena B [1K2XK, 3HauuTenbHO pexe — B CTEHKE

nBeHaguatunepcTHod kumku (15 %) u aHTpanbHOM OTAeNe Xeayaka,
KpaiiHe peako (5 %) — BaApyrux opraHax (CaJlbHUK, SMMHUKHU, OUTUApHAS
cuctema). B 25 % cnyuaeB racTpuHOMa BCTpeYaeTCss B paMKaX CHHApPOMA
MHOXECTBEHHBIX DHIOKPUHHBIX Heonaa3uid | tuma (cMm. m. 10.2.1).

ITIaTorenes

B ocHoBe maToreHesa CUHIOApPpOMA 3OJ'IJII/IHl“epa—9]IIII/ICOHa JIEXUT HEKOHTPO -
aupyeMasi IpOAYKIMS TacCTPMHAOMYX0Ndblo, [MnepracTpuHeMusi IpUBOIUT
KTUNDEPCTUMYIAUOMUU, TUNCPIJIa3uM NMapue€TalbHBIX KJIC€TOK M 3HAYUTEIb-
HOMY YBCIHWYEHNIO NIPOAYKIHNU CONSIHOM KHCJIOTbI, KOTOpas 06yCJIOBI[I/I—
BacT CbOpMI/IpOBaHI/Ie NENTUYCCKUX 3B, MHAKTUBAaIMWI MaHKPCATUUYECKUX
(l)epMeHTOB U MOBPEXACHUEC CIU3UCTON KHUIIEYHUKaA BCJIE€OCTBUE YEro

pa3BUBaAcCTCAd OAUaApPECd.

DNUIEeMHOJIOTHS

TactpyHoMa — penkoe 3abojieBaHMe, BCTpeyaeTcss He Oosiee yemM y 1 %
GOJbHBIX C MENMTUYECKUMU si3BaMu. YacToTa HOBBIX CJIydaeB COCTaBIsIET
0,5 Ha 1 MaH B roa, yauie (60 %) cTpagatloT MyXYMHBI.

KiauHuvyeckue nposiBieHus
PeunguBupyrmouias nemntuueckas s3Ba, pedpakTepHas KOOBIYHOU
Tepamnuu.
Nuapest u creatopesi (50 % cayuaen).
MeTacTa3bl 3JJOKaYeCTBEHHOW TaCTPUHOMBI B MeYeHb U APYyTHe opra-
Hel (60 %).
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DTHoyiorus

B 90 % cnyuaeB 3;l0KaueCTBEHHas MeTacTaTH4yecKas
onyxoib, B 80 % pacnonoxena B [12K2XK, B 15 % —

B CTEHKE IBEHAaALUAaTUNEPCTHONW Kumku. B 25 % ciuy-
4yaeB BCTPEYAETCS B paMKaX CUHIPOMA MHOXECTBEH-
HBIX SHAOKPUHHBIX HEOIJIA3Uil | Tuma

IMTatoreHes

HexoHTponaupyemasi mpoayKLUsI racTpuHa, rumepc-
TUMYJISILUS U TUTNIEPIJIa3uyu napueTajlbHbIX KJIETOK
KeJNyaKa, yBeJMYeHHe NPOAYKLUU CONSIHOU KUCIOTHI

DNUAEMUOJIOTUS

< 1 % 6GONbHBIX C MENTUYECKUMHU I3BAMU; 4aCTOTA
HOBbIX ciyyaeB —- 0,5 Ha 1 MaH. B rox

OCHOBHBIE KJIMHH-
YyeCKHe MPOSIBIEHUSA

1. PeuuauBupyooluime nerntTuyeckue s13Bbl, pedpak-
TepHbIe K OOBIYHOW Tepanuu, Yalle B JIYKOBUIE
NBEHAJALUATUIIEPCTHONW KUIIKHU

2. Inapes u creatopes (50 % cayvaes)

3. MeracTa3bl 3JlI0Ka4eCTBEHHOU raCTpPUHOMBI B Tie-
yeHb U Apyrue opraunl (60 %)

JluarHoctuka

1. MMoBBIMIEHHBII KAK MUHUMYM B 3 pa3a ypoBeHb
racTpuHa

2. MoBbilieHUE 6a3aJIbHOTO YPOBHS CEKPELUU
COJITHOUW KMCJOTHI MPU MHTAKTHOM XeJyake Goiee

15 MMoOJIb/4, a IpU pe3eLlMpOBaHHOM OoJiee S MMOJIb/Y
3. Tonuyeckast AUATHOCTHKA OMYXOJH

NubdepeHunanbHas

S3BeHHas 00Jie3Hb

IUMarHOCTUKa
Pesexnus omyxonu; mpu HeomnepabeTbHOCTU —
JleueHue aHTunpoiaudepatuBHas (OKTPEOTUT) U CUMIITOMA-
Tudeckass (OMernpasoj) Tepamnus
5-JeTHsI BBIXKMBAEMOCTb CPEIU PaAMKalbHO IMPO-
I[porHo3s omepupoBaHHBIX ManueHToB 90 %\

npu obHapyXeHUu mMeracta3oB — 20 %
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JImarHocTuKa

1.[loBHIMEHHBH KaK MUHUMYM B 3 pa3a (HopMma < 60 nr/Mja) ypoBeHb
racTpuHa, KOTOPBIU AOJKEH MCCIEeNOBATHCSA B pa3Hble NIHU.

2. [MoBrimeHUuEe 6a3aJbHOTO YPOBHS CEKPEIUU CONSIHOW KHUCIOTH TMPU

MHTAaKTHOM XeJyake Oosee 15 MMoab/4, a mpu pe3ellMpOBaHHOM OGojee
5 MMOJBb/Y.

3.Tonuueckass TUATHOCTUKA OMYXoJau (cM. m. 9.2).

JduddepeHnuanbHas IMarHoCTUKA

SI3BeHHass 6OJEe3HDb XeNyAKa M ABEeHaAUAaTUNEPCTHON KUMKW, CUMITOMA-
TUYEeCKUEe SI3BHI.

Jleyenue

[lpu conurtapHoil TO6GpPOKAaYEeCTBEHHOW racCTpUHOME NMOoKa3aHa dHYKJealus
onyxonu. [lpu racTpuHOMax, BCTpEeYAIOUIUXCS CHNOpPagMYEeCKHU, MaKCH-
MaJlbHO BO3MOXHOE YMCIO paIMKaJlbHBIX OMepalUil COCTaBISIET OKOJO
30 %. Ilpu HeomepaGeNbHBIX OMYXOJSIX UJIU HEBO3MOXHOCTH WX BU3yalIU-
3al0U¥M BMeEIIaTeJbCTBA C I[eJbI0 MAHKPEATOAYONEHANbHONU pe3eKUUU UITU
racTp3KTOMUU HE TNPOU3BOAITCS MallMeHTy MoKa3aHa TOJbKO MeIu-
KaMeHTO3Hass Tepanus. [IpemapatoM BbBIOOpa aHTUNpONUGEpaTUBHOU
Tepamuu TPHU 3JIOKAYECTBEHHBIX TacTPUHOMAX SIBIASETCS OKTpeoTun. s
CUMITOMAaTUYECKON Tepamuu TNpHU s3Bax U Auapee BecbMa d2DGEeKTUBHB
0JIOKATOPHI MPOTOHHOW MOMNBI (OMETIPa30JI).

IIporunos

[IssTuneTHAST BBIXXMBAEeMOCTh CpPEJAM MAallMEHTOB C paJlMKaJlbHO pPe3eLUPO-
BaAaHHBIMU racTpuHoMamu coctaBiasieT 90 %, cpenu BceX OOJIBHBIX C TaCTPH -
HoOMaMu oHa cocTaBaseT 60-75 %, 10-netHsiss — 50 %. Ilpu o6HapyXKeHUHU
METacTa30B 5-JeTHsIST BBIXMBaeMOCThb cHuXaeTcst A0 20 %. IlpuyuHOU
cmepTh B 60 % ciydaeB ABJASETCS OINyXoJieBasd MPOTPECCHUS.

9.5. TTIIOKATOHOMA

Ianocaconoma— penkasi OCTPOBKOBO-KJIETOUYHAsI OMYyXONb B M30BITKE MpPO-
nyuupyrouas riamokarod (raéa. 9.5).

DTHOoJOrUsA
I'niokaronoma B 70 % cnyuyaeB 3nokauecTBeHHa (B 80 % Ha MOMEHT

NUAarHOCTUKHU OMNpeAeasIIOTCs MeTacTa3bl), 4Yalle BCEro JOKaJIU3yeTCs
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B xBocTe [12K2XK v Ha MOMEHT OMMArHOCTHMKHM, KaK NpPaBWJIO, NMpEeBHIIAET
BaAuMaMeTpe 5 ¢cM (He mpeAcTaBasieT Npo06JeM ¢ TOMMUYECKOUN NTMarHOCTUKOI).
MynbTULIEHTpUYECKUE OMYXONU oOHapyxkuBaloTcsa B 10-12 % caydaes.

Tab6a. 9.5. I'mokaroHoMma

B 70 % cnyyaeB 310Ka4yeCTBEHHAsl OMYX0Jb, KaK

DTrosorus

MpaBUJIO, IPEBHIIIACT B IMaAMETpe 5 CM

Tunmepnpoaykuus riawkKaroHa,
[Matorenes

omyxoJieBasi mporpeccus
DOuaeMuoaorus BcTpevaercsd Ka3ynuCcTUUYECKU DPENKO

Hexponutuueckass MUTpUpYIOLIAsi 3pUTEMa, Hapy-
IIeHUEe TOJEPAHTHOCTHU K TTI0KO3€¢, aHEMUSI, TPOM-
603M00JIMM, MeTacTas3bl B EYEeHb U APYTUE OPraHbI

OCHOBHBIE KJIUHU-
yeCcKue MPOSBIECHUS

Z[l/laFHOCTI/IKa [nokaron t, Tonmuuyeckass TMarHOCTUKA ONYXOJHU

CaxapHblil 1MabeT, YPOBEHb INIIOKaroHa MOXET ObITh

AudbdepeHuunanbHas MOBBIIIEH MPU XPOHUUYECKOUN MOYEUHOU U MEYEHOU-
NUarHOCTUKA HOU HEIOCTaTOYHOCTH, OCTPOM MaHKpeaTUTe, Cerncu-
ce u Ip.

PanukajibHOE omepaTUBHOE JieUeHUE, KaK MPaBUIIo,

JleueHue HEBO3MOXHO. AHTUTNIpoaudepaTuBHasl Tepanusl
OKTPEOTUIIOM
[Mporuos IMnoxoit
ITaTorenes

B ero ocHOBe NEXUT rMNEepNpPOAYKI U TTIOKArOHa U OMyXxoJieBasi Mporpec-
cus. C u3GbITKOM TJIOKAaroHa CBSIi3aHbl HapylleHUs YIJIeBOAHOTo oOMeHa
(ycujieHHe MEYEHOYHOTO TIIOKOHEOreHe3a U TIMKOJI13a), a C HapylmeHUueM
oOMeHa aMUHOKHUCIOT— HU3MEHEHUs CO CTOPOHBI KOXHu. BcTpeuaertcs

B paMKaxX CMHAPOMA MHOXCECTBCHHBIX HOOKPUHHBIX HeomJia3uit 1 TUIA.
DNUIAEMHUOJIOTHA

BcrpeyaeTcss Ka3yMCTHYECKHM PENKO.

Kiaunuveckue nposAaBJICHUA

* Hexponaurudyeckass MUTPUpYOIIAsT 3pUTEMa CO BTOPUYHBIM OYJIIE€3HBIM
nepmatutoMm (90 %).
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HapymeHue TONepaHTHOCTH K TJIIOKO3e UJIU caxapHBU nuabeT (90 %).
AHeMUs, MOTeps Macchl Tejla, aHOPEKCH .

TpomMbGosMboNIUUYEeCKUE OCITOXHEHUSI ¢ 0Opa3oBaHUEM BEHO3HBIX TPOM-
60B (20 %) v nerouHoi am6Gonueit (12 %).

MertacTa3bsl B IeYeHb U APYyrue OpraHbl OPIOMIHOW MOJOCTH.

JIMarHocTuKa

1. Boicokuii ypoBeHb TiHlOKaroHa KpoBu (y 80 % manueHTOB MpeBbIINA-
er HopMmy B 5—10 pa3). YpoBeHb ritokarona 6oiaee 1000 nr/ma (HopMa
< 200 nr/Mi) cyMTaeTCcsd MAaTOTHOMOHUYHBIM JIJISI TTIOKATOHOMBI.

2. Tunoamuunoanumsemus (80 %).

3. Tonuyeckass AMarHOCTUKA ONMYXOJM U ee MeTacTa3oB (cM. m. 9.2).

JuddepeHnuaibHasg THATHOCTHKA

CaxapHBbIil nuabeT, KOXHBIC U3MEHEHUS IPYTON DTUOJTOTUU, METACTa3bl
B MEYeHb IPYrol OMyxoJjawu.

YpoBeHb TJHIOKAaroHa B KPOBU MOXeT OBITh TMOBBIIMIEH (OOBIYHO yMe-
PEHHO) MPHU XPOHUYECKON MOYEUYHOW M MEYEHOUYHOW HEOAOCTATOYHOCTH,
OCTPOM TaHKpeaTUTe, celcuUce, akKpomeraiuu, cuHapome KymwuHra,
IAUTENbHOM TOJOJAAHUMU.

JleyeHue

Ha MoOMeHT IMarHocTHMKHM pPa3BEepPHYTOro TIIOKAaroHoMa-cUHIpOMa paiu-
KaJlbHOE ONMepaTUBHOE BMEIIAaTeJlbCTBO, KaK MPaBUJIO, YX€ HEBO3MOXHO.
OAnst antunpoaudepaTUBHON Tepanmuu U MONABIEHUS NPOLYKLUHUM TJIIO-

KaroHa Hauboznee 3(pdbeKTUBEH OKTpeOoTUA (ATUTEIbHO AEUCTBYIOUIM A
aHaJoOT coMaToCTaTHHAa).

IIporunos

B GonpbmuHCTBE cliyuyaeB HeOJIAaTOMPUSITHBI .

9.6. BUINTOMA

BHUlIIoma, uau cunopom Bepuepa-Moppucona (cuHoHuMbl: WDHH-cunapowm
OT aHTa. watery diarrhea, hypokalemia, hypochlorhydria\ cuHIpOM TaHKpea-
TUYECKOU XoJiepbl) OOYCIOBJIEHB TUMepceKpelMeii Ba30aKTUBHOTO MHTEH -
cTuHalbHOTO mentuna (BUIL) (tabx. 9.6).

DTHONOrUsA

3nokavectBeHHas omyxonb [12K2X (90 %) wnu ranrnuoHeiipo6mactoma (10

%). BUIloMmbl, KaK NIpaBUJI0, MPEACTABIASIIOT COOOW COMMTApHbBIE, KPYMHBIE
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onyxoJju, yauie pacnosaratoimuecs B xpocte [12KXK. Ha MoMmMeHT nuarHoc-

Tuku B 60—80 % ciyyaeB OHM yXe MMEIOT MeTacTa3bl.

ITaTtorenes

lTmmepnponykuus BMWII, onyxonesas mnporpeccusi. BHUIl crtumynupyer
MHTECTUHATbHYIOCEKPEIMIODJIEKTPOJIUTOBU XUIKOCTU, UMeEeT Ba3oauia-
TAaTOPHBIU 3P PeKT, UHTUOUPYET CEKPELUIO CONSTHON KUCIOTH B XEIyAKE.

DNUIEeMHOJIOTHS
Bcempeuaemess  kazyucmuuecku — peoko.

Tabx. 9.6. BUUIToma

3mokavyectBeHHast onyxoab [12K2XK (90 %) wnu
DTHUOJIOTUS ranrniuoHeiipo6iaactoma (10 %); B 60-80 % ciyua-
eB — MeTacTa3bl Ha MOMEHT JIMarHOCTUKU

ITaTtorenes lunepnponykuus BUII, onyxoneBass mporpeccus
DNUAEMUOIOTHSI BcTpevaeTcss Ka3yucTUYECKU PEAKO

OCHOBHBIE KJIMHUYEC- Tsaxenass cekpeTopHas Auapes, CUMITOMBI

K¥e TMPOSIBICHUS neruapaTtauuu

BUIIT, runokanueMusi, TMO- UJIM aXJOPTUAPUS,

JIvarHocTuUKa
TONMMUYECKass TMAarHOCTUKA OMYyXOJHU

AuddepenumnanbHas

ﬂ, Tue NMPUYUHBI CEKPETOPHOU Auapeu
JUAarHOCTHUKaA py P P p P

PanukanpHOe omepaTUBHOE JleUeHUE, KaK MPaBUIIO,
Jleuenue HeBO3MOXHO. [IpoTuBoOMyXOJNeBass U MPOTUBOAUA-
peiiHasl Tepamus OKTPEOTUIOM

IIporuo3s HeOGnaronpusaTHBI

Kiunuyeckue nposiBjeHUs:

» Taxenass cexpeTopHas aAuapesi, KOoTopass MOXET MMETb yrpoxalllui
I XWU3HU XapakTep (maHkpeatruueckas xosepa). OObeM cTyjla MeHee
700 r BAeHb MPpaKTUYECKU UCKIOUYaeT 1uarHo3 BUTlIoMBbr.

. CUMIITOM Bl Jeruapartamuu.

JImarHocTuKa
1.Bbicokuit yposeHb BUIl B KpoBU, TMNOKaJueMusi, TMNO- UJIU axJjop-

TUOPUS.

2. Tonuveckast TUarHocTukKa onyxoau (cM. m. 9.2).
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JduddepennuaibHas ITUATHOCTHKA

JApyrue NpUYMHBI CeKpeTOpHOUW nuapeum (KuUIIeuyHble MHPEKIUU, BUI-
JE€3Had ageHoMa, MeI[yJ'[J'[HpHBIﬁ paxK mHTOBHHHOﬁ XKEIE3hI, CUCTEMHBI
MacTOIUUTO3 U Jp.).

Jleuenue

PanuvkanbHoOe oONepaTUBHOE JiedyeHWe, KaK TpPaBUIO, HEBO3MOXHO.
IIpemapaTtoM BbIOOpa NMPOTHMBOOMYXOJEBOW TepamMKu, KOTOPBI OJTHOBpE-
MEeHHO 3¢ GEeKTUBHO KYNMUPYeT AMapelo, ABISAETCS OKTPEOTHU.

IIporunos

B GonbmuHCTBE ciay4yaeB HeOMAarompUSTHBIM.

9.7. KAPLUMHOWAHBLIN CUHOPOM

Kapyunouounsiii  cunopom— CUMITOMOKOMIMJIEKC, CBSI3aHHBIH CPOCTOM
U TOPMOHOMPOAYKIIMEN OMNyXxoneid, MNPOUCXOASIMIUX M3 ODHTepoxpomad-
GUHHBIX KJeTOoK. [log KapUMHOMAOM MOHUMAIT OMYXOJb, BbI3bIBAO YO
KapUUMHOUIHBU cuHApoM (Taba. 9.7).

DTHoaorus

[To ructonoruyeckoil CcTPpyKType Habopy TMNpOAyHHUPYEeMBIX TOPMOHOB
U CTeMeHM 3J10KAYeCTBEHHOCTM KapUMHOMAHBIE OINYXOJAUM 3HAYUTEIABHO
BapbUPYIOT B 3aBUCHUMOCTH OT JNoKaiu3anuu. KapumuHOUITHBIE OMYyXONHU
noapa3nensloTCss Ha NPOUCXOASIIIME M3 MNepegHEero, cpeiHero u 3aJHero
OTAENOB MEPBUYHOU 3MOpUOHaNbHOU kumku (tadbn. 9.8). Ha kapuumHoupg
KumeyHuka npuxoautcs 90 % cnydaeB Bcex KapLUUHOUIHBIX OMyXoJei.
HaubGonee 4acTo KMMEYHB I KAPUUHOUA JTOKAJIM3YeTCS B TEPMUHAIbHOM

oTaese MOAB3AOMHON KUIIKK, Y4epBEeOOPa3HOM OTPOCTKE, MPSAMOUN KHUIIKE.

ITaTorenes

Bonbumrass 4yacTh CUMITOMOB KapHMHOUIHOTO CHUHApoMa OOyCJIOBJIEeHa
runepcekpenmeil Oomyxoablo TaKWX BEUIECTB KaK CEPOTOHWUH, KUHUHB,
TUCTaMHUH, KaTeXOJaMUHBl U MpocTardiaHIMHb. OCHOBHBIM OMOXUMHUYEC-
KUM MapKepoM KapIMHOMAHOTO CUHIApPOMA SBIsIeTCHd cepoToHMH. OmnyxoJu,
MPOUCXOASIIUEe U3 MNepeaHeld KUMKU (OPOHXU, XeIYyAO0K), B OCHOBHOM
BbipabaTbIBAIOT HE€ CEPOTOHUH, a S-TUApPOKcUTpUNTOGaH. OCHOBHBIM
MeTaboOJMTOM OHMOTEeHHBIX aMUHOB SABJISETCS S-THAPOKCHHHAOJYKCYCHAS
kucaora (5-TUYK). IlatoreHe3 OTAEAbHBIX KJIMHUYECKUX TMPOSIBICHMUI
KapUMHOUIHOTO CUHApPOMA MmpenactaBieH B Tabn. 9.9.
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Ta6n. 9.7. KapuMHOMIAHBI CUHAPOM

Onyxosib U3 93HTEpOXpoMadOUHHBIX KIETOK Xely-

DTuosorus
NOYHO-KHIIEYHOTO TPaKTa, pexe OPOHXOB
lTunmepcekpennsi cepOTOHMHA, KHHUHOB, THUC-
TaMUHa, KaTeX0JaMUHOB M MPOCTariaHIMHOB
[MaTorenes
B COYETAHMM C MHBA3UBHBIM OIMYXOJEBBIM POCTOM
U MeTacTa3upoBaHUEM
DNUAEMUOJIOTUS YacroTa HoBBIX cayyaeB | nHa KO0000 B rox

OCHOBHBIE KJIMHHYEC-
KHE IMPOABICHUA

. dAuapesi, 6011 B XMUBOTE, OTPBIXKKA

. [IpunuBel, TeTeaHTUIKTA3USI, IUAHO3

. bpoHxocna3m, AMCIIHO?, FreHepaJlnu30BaHHBIN 3y
. ®ubpo3 cepAeYHBIX KJIaMaHOB

Poct 1 MeTacTazupoBaHue OMYXOJU

[ I O R S R

JIlmarHoCcTHKa

I. DkcKkpeuus: 5S-TUAPOKCUMHAOIUIYKCYCHON KHC-
notel T, ceporonun T, rucramuu T
2. Tomu4yeckass ATMAaTHOCTHKA OTYXOJHU

OubdepeHunanbHas
IMAarHOCTUKA

1. KnuHuvyeckue CHHAPOMBI, COMMPOBOX AN UECS
NPpUJIUBAMU (NOCMMEHONAY3AAbHbIU CUHOPOM,
IUPPO3 MeYeHU, UAUOTMATUIECCKUE TTPUTUBHI)

2. ®eoxpoMoOIIUTOMA
3. MeTtacTa3bl B MeYeHb OMYXOJM HEM3BECTHOM
MEePBUYHOM JIOKATU3A U

JleueHue

1. OmepaTtuBHOE JeueHUE, XEMOAIMOOIU3ATIUST

U alKOTOJIbHAs abusAIusi MeYeHOYHBIX METAacTa30B
2. AHTUTniponudepaTuBHAs U CUMIITOMaTUYeCcKas
Tepamnusi: OKTPeOTUua, a-uHtepdepoH,
MOJIUXUMUOTEPATIUS

IIporuo3s

5-7eTHSS BBIXMBaeMoCTh okKojio 50 %
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Ta6n. 9.8. Knaccudukanmu KapuMHOUIHBIX OMyXoJei

OTtaen
. Jlokanu3zaums TIpoxyuupyembie
MEePBUYHOI CumnromaTuka
OMyX0JI1 TOPMOHBI
KMIIKH
Pecniupatop- S-TUAPOKCUTPUI - KapuumHouaHb it
HBIl TpakT TodaH, TOPMOHBI CUHIPOM,CUH] -
aneHorunodusa, pom KyumiuHra
HEWPOMENTHUIbI
IlepenHeku-
I EeYHBI I XKenynok, nBe- XKenynouHo- KapuunHouaHbl it
KapIMUHOUJ HaAlaTUTIEPCT- KMIIEYHbIE Memn- CUHIPOM, TUIED-
Has KMIIKa TUIBI, CEPOTO- ceKkpelMs COJSTHOM
HUH, TUCTaMUH KHMCJIOTHI, Auapes,
nuabeTr, CUHAPOM
KymuHra
Toukas kumka, CepOoTOHUH, KapuuHouaHslit
CpenHeku- yepBeoOpa3Hblii MEeNTUAB TPYIIIBI CUHIPOM, TOPMO-
IIeYHBI i OTPOCTOK, Mpa- TaXMKUHHUHA HaJlbHO-HEaKTHUB-
KapLUUHOUJ Bas 4yacTb 000- HBlE OTMYXOJU
NOYHOM KUIIKU
JleBast yacTth XKenynouHo- TopMoHanbHO-
3anHeKu- o
. 00010YHOH KMIIEYHBbIE Memn- HEaKTUBHBIE
LIeYHBbI i
KUMKW, OpsiMast TH B OMyXoJau
KapIuUUHOU

Kuiika

Ta6a. 9.9. IlatoreHe3 OTAENbHBIX KJIMHUYECKUX MPOSBIECHUNW KapUUMHOUIHOTO

CUHOApOMa

ITpoaykT onmyxoJieBoii

CuMnTomMbl
CeKpenun

Huapes, cxBaTKooOpa3Hble 00JU B XUBOTE, TOUI-
CepOoTOHUH, HOTa, pBOTAa.
OpalUKUHUH, PacnpoctpaHeHHblit Gdubpo3 (9HAOKAPA, OpBI-
TaxXUKWHUHBI Xelika, peTpolepUTOHealbHasl KJeT4YaTKa).

BpOHXOKOHCTPUKIIUS
lucramuH,

[MpunauBel, TaXxuKapaAMsi, TUMNOTEH3USI, CUMIATO-
KaTeXOJaMWHBI,

npocrarjiaHaIUHbL

alp€HajioBasd CHUMIITOMATHUKa
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PasBepHyTass cuMnTOMaTUKa KapUMHOUIHOIO CUMHApPOMAa MPU KUIIEYHOM
KapUMHOUIE COOTBETCTBYET MO3AHEH CTAAUM OMYXOJEBOTO Mpolecca U Me-
TacTaTUYeCKOMY nMopaxeHHIo nmeyeHu. [lepBuyHass onyxodb, KakK NpaBUJIoO,
uMeeT HeOOJNbIIME pa3Mepbl, M CEKpeTHUpyeMble €0 MPONYKTH, momangas
B MeYeHb, MOJHOCTbI0O NHAKTUBUDPYIOTC. Korma meyeHb mepecTtaeT clnpaB-
JAThCS C MAaCCHUBHOMW omyXxoJeBOW cekpeuueid, ee MNPOAYKTH HaYUMHAIOT
NOCTYyNaTh B CUCTEMHBIId KPOBOTOK, U TOJBKO TOTrAa MOSIBIASETCS CUMITO-
MaTHKa KAapUUHOMAHOTO CHMHIApPOoMa. TOYHO Tak Xe, MEXaHUUYECKH, O00B-
SICHSIeTCSI NMPEeUMMYIEeCTBEHHOEe MOopaXeHWe MPM KMIIEeYHOM KapLUHOHAE
9HAOKapaa MpaBBIX OTAENOB cepalla, Kylia KPOBb M3 MOPAaXEHHOUN MEeYeHU
nocTynaeT Mo HUXHel mojoil BeHe. OTiIMYMEe BHEKMIIEYHOTO KapLUHO-
una OoT KUIMEYHBIX GOpM 3aKialoyaeTcss B TOM, YTO MPOAYKTHI OMyXOJeBOU
CeKpeUMM NomamgaloT HENOCPEACTBEHHO B CUCTEMHBII KPOBOTOK, a He
B MOpPTalbHyl cuctemy. TakuM oO6pa3oM, B 3TUX cliydyassX CUMITOMAaTHKa
KapUMHOUIHOIO CHUHIAPOMAa MOXET pa3BUBAThCS €llle HAa PAaHHUX CTaAaAUAX
OMyXOJEeBOTO Mpolecca, KOTjAa pagukailbHas OoNMepamnus ele BO3MOXHA.

DNuaeMuoaorus
YacTtoTa HOBBIX CIyYyaeB KapUMHOUAHBIX onyxoJyieit coctaBaser 1 Ha 100000
Brog. CpenHuil Bo3pacT MaHUu(pecTallMU KapUMHOUIOB TOHKOWH KHUUIIKHU
cocraBiuseT 50—60 meT; BcTpevyaeTcs
C ONMHAKOBOW YacTOTOW y MYXUYWUH
U KEeHUVH.

Kaununueckue npoaABJ€HUA

+ Jwuapes, 6onu B XUBOTE,
OTpBIXKA.
+ Ipunussl, TeneaHTUIKTA3UA,

uuaHo3. I[IpuauBsel MOTYT OBITH
CIIPOBOIMPOBAHEBI dbusunuec-
KoM Harpys3koi, aJlKorojgeM
MU TaKMMU TPOAYKTaMHU, Kak
ChIp, KOMYeHOCTh, Kode. OHHU
MOTYT TOBTOPSIThCS B TEYEHUE
IHS, AASTCS OOBIYHO HECKOJbKO
MMHYT, CONPOBOXOIAasiChb CHUIb-

HOW TOTAMBOCThIO. [lammeHTH
XaJlyloTcsd NpU 3TOM Ha yyBcTBO Puc. 9.4. M3MmeHeHue uBeTa Jula
Xapa, cepaueOueHMe U IPOXb. TalUeHTa BO BpPeMs MPUJIUBOB MNpU
Y HEKOTOPBIX MOXET OBITh CHJIb- KapUUHOUIHOM CUHIpPOME
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HOe cle30- U clloHoTeueHue. Ha sToM (oHe Moryr HabGimomaTbecs
BbIpaXeHHas apTepualbHass TUNOTEH3MUs, 3aTPpydHEHUE JOBIXaHUS,
nuapes. Koxa numa W BepXHeil MOJOBMHB TYJOBHUIIA TMOCTEMEHHO
npuobpeTaeT CTOUKUU KPacCHO-CHUHIOWHBIA OTTEHOK, MOSBISIIOTCS
TeneaHrusktazum (puc. 9.4). I[lpm KxapumHOUIE XeJlyakKa W OpPOHXOB
MPUIUBBl MPENCTABAAIOT coO0i SIPKO-KpacHble MATHA Ha JULE U Bep-
XHEW MOJTOBUHE TYJOBUILA C YETKOW TpaHUILEH.

» bponxocmasm (10-15 %), nucnHO3, TeHepaJM30BAaHHBII 3.

+ @ubpo3 cepAeuYHBIX KiamaHoB (/3 MalMEHTOB) C pa3BUTHEM TMPaBoO-
XeJYyIOYKOBOW HEAOCTATOYHOCTHU, PEAKO — OpPBIXKEEYHBIM HpeTporme-
puTOoHeanbHblit GUOPO3 (C SIBIEHUSAMU KHUIIEYHOU HENPOXOIUMOCTH
1 OOCTPYKIIMU MOYETOYHHMKOB).

* Poct u merTacTazupoBaHUEe ONyxodu (KHUIIEYHasi HENPOXOAUMOCTD,
MexXxaHuUYecKas XeJTyxa u Imp.).

JInarHocTuka

1. OCHOBHBIM MapKepoM KapUMHOMIHBIX OMyXoJied sBAsieTcs MeTabo-
nut cepoToH muHa — 5-TUVYK, onpenensemas B cyTouHoil moue. Pemamomum
BAMArHOCTUKE OPOHXMANIBHOTO M XEJIYIOYHOTO0 KapUMHOUIA SBISETCS
ompenesieHNEe B MOYe CEPOTOHMHA U THUCTaMUHA.

2. Tonuvyeckass fuarHocTuka omnyxonu (cm. m. 9.2). Beicokoit uHpop-
MAaTUBHOCTHIO MPHM KAaPUUHOUAHBIX OMNYyXOJNsAX obOiagaeT CUUHTUTpadus
COMAaTOCTATUHOBBIX pPELENTOPOB.

JduddepeHnuaibHas AMATHOCTHKA

1. Kiunuueckue CUHOAPOMBI, CONMPOBOXAAKIINUECA NMpPpUIUBaAMU (HOCT—
MeHOMay3aJlbHbIA CHHAPOM, UUDPPO3 MEYEHU, UAUOTATAUYECKME MPUITUBHI).

2. HpI/I HaJUYKUU B KIMHUYECKOM KapTUHC BBIPAaXCHHOI0O CUMIIATO-
aZpeHaNTo0BOTO KOMIMOHEHTa HeobOxonuM nuddbepeHUMaNIbHB OUAaTHO3
¢ GeoOXpOMOIIUTOMOI.

3. MeracTa3sl B MEYEHDb onmyxomau HEM3BECTHOM ]TCpBI/I‘IHOﬁ JOKaIun-
3aluu.

Jleuyenue

* OmnepaTuBHOE BMENIATEIbCTBO MOXET MMETh CMBICI maXe B TOM clydae,
€CNIU BBISABISIIOTCS OTHaJleHHble, OCOOEHHO COJUTApHBIE, MEIJIECHHO
pacTymue MeTacTa3sbl.

+ XeMo05MO0o0nM3aUMs U alKOTOJbHAsE abNAI U MEYEHOYHBIX METACTa30B.

* AHTUTpoiudbepaTuBHAsS U CUMITOMAaTMYecKas Tepamus: Tpemapar
BoiOOopa — okTpeoTtua. Kpome toro, apdbeKTUBHB mpenapaThl a-UHTEp-
depoHa, MONUXMMHUOTEepanusi (CTPEeNMTO30TONMH, S-bTOopypaumuyg uam-
pUAMUILIUH).
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[Iporuos

3710KaYeCTBEHHOCTh KAapPIMHOMAHBIX OINYXOJield CUJIBHO BapbUpyeT —
S-JeTHSIT BHIXUBAEeMOCTh cocTaBasieT okoyso 50 %. OnmucaHBl clydyad MOJI-
HUEHOCHOTO TEYeHHUs, HO 4Yalle MPONOJNXKUTEIbHOCTh XM3HU MAIMEHTOB
nmaxe ¢ pacmpoOCTpaHEeHHBIM MeTacTaTUYECKMM TIPOIECCOM COCTaBJsEeT
6onee 5 nmeT (omuUcaHBl ciaydyau BbIXMBaHUS no 20 JeT ¥ MHOTO cJiy4yaeB 10
10 nmeT) ¥ MOXeT 3HAYUTEJbHO MPONJUTHCI Ha poHE COBpeMEHHON aHTU-
nponudepaTuBHOU Tepanuu. HaubGonee 6raronpusiTeH MPpOTHO3 NMPU Kap-
IIMHOUE YepBeOOPa3HOro OTPOCTKA, HAUXYAUIMU — TNpPU OPOHXUANIBHOM
KapIUHOUIE.



Nhasa 10
MOJIMOHAOOKPUHOMATUU

CoueTaHMe HECKOJbKUX 3HAOKPUHHBIX 3a00JeBaHUN BCcTpevyaeTcs AOCTa-
TOYHO yacTto. Tak, mMpu akpomMerajiuu 4acTo pa3BUBaKWTCs HOBooOpa3zoBa-
HUs LWMTOBUIHON Xene3bl, npu cuHapome KymuHra — caxapHblii nuaber.
3aboseBaHUSI cpa3y HECKOJbKMX DHIOKPHMHHBIX XeJe3 BCTPEyaloTCs MpPHU
MHOTUX HacleJCTBEHHBIX CUMHAPOMAax: cuMHApPpOM TepHepa (rMNOTOHAaAM3M,
caxapHblii auaber, ayTOMMMYHHBIU Tupeouaut), KnaitHdenrepa (rumno-
roHajau3M, caxapHblii nuabet), JayHa (rumoroHaau3M, caxapHblii nguaber,
AYTOMMMYHHBIN Tupeounut). K kjaccuuyeckuM U Haubosiee TUNMUYHBIM
NOJMUOHAOKPUHOMATUSAM OTHOCSIT ayTOMMMYHHBIE TMOJHUTIAHLYJISIPHBIE
CUHIPOMBl U CHHAPOMBl MHOXECTBEHHBIX SHJAOKPUHHBIX HEONTA3UIl.

10.1. AYTOMMMYHHbIE NOJINT NTAHAOYJTAPHbIE
CNMHAOPOMBDbI

AyTOMMMYHHBIe TOoAUTrIaHAyasIpHbie cuHApOMB (AIIC) — 3To mepBUYHOE
ayTOMMMYHHOE MopaxXeHue ABYX U Oosee nmepudepuyecKrUX dHIOKPUHHBIX
Xeje3, MPUBOsIIee K UX HEAOCTATOYHOCTH, YAaCTO codyeTalomeecs C pas-
JUYHBIMU OpraHocneuudUUEecCKMMU HEIHAOKPUHHBIMU 3a00J€BaAHUSIMHU
AaYyTOUMMYHHOTO TeHe3a. Ha OoCHOBaHUU KIMHUYECKUX U UMMYHOTEHETH -
YECKUX OCOOEHHOCTEW BBIACJIIT ayTOMMMYHHBIM TOJUTIAHAYASPHBII
cunapoM I Tuna (AIIC-1) ¥ ayTOUMMYHHBI Y MONUTAAHAYJASIPHBI CUHAPOM
2 Tuna (AIIC-2) (ta6bxa. 10.1 u 10.2).

Ta6n. 10.1. AyTOUMMYHHBIE TOJTUTIAHAYISIPHBIE CUHAPOMBI

AIIC-1 AIIC-2
OCHOBHbIE€ KOMIIOHEHTBI % OCHOBHbIE€ KOMIIOHEHTbI %
lTunonapatupeo3s 76-96 bone3snr Annucona 80-100
Bone3nr AnaucoHa 72-100 CaxapHblii nuabet 1 Tuna 35-52
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Oxkonuanue maéba. 10.1

[MepBUYHBI
TMMOTOHAIU3M

26-45 Butunuro 5-50

I[MepBUUHBI

Anoneuus 30 FHITOTFOHAH3M 3,5-16
Manbabcopbuus 23 [lepHuLMO3Has aHEMU S 16
[MepHuMo3Hast aHeM U 14

AYTOMMMYHHBIl TenmaTuT 12

AYTOUMMYHHBI THPEOU- 10

nut unu 6one3Hnp I'peiiBca

Butunuro 4

CaxapHblii fuaber 1 Tuna 2-5

10.1.1. AyTOMMYHHbIN NONUrAaHAyNapHbIi cnuHgpom 1 Tuna

AymoummynHslli  noaueaandyaapuuiii  cunopom  I-eo muna (AIIC-1, kaHaunpo-
NONUIHAOKPUHHBU cuHapom, APECED — autoimmune polyendocrinopathy,
candidiasis, ectodermal-dystrophy\ MEDAC — multiple endocrine deficiency
autoimmune candidiasis) — penkoe 3abojeBaHue, AJS KOTOPOTO XapakKTepHa

Kjaccuueckasi Tpuaga, omnucaHHass Jx. YalTKepoM: CIHU3UCTO-KOXHBIMI
KaHAUO03, runomaparmpeos3, NepBuyYHasd XpOHUUYECKad HAaAMOYCYHUKOBaAdA
HeJaoCTaTOYHOCTh (6oyse3Hb Anaucona) (ta6xa. 10.3). Kmaccuueckoil Tpua-
g€ MOTIYT CONNYTCTBOBATb ﬂCpBl/l‘{HblVI rmnmoroHagnM3M, 3HAYUTCIBbHO pPECXE

NEePpBUYHBIM rUNOTUPEO3, caxapHblili fuabdetr 1 tuna (taba. 10.1 u 10.2).

DTHONOTHSA

AIIC-1 sBnsieTcsl MOHOTEHHBIM ayTOCOMHO-PEIECCUBHBIM 3a00JeBaHUEM.
leH, pa3juMyHbBIe MYTallUM B KOTOPOM mnpuBondt passurtuio AIIC-1, pac-
MoJIoOXeH Ha xpoMocome 21 (21g22.3). DTOT reH, MOJYYMBIIMK Ha3BaHUE
AIRE (autoimmune regulator— ayTOUMMYHHBIU peryasitop), KOIMUpPYET
6enok AIRE, kxoropbiii, HauboJiee BepOSTHO, SBISIETCS pPETryJsiTOPOM
TPAHCKPUMILHUMU.

ITaTtorenes

B ocHoBe maroreHe3a JeXUT ayTOMMMYHHAas NECTPYKIUS DHIOKPUHHBIX
xene3. IIpu ATIC-1 ¢ BBICOKOW 4YacCTOTOW OMNpenenasiloTcss aHTUTeNa K dep-
MEHTaM HaJANO4YeYHUKOBOTro crtepouaporecHeza P450scc (20,22-mecmonasa),
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P450c17 (17a-rugpokcunaza) uP450c21 (2la-ruagpokcuiasza), aHTUTeJa

NMPOTUB TMaHKpeaTuyeckKux (3-kjgeTokK (K riayramaTtauumpaekapbokcuiiase

u L-aMmuHoauuanekapbokcuigaze) U IPYruX MOpaXXeHHBIX TKaHEH.

Ta6n. 10.2. CpaBHUTeNbHAs] XapaKTePUCTUKA ayTOMMMYHHBIX MOJUTIAHIYISP-
HBIX CUHIPOMOB

AIIC-1 AIIC-2
MoHoOTeHHOe, ayTOCOMHO-PELEeCCUB- 3abosieBaHUE C HACIEICTBEHHOM
Hoe 3a00JieBaHME C MOJHOI MpeapacnoyoXeHHOCTHIO
MEeHETPAHTHOCTHIO (TOJIUTEHHOE)

IMpu cemeitubIix dopmax npossasercs | [Ipu cemeitHbIx hoOpMax MOXET MPOSIB-
y cubcoB JSITBCSI B HECKOJIBKHUX MOKOJIEHUIX

Myrtauus reHa AIRE Ha 21q22.3
XpOMOCOMeE; OTCYTCTBHE acCOUMaIUK
c HLA

Acconuanus ¢ HLA -BS, -Dw3, -Dr3,
-Dr4

[Muk manudecranuum 12 ner Muk manudectauuu 30 aet

T'unmonapatupeos, CIU3UCTO-KOXHBI I
KaHIMO03, ayTOUMMYHHBII TemaTur,
ManbabcopOIMsl; PeaIKOCTh ayTOUM-
MYHHBIX 3a00JieBaHUN UIUTOBUAHOU

VYkazaHnHble 3a00JeBaHUS
He HaOiopaTcs

KeJIe3bl
CaxapHblii nuabetr 1 Tuma — 2-5 % CaxapHblit nuabet 1 Tuma — 52 %
MyX4YuHB — XEHIIUHB = 14 1 MyX4yuHbl — XeHWHUHB =1 10
DNuAeMuO0J0THA

ATIC-1, sBasisich Ka3yMCTUYECKHU PEOKO# MaToNOTMel, yalle BCTpedaeTcs
B GUHCKON mONMmyasiiuu, Cpein MPAaHCKHUX €BPEEB M CapAMHIEB, YTO, BEPO-
SITHO, CBSI3aHO C AJUTEIbHOW TEHETUYECKON HM30JMUPOBAHHOCTHIO DTHUX
HaponoB. YacTtoTa HOBBIX ciydyaeB B DuHIaHAUM cocTaBasgeT | Ha 25000
HaceJleHUs .

KianHuyeckue nposiBJeHus

ATIC-1 peGooTupyeT B IETCKOM BO3pacTe, HECKOJbKO 4Yalle BCTpevyaeTcs
Yy MYXYUH. B OONBIMIMHCTBE CclyyaeB €TO0 MEPBBIM NPOSABICHUEM SIBISICTCS
CIU3UCTO-KOXHBIN KaHAMOO3, pa3BUBalomuiicsa B mepsbie 10 ner Xu3HwU,
Mpu 3TOM HabironaeTcss MOpaXeHUe CIM3UCTBIX 000J0OYEK MOJOCTH pTa,
TeHUTalui, a TakKXe KOXM, HOTTEBHIX BaJluKOB, HorTeil. Ha doHe cnusuc-

TO-KOXHOIro KaHAaumgo3a y60JTLLHVIHCTBa NagUuEHTOB pa3BUBACTCd THUIIO-
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napatupeo3 (cMm. mn. 8.5). B cpemHeM uepe3 2 roja mocje Hayajlla TUMNO-
mapatupeo3a pa3BHUBaeTCs MNEepPBUYHAS XPOHHUUYECKas] HAANOYEYHHKOBAS
HEeAOCTATOYHOCTh (cM. M. 4.5), kKoTopass OOBIYHO NPOTEKAaeT BJIATEHTHOU
dopme, 6e3 BIpaXeHHON TMNEPNUTMEHTALI MU KOXM U CAU3UCTHIX. Y 10-20
% xenmwuH c AIIC-1 BcTpevyaeTcss MepBUYHBIH FMIOTOHAAMU3M, Pa3BUBAIO-
WUUCS B pe3yjJbTaTe ayTOMMMYHHOUN HECTPYKUMU SMYHUKOB (AyTOMMMYH-
Hblii 00(hOpPHUT); KIMHUYECKU OH MPOSIBISECTCS MEPBUYHOU MJIM BTOPUUHOIM
ameHopeeil. Hepenko Ha mepBbIi MJaH B KIMHUYECKON KapTUHE BBIXOISIT
AYyTOUMMYHHBIE HEOHIOKPUHHBIE 3a00JeBaHUs (AyTOMMMYHHBIM TemaTUT
C MCXOIOM B IIUPPO3 MEYEHHU).

JAuarHocTuKa
+ XapakTepHOe COUYETaHME HECKOJbKUX YHIOKPHUHHBIX 3a00JeBaHUN.
* TIlpu ycraHoBieHHOM nuarHode AIIC-1 — mepuoauueckoe obcieno-

BaHME MalMEHTOB C LEeJbI0 PAHHETO BBISIBJIEHUS APYTMX KOMIOHEH-

TOB CMHApOMaA (FI/I]'[OFOHaZlI/I3M, CaXaprIﬁ nuabdeTr u T.Z[).

HAudpdepenuualbHass JUATHOCTHKA
N3onupoBaHHBIE cHnopaguvyeckue IHAOKPUHOMATUN, SBASOIIUECS KOM-

ITIOHEHTaAaMM CHUHApPpOMA.

Jleuenue

3aMecTUTedbHAsl Tepamnus HEIOCTATOYHOCTU HECKOJbKMX OHIOKDPUHHBIX
xene3. [Ipu HazHaYeHUU 3aMECTUTEIbHONW TEpPanmuUU TJIIOKOKOPTUKOUIAMMU
clielyeT UMEThb B BUIY, YTO IMEpPeIO3UPOBKA MOXKET CTOCOOCTBOBATH AEKOM-

nNeéHcCcaluMuy runomaparupeo3a M COIpoOBOUMPOBAaTh THNMMOKAJbBIUEMMUIO.

IIporuos

OHDC,E[CJTHCTCH COY€TaHUEM AYTOUMMYHHDBIX 3ab00JieBaHMU it Y OTACIBbHBIX
NTAaMMEHTOB.

10.1.2. AYTOUMMYHHbI MONNMAAHAYNAAPHbLIA CUHAPOM 2 Tuna

AIIC-2 o6o03HavyawTCd pa3JU4YHbIe BapUaHThl COYETAHUU aAyTOMMMYHHOI
MaToJOTUU HaAMNOYEUYHUKOB (00se3Hb ANAMCOHA), WUTOBUIHON Xejae3bl
(ayrouMMyHHbI1 Tupeounutr (AUT) unu Gones3Hp [peiiBca) u caxapHoOro
nuabera 1 tuna (CA-1) (ta6a. 10.1. u 10.2). Kpome Toro, uM MOTYT CONyTC-
TBOBAaThb JPYrue ayTOMMMYHHBIE OSHAOKPUHHBIE (00(DOPUT) U HEIHIOK-
pPUHHBIE (BUTUJUTO, MEepPHUUMUO3HAS aHeMus) 3aboseBaHusi. HaubGouee
TUNUYHBIMU U YacTbiMU BapuaHtamu AIIC-2 gensatorcga cunapom IImuara
(coyeTaHUe MEPBUYHOrO TMMNOKOPTUUM3IMA U rUnotupeosa B ucxone AUT)
u cuaapom Kapnenrepa (coueranue CA-1uANUT).
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DTHONOTHS

B HacTosimee BpeMs AOCTOBEPHBIX MAHHBIX O KAKUX-JIMOO MMMYHOTEHE-
THUYECKHUX, CEPOJIOTUYECKUX U MOPGHOTOTUYECKHUX PAZTUYMAX MEXAY ayTo-
MMMYHHBIMU SHIOKPHUHOMATUSIMU B M30JUpOBaHHOU dopme uTemMu Xe
3aboneBaHusiMU B pamkax AITC-2 He moayyeHo. MHorue u3 3abojleBaHUM,
BcTpevyassch B pamkax AIIC-2, accouumupoBaHbl craniaotunamMmu HLA-BS,
-R3, -DR4, -DRS5. Yame AIIC-2 BcTpevaeTcsd cmnopaaguM4ecKHu, OOHAaKO
OMKMCAaHO HEMaJio cly4yaeB ceMelHBIX GopM, nmpu KoTtopbeix AITC-2 pa3Bui-
CSl y pa3HBIX YJIEHOB CEMbM B HECKOJbKMX MOKOJNeHUSAX. [Ipu 3TOM MOXeET
HabioaaThCsl pa3Hoe coyeTaHUe 3ab0ONeBaHUI, BCTPEeUYAOIMIMXCSA B paMKax
ATIC-2, y pa3HBIX UJIEHOB CEMbH.

ITaTorenes
AyTOI/IMMyHHaH AJECTPYKIUA HECKOJbBKHMX OHOOKPHUHHBIX XE€JI€3 C pa3dBUu-
TUEM UX HEOAOCTATOYHOCTHU.

DnuaeMuoaorusa

ATIC-2 npuMepHO B 8 pa3 yalle BCTpeyaeTCsd Y XKEHIUIUMH, MAHUGECTUPYET
B cpeanHeM B Bo3dpacTe Mexay 20 m 50 rogpaMu, mpu 3TOM MHTEpBal MeEXIy
KIMHUYECKUM AeGITOM €ro OTAEIbHBIX KOMIOHEHTOB MOXET COCTAaBHUThH
6onee 20 mer (B cpeannem 7 mer). Y 40—50 % GOJABHBIX C UCXOMAHO H30JU-
POBaHHBIM MEPBUYHBIM TUNOKOPTUIIM3MOM (cM. m. 4.5) paHO UJAU MO3AHO
pa3BUBaeTCs Apyras ayTOMMMYHHAass 3HOOKPUHOMATHS.

Knuanueckue NpoOsABJICHHUSA
CovyeTaHWe KIMHUYECKUX HDOHBHCHVIVI HECKOJBKNX SHIAOKPUWHHDBIX 3a60-

JeBaHUM.

JImarHocTukKa

* IlpuHUMOB HEe OTIUYAKTCS OT AUATHOCTUKM HU30TMPOBAHHBIX
SHIOKPHUHOMATHIA.

+ Ilepuomumueckoe oOciefOBaHUE TMAMEHTOB C ayTOMMMYHHBIMHU
SHAIOKPUHOMATUSIMKU Ha TNpeaAMeT pa3BUTUS apyroro 3aboneBa-
Husgs — komnoHeHTa AIIC-2 (onpenenenue ypoBHs TTI c¢ menbio
paHHEeW NUATHOCTUKU TumoTupeosa y mauueHtoB ¢ CJ-1 u Gones-
HbIO AJaucoHa).

JuddepeHunaibHas THATHOCTHUKA

1. M3onupoBaHHBIE ayTOMMMYHHBIE SHIOKPMHOMATHIA.

2. TunuuyHOU OWMOKOI SIBASIETCS MHTEpPHNpeTaLusi yMEPEHHOTO MOBBILIE-
Husg ypoBHs TTI B dase mekomMmeHcalMuM HaAMNOYEYHUKOBOW Hemocra-
TOYHOCTHU KaK MPOSBICHUS MEPBUYHOTO TUNMOTUpPeo3a. TecT HEOOXOOAUMO
MOBTOPUTH IMOCJE NOCTUXEHUS KOMIEHCALMMW HAaLMOYEYHUKOBON Hemo-

CTAaTOYHOCTH.
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3. [lpu TIXeIOM TUPEOTOKCUKO3e NMpU 6ose3Hu [peliBcay mammeHTa MOTYT
ObITh SIBJEHUS OTHOCUTEJIbHON HAaAMOYEUYHUKOBOW HEOOCTATOUHOCTH (JIer-
Kas THUNEePNUTMeHTAalusi, TUNOTOHUS U T.I.), KOTOPYI0O Heobxonumo aud-
dbepeHUMpPOBAaTh OT UCTUHHOUN (npob6a ¢ ~ AKTI).

JleueHune
KOM6I/IHI/lpOBaHHaﬂ 3aMECCTUTCIbHAA TEpanugd HEAOCTATOYHOCTU HECKOJIb-
KX SHOOKPHWHHBIX XC€JIC3.

IIporuo3

OHpeL[CJ'IHCTCH COY€TaHUEM AYTOUMMYHHBIX 3aboJieBaHUN Y OTOACIBbHBIX
MAaMUEHTOB.

10.2. CMHOPOMblI MHOXECTBEHHbIX
AHOOKPUHHbIX HEOMJIASUNW
CuHnopomsl MHOJMCECMBEHHbIX IHOOKpUHHbIX Heonaaszuii (MO®H) — rpynna ayro-
COMHO-AOMMHAHTHO HacleIyeMblX CHUHHIPOMOB, XapaKTepU3YIOUIMXCS

YCTOHUYUBBIM COYETAaHUEM pa3BUTHUS ONYyXOJeill Xele3 BHYTPEHHEH cekpe-
MU, UMEIOUIUX ONMHAKOBOEe 9MOpUOHANbHOE TTpoucxoxaenue (tabda. 10.3).

Ta6n. 10.3. CuHAPOMBI MHOXECTBEHHBIX SHIOKPUHHBIX HEOTMTa3ui

MDH-2
MDBDH-1
(cuunpom Bepmepa) MOBH-2A MDH-2B
(cungpom Cumia) (cunapom I'opauna)
Onyxonu u/uiu MenynnspHblii pak MenynnsipHblii pak
TUTIePIIa3usl Mapaniu- IMUTOBUAHOM KeJe3bl HIMTOBUJIHON XeJe3bl
TOBUIHBIX XEJIE3
OCTpPOBKOBO-KJIETOY - deoxpoMoUTOMA deoxpoMoLIUTOMA
Hble OnyxoJin (MHCY-
JMHOMAa, TacTpuHOMA,
rIloKaroHomMa 4 zp.)
Onyxonu runodusa T'unepnapaTtupeos lunepnapaTtupeo3s
(nmpoJakTUHOMA,
HeBpUHOMBI CIM3UCTHIX
COMATOTPONIMHOMA)
ob6osiouek, mapdaHo-
mono6Hass BHEUIHOCTD,
HelipomaTuu
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10.2.1. CHOPOM MHOXECTBEHHbIX 3HOOKPUHHbIX
Heonnasum 1-ro tnna

MDH-1 (cundpom Bepmepa) — ayTOCOMHO-IOMMHAHTHO HacjieiyeMoe coue-
TaHWe OMNyXOoJeW W/WUJIM TUNEepNIa3uud MapaniMTOBUIHBIX XeJe3 COCT-
POBKOBO-KJETOYHBIMM ONYyXOoJasiMu (MHCYJIMHOMA, TacTpUHOMA WU Op.)
U aneHomaMu runodusa (rabn. 10.4). HaGop KOMIOHEHTOB CHHIpOMAa
BapbUpyeT HE TOJbKO MEXIAYy CEMbSIMM, HO U BHYTPHU OJHOW CeMbH,
HECKOJbKO YJIEHOB KOTOpPOi uMelwT cuHapoM MOH-1. B GosblIMHCTBE
cliyyaeB BCTpevyaeTcssi cCo4YeTaHMe JBYX OHIOKPHUHHBIX omnyxoseit. Ha
MOMEHT MOCTAaHOBKHU JAMarHo3a Bce 3 koMnoHeHta MODH-1 umeloT mecTo

TOJbBKO B TPETHU CJiyuyacB

Ta6a. 10.4. Cunapom MOH-1

AyTOCOMHO-IOMMHAHTHOE HAaCjleI0BaHUE WHAKTH-
BallMM TreHa, MOJaBJSIONIET0 POCT OMyXoJell, JloKa-
JIM30BaHHOTO Ha XxpoMocoMe 11 (peruon 1lql3)

DTHOJOTUS
M MmaToreHes

PacnpocrpaneHHocTh 1—10 ciyyaeB Ha 100 Thicsiy

OnuaeMuoaorus

HaceJleHUus

[MepBuunblil Tuniepnapatupeos (97 %), OCTPOBKOBO-
OCHOBHBIE KJIMHU- KJieTouHble omyxouu (80 %) (racTpuHOMa, MHCYJIH-
YeCKHME MPOSIBICHMUS HOMa M ap.) onyxouu ageHorunodusa (54 %)

(mpojakTUHOMA, COMATOTPOMMHOMA U Jp.)

JmarHoCcTUKa CIIOpPagu4YeCKUX ONyXoJyel, ceMeiHbI i
JduarHocTuka CKPUHMHT (ypOBEHb KalbliMsl, racTpUHA,
NnpoJiakTUHA, TOPMOHA POCTa, TJIUKEMUHU)

OubdeperHuuanbHas "
Kak aist cnmopaguueckKux OmyxoJieid
OIVarHOCTUKA
Jleuenue Kax nnsi cmopaguyeckux omyxoJieit
OmnpepensieTcsi CoOueTaHUEM OTyXOJeil y OTAeIbHBIX
I[IporHo3s

IagueHTOB

DTHOJOTHSA U MATOTEeHE3

MHakTuBaumum reHa, NOAABISAIOLMIETO POCT OMyXoJeil, JOKaJlM30BAHHOTO
Ha xpomocome 11 (peruon 1lql3). Pa3zButue onyxolu NPOUCXOAUT MpPU
MHAKTUBaUMU OOOMX aljesieili MHaKTUBUpYlOILero reHa. [loTepu rerte-
pPO3UTOTHOCTU peruoHa llql3 Oblim oOHapyXeHB B MOAABAAIOIIEM 0OJb-



10.2.CrHAPOMbBIMHOXECTBEHHbIX3HAOOKPUHHbIX HEOMNA3ni 403

IIMHCTBE CEMEWHBIX CAyyaeB, a TaKXe MPU CNOpPagUUYECKU BCTpevyalolleM-
csa cuHapome MOH-1.

DHNUIAEMHOJIOTHA

SABnasercs peAKOW 3HIOKPUHHONW MaTOJOTHEN: pacnpocTpaHeHHOCTh 1—10
cayyaeB Ha 100 Thicd4 HaceleHUS.

Knaunuyeckue mnposABIEHUS

1.IlepBuunslii runepnapatupeos (97 %) (cm. . 8.3) npu MO H no cBoum
NMpPpOSIBIEHUSIM He OTJUYaeTcs OT crnopamumuyeckux dopm (cm. m. 8.3).
OCcoOEHHOCTHIO SIBISETCS BBICOKAs YacTOTa PEUMAMBOB MOCJe CYyOTOTalb-
HOU mapaTupeoundKToMuu. OOHapyXkeHUEe TUMEPIJIAa3WMU YETBIpEeX Mapa-
IMUTOBUIHBIX XeJie3 SBIAsSeTCS MOBOJOM IJsI IleJieHalpaBJIeHHOTO MOUCKa
MB®H-1 u MDH-2. Ha nonio MBO®H mnpuxomutrca 10-15 % Bcex ciyuaeB
MEepBUYHOTO THUINepmapaTupeosa.

2. OcTpoBKOBO-KJeTOUYHbIe omyxoam (80 %) (cMm. 1. 9); wamie Bcero
BHISIBIASIOTCA TracTpuHoMbl (25—60 % Bcex racTpuHOM OOHaApyXHUBaeTCs
npu MOH-1) u uHcyiuHOMBI. 3HaUuTeNbHO pexe BcTpevawoTcss BUITombl,
TTIOKATOHOMBl ¥ PYHKIMOHATBbHO HEaKTUBHBICE DHIAOKPHUHHBIE OMYXOJU
UJIU KapIUHOUIH.

3. Onyxouau anenornnodu3sa (54 %) (cMm. 171. 2) OOHaApPpYXKMBAKOTCSA y IO-
JOBUHB MallMeHTOB. HaubGonee yacTto BcTpevyaroTcsl MPOTAaKTUHOMBI, pexe
COMAaTOTPONMMUHOMBl HUJIU TOPMOHAJIbHO-HEAKTUBHBIE OMNYXOJH, KpaliHe
pPeIKO — KOPTUKOTPOTMMHOMBI.

JIlmarHocTukKa

* CTpouTCcs Ha NPUHLUNAX, ONUCAHHBIX A5 CHOpPaAMUYECKUX OINYy-
XO0JNei.

* CeMmeiiHOMY CKpUHUHTY npu MOH-1 (ypoBeHb KanblUus, racTpuHa,
npojlakTUHa, TOPMOHA pocTa, IIMKEMUU) C MHTEpPBAJOM pa3 B 2 rona
MnoajJexaT BCE PONCTBEHHUKHU OOJBHOTO MEPBOW U BTOPOW CTEMEHMU
poacrtsa oT 15 mo 65 mer.

JdAuddepenuuanbHas AIMArTHOCTHKA
CTpOI/ITCH Ha MIpUMHOUIIAaX, ONMUCAaHHBIX OJ4d CIOpagUYCCKUX OHyXOHeVI.

Jleyenue

CTpouTcsd Ha NPUHUMIAX, OMMUCAHHBIX IJsA CINOPaIMYIEeCKUX OMYXOJEil.
I[lpu coueTaHUU rumepmnapatupeosa ¢ TaCTPUHOMON BHavale NOOUBAOTCH
MOJTHOTO TMOJaBJIeHMUS XEIYNOYHOW CceKpeUMu ¢ NOMOUIbI0O OGJIOKAaTOPOB
NPOTOHHOW MOMMNOM, 3aTeM NPOM3BOASAT CYyOTOTAlbHYIO HIU TOTAJbHYIO

nmapaTUpeoOMAdKTOMUIO, IOCJE OSTOro MPOMU3BOAAT ON€palui0O IO IMOBOAY
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racTpuHoMbl. Ilpu couyeTaHUM APYTUX OMYXOJiel BONMPOC O MOCJeqOBaATENb-

HOCTHU Ol'leaL[I/Iﬁ pemraeTcd MHOUBUAYAJIBHO.

IIporuos
Onpenensiercss Habopom

OHyXOJIeP’I Y OTACIBbHBIX MAaLlUECHTOB.

10.2.2. CHOPOM MHOXECTBEHHbIX 9HAOKPUHHbIX

Heoniasnm 2-ro Tuna

MODH-2A (cundpom Cunnaa)

— AQYTOCOMHO-JIOMMHAHTHO HacJe€AyEcMO€ COoYec-

TaHUEC MEAYINIAPHOTIO pakKa IIUTOBUIHOW Xeae3bl, CI_)GOXpOMOL[I/ITOMbI n ru-

nepnapatupeosa. Ilpu cuHapomMe MOH-2B K ykKa3aHHBIM KOMIOHEHTaM

nobaBiasoTCs HEBPUHOMBI CIU3UCTHBIX O60J'IO‘{GK, nmaTojJorud MBIIOI MU CKE-

neta (MapdaHomonoOHas

BHEIIHOCTb) U Hellponmatuu (rtada. 10.5).

Ta6n. 10.5. Cunapom MOH-2

DTuoaorusa
M MaToreHes3

AyTOCOMHO-IOMHMHAHTHOE HaCjJIedOBaHWE MYTAlHUU
RET-nportooHnkorena Ha xpomocome 10pll1.2

DNUAEeMUOIOTUS

PacnpoctpanenHocTh 1 — 10 ciyuaeB Ha 100 Thicsau
HaceJleHUst

OCHOBHBIE KJIUHU-
YyeCKHUe MPOSIBIEHMSI

MenyJuisspHblii pak LIMTOBUIHON Xeye3bl, hpeoxpo-
MouuToma, runeprnapatupeos. [Ipu MOH-2B, kpome
TOTO, HEBPUHOMBI CJIMU3UCTBIX 000J0YeK, MapdaHO-
nogoOHasi BHEUIHOCTb

JImarHocTuka

Kak mpu cmopaguveckKux OMyXoJsiX, CeMeUHBIU
U TEHETUYECKUI CKPUHUHT

OuddepeHuunanbHas

Kak npu cnopagvuyeCKUX OMYyXOJIdX

IUarHocTuka
Hauunaercs ¢ ynaieHuss GeoOXpOMOLIMTOMBI;
Jleuenue
B OCTaJbHOM — KakK MpPU CIMNOPaAUYECKUX OMYXOJAX
OnpenensieTcss MeAYJUIAPHBIM pakKoOM IIMTOBUIHOM
I[porHos Xxene3bl 1 GPeoOXpOMOMUTOMON; HAUXYAIIUN TIpU

MO®H-2B

DTHOJOTHS U MATOTEeHE3
PazButue cunagpoma MOH-2 cBg3aHo ¢ myrauusimu RET-nporooHKkoreHa,

KOTOprfI JOKaJInu30BaH

Ha xpomocome 10 (peruon 10pll.2) u koaupyeTt



10.2. CUHAPOMbI MHOXECTBEHHbIX 9HOOKPUHHbLIX HEOMNa3nn 405

MOBEPXHOCTHBIA MEMOpPaHHBI I rIuKonpoTenl> OTHOCHIIUKACSH K CEMEUCTBY
peuentopa TUpPpo3MHKUHAa3bl. MyTtauuu RET-nmpoTooHKOTeHa BBISBJIEHBI
y90% mnauueHTOB ¢ cuHApoMoM MO®H-2. Tun MyTauuu B 3HAUYUMTEJbHOU
CTENMeHU B3aUMOCBSI3aH C pPa3IUYHBIMU BapuaHTaMu ¢beHOTUNA CUHIpPOMA
MBH-2. IIlpu MDH-2A u cemeliHoii opmMe MeoyJNJIIPHOTO pakKa HIUTO-
BugHoi xene3bl (MPII2K) BHIIBASIOTCA MUCCEHC-MYTallUu, MPUBOASALIUE
K 3aMe€He aMUHOKMCIOT B 3K30HaX 3KCTPaLETIOJIPHOTO NIOMEHa KOAUPY-
emoro 6enka. [Ilpu MOBOH-2B nmpakTuuyecku Bcerma BBISIBIASETCS MyTallUs
B 918-M komoHe 16-ro 3k30Ha. Myrtauuu RET-mpoTOOHKOTeHa NMPHUBOAAT
K €ro aKTHUBAalL MU, YTO B CBOIO OvYepeAb OOYCIOBJIMBAET aKTUBAIMIO KJe-
TOYHOTO pOCTa, KOTOpas MOXET 3aKOHYUTHLCH OINYyXoJeBOWH TpaHchopma-
uuen.

DONuIeMUONOTuA
SABnserca penkoil SHAOKPUMHHOM MmaTtojiorueil’ pacnpocTpaHeHHocTh 1—10

cayuyaeB Ha 100 ThicSIY HaceleHMS.

Kanunuueckue NnposABJEHUA

1.MeaynasapHelii pak muToBuaHOM Xkeje3bl (MPII2X) — onyxonp mapa-
boNnATUKYNSIPHBIX KIETOK L[MTOBUIHOMN XeNe3bl, OCHOBHBIM MPOAYKTOM
ceKxpeuuu KOTopoi sBiasiercd KaabuUUTOHMH (m. 3.11). KnuHuueckasg
kaptuHa MPII2X 6eaHa, mu cuMnTomMaTuka Jub60 BOOOLIE OTCYTCTBYET,
nu6o (B Y3 ciaydaeB) B MO3AHUX CTAAUIX NPOSIBASIETCS AuMapeeidl w/Uiu
KAapUUHOUIHBIM cUuHApPpOoMOM (cMm. m. 9.7), mockoabky MPII X ob6nanaet
CIOCOOHOCTHIO K MPOAYKIIMU Ba30aKTUBHBIX MENTUAOB (MpPOCTAaTJaHIM-
Hbl, CEPOTOHUH, ructaMuH). OueHb peako MPII XK npoayuupyer AKTT
¢ pazButueM cuHapoma Kymuura (cm n. 4.4). Yame Bcero aumarHos
MPII X ycranaBiuBaeTcs Npu oOClAeqOBaAaHUM MO MOBOAY Yy3J10BOro 306a
(cm. 1. 3.8).

2. ®eoxpomonuTomMa (cM. 1. 4.8) BBISIBASIETCS Y NOJOBUHBI OOJbHBIX, 4Yalle
yxe mocie MmaHudpectanuu MPIIXK. B TunuyHoMm ciydyae ONMyXoJib IBYC-
topoHHsas (70 %). YacToTa 3KCTpaaApeHaTOBBIX U 310KAUYECTBEHHBIX Bapu-
AHTOB HUXeE, YeM MPU CMOpaAMIeCKUX PEeoXpOMOIUTOMAX.

3. IlepBuuHblii runepnapaTupeo3 (cMm. m. 8.3).

4. llpu cuaagpome MOH-2B, kpoMe Toro, pa3BuBaeTCsl MAaTOJOTUS OMOP-
HO-IBUTaTeJbHOro amnmapata (MapdaHou/IHass BHEIWIHOCTb, HCKPUB-
JeHUs] TMO3BOHOYHMKA M IPYAHOW KJIEeTKe KOHCKass CTOMa, BBIBUXU

roloBOK Oenaep, apaxHODAKTUJIUS), HEBPUHOMBI CIM3MUCTHIX 000J0YeK
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(BUAHB Ha rybax, mekKax, ss3blke, HO MOTYyT nmopaxaTb Becb KKT; npen-
CTaBJIAIT cCOo00i 6eno-po3oBbrie 6e300T€e3HEHHBIEC Y3€JIKU pasMepom 13
MM), YAIMHEHHOE JULUO C YepTaMU MPOTHAaTU3Ma, 3HAUYUTEJIbHOE YTOJ-

meHue ryo.

JImarHocTukKa

1. JuarHocTuKa OTHEJbHBIX KOMNOHEeHTOB MOH-2, kortopasg croutcs
Ha TMpPUHIMIAX, OMUCAHHBIX AJS OTAENbHBIX 3aboneBaHuit (cMm. m. 3.11,
4.8,8.3).

2. CeMeliHBIA CKDUHUHT:

* TEHTAaracTpUHOBBIK TecT (MJIM TEeCT C TIKOHAaTOM Kajabuusa) (ra. 3.11),
omnpeneleHue ypoBHSA MeTaHeDpuHOB (rja. 4.8) M KaJblUsd MPOBOIUTCS
eXerogHO PONCTBEHHMKAM NEepPBOW W BTOPON CTEeNMEHHW PONCTBAa B BO3-
pacTe oT 6 mo 50 xeT;

* TEHETUYECKUN CKPUHUHT C UeJbl0 paHHed aumarHoctuku MPIIXK: ITo
HaJlM4YMI0O UJIU OTCYTCTBHIO MyTaluu RET-NpoTOOHKOTeHa MallWeHThl
Mmoapa3aeNsilioTcss Ha 3 TPYIIBL:

— obHapyxeHue Mytauuum RET-mpoTooHKoTeHa B JIelKOUMTaX MEpU-
dbepuUeCcKOil KpPOBU yKa3blBaeT Ha TO, YTO B AaHHOM ciaydyae M P I XK
HUMeeT MecTo B paMmkax MDH-2 unu sgaBasgercs ceMeiHBIM;

— otcyrcTtBue MyTtauuu RET-nmpoTooHKkoreHa B nmepudpepuyeckux
JTeNKOUMTAX U ee HaJlMiue B CaAMOU OMYyXOJU CBUAETEINLCTBYET O CO-
MaTUYECKOW MyTalu¥u M, TaKUM 0oOpa3zoM, o cmopaauvyeckoir popme
MPII XK;

OTCYTCTBUE MYTallMU B CaMOUW OMYXOJU M JEHKOIUTAX HE MO3BOISIET

cacenaTb HUKAKOTO 3aKJTIOUYCHUA.

PoncTBeHHUKMU OOJBbHBIX 1-i TPpPynmbl MMEWT HAUOOJBIIUNA MOTEHLM-
albHBIU PUCK, U B OTOM CUTYaL UM CTABUTCS BOMPOC O MPOoPUITAKTUUYECKOH
9KCTUPMAUUU WUTOBUIHON Xeae3bl. [IpU OTCYTCTBUM y MAaLlUEHTOB 2-W
TPYNNbBl MPU3HAaKOB $GEOXPOMOLUTOMB W THINlepmapaTupeo3a HeT HE0OXo-
IUMOCTU B 00CIeLOBAaHUU POACTBEHHUKOB. OOciaemoBaHUE POACTBEHHU-

KOB GOJIbHBIX 3-# Tpynmnbl 0053aTeNbHO.

JuddepenuuanbHass TUATHOCTHKA

CTpOI/ITCﬂ Ha MIpUMHOMUIIaX, ONMUCAaHHBIX A4 CIIOpagnudYCCKHUX onyxoneﬁ.

Jleuenue
JleyueHue mnpu CUHIpPOME HadyMHAETCS C yaajJleHUsS (GEoOXPOMOLUTOMBI.
Ilpu nwo6om Bapuante M P Ul 2K obGsiz3aresbHa 3KCTUPHAaUUSI WUTOBUIHON

XE€JIE€3bl C CUCTEMATUYECCKUM YOAJICHUEM 111 € ¥ H bl X J'[I/IMCbaTI/I‘iSCKI/IX y310B
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U KieTyaTku. [lpu panukalibHO NPOBEAEHHOH omepauuMu HEOOXOAUMO
MOXMW3HEHHOEe HabJNIOIeHWEe 3a MAaLMEeHTOM, BKJIOYalollee ONpelesieHHUE
YPOBHSI KaJlbUUTOHWHA U NpOBeJeHME TNEHTAaracTpMHOBOTO TecTa MWJIU
TecTa C TTIOKOHAaTOM KaJlbL M.

[IporHos

[IporHo3 mnpu cuHapomMe MOH-2 3HaYUTENbHO XyXe, Ye€M TNPU APYTrux
BapuaHTax MOH, nockoilbKy OH omnpenensercsds TakKMuMu 3aboeBaHUS-
MU, KaK MENYJNJASIPpHBIU pak LWUTOBUIHON Xeae3bl U GpeoxXpoMolLUTOMA.
[Matunetusiss BeixuBaemocTh nmpu M PU[ XK kxonebnercs ot 40 mo 80 %.
Hauxynmwuit nporio3 npu MPIUI XK B pamkax MOH-2B.



nasa 11
HAPYLUEHUA MNLWWEBOIO NOBEOEHUYA

11.1. XNPOBAA TKAHb

XKuposass mkanb — TIpEeACTaBIsIeT CO0ON CKOMJIEHUSI XHUPOBBIX KIETOK,
pacmoiaralmuecs BO MHOTMX OpraHax u yacTsax Tteaa. HopmanbHoe comep-
XaHUE XHUPOBOW TKAaHU y MYX4YuH coctaBiaser 15—20 % wmaccel Teina,
y XeHmwuH — 25—30 %. Boigensitotr 6enyo u Oypylo XMPOBYK TKaHb; MOC-
JeAHSSl MOJIydujia cBOe Ha3BaHME M3-3a BHICOKOTO COAEpXaHUsS B KJeTKax
LUTOXpPOMAa M APYTUX OKUCIUTENbHBIX MUIMeHTOB. Eciu Oemas xupoBas
TKaHb MIUPOKO pacHpocTpaHeHa B OpraHuM3Me 4YesioBeka, TO Oypas BCTpe-
qyaeTcsi B OCHOBHOM Yy geTeil. OTHOXeHHs XHUPOBOW TKaHU Yy UyeloBeKa
OBIBAIOT MONKOXHBIE U BUCLepalbHbie. benas XupoBas TKaHb pacmoJara-
e€TCsl MOJ KOXell, 0COOEHHO B HUXHE! YacTu OPIOIMIHON CTeHKU, Ha SITOOU-
umax u Oexpax, raie oHa oOpa3yeT MONKOXHBII XUPOBOW CiOil, B calbHUKE,
OpbIXeliKe U peTpomepuToOHeanbHOU ob6Gractu. KupoBass TKaHb JEIUTCA
MPOCHOKAaMU PHIXJTOH BOJTOKHUCTOW TKAHU Ha NOJbKM PAa3dUUYHBIX pa3Me-
poB U GOopMBI, MEXAYy XMPOBBIMU KJIETKaAaMHU BO BCEX HANMpPaBJIEHUSIX OPU-
€EHTUPOBAaHB TOHKHE KOJJareHOBBe BoNOoKHAa. KpoBeHOoCHBIe U 1uMpaTu-
YyeCcKUe KaMNmUJASIpBl, pacmojarasichb B NPOCIONHKAaX PBIXJOW BOJOKHHUCTOM
COEIUHUTENbHON TKaHU MEXIY XUPOBBIMU KIETKaMH, TECHO OXBaTHIBAIOT
MeTJASIMU TPYNNb XHUPOBBIX KJIEeTOK. Pa3meps agunmouuToB (KMPOBBIX
KJIETOK) U MX YMCJIO Yy KaXIOTO YyeJloBeKa CYU[eCTBEHHO BapbUPYIOT, KOJU-
YeCTBO XUPOBOW TKAHU B MOAKOXHOM XHPOBOM CJIO€ U B BUCLEpPaJIbHBIX
MpOCTPaHCTBAaX TaKXe pa3auvyaercs. [Ipu OXUpPEHUM MPOUCXOAUT Kak
rumepnaas3us, TakK ¥ runeprpoduss aiunmouuToB, KOTOopas yalle cCBsI3aHa
C BEPXHUM TUTNIOM OXUpPEHUS (a0JOMUHAIBHBIM).

XKupoBass TKaHb SIBIASETCS BaXHEWINIMM DHEPreTUYECKUM JAeNO opra-
HU3Ma, a CIOCOOHOCTh 3amacaTh dHEPTUI0O B BUIE XKUpa SIBJASIETCS ONHOM U3
OCHOBHBIX XU3HEHHO BaXHBIX QYHKIMI XUPOBOW TKAHU, OCOOEHHO MpHU
OrpaHUYEHUU MOCTYNJIECHUS DHEPTUU. 3a CYET CKOMJEHUS dHEPIrUU B XHU-
pOBOW TKaHU YEJOBEK C HOPMAaJbHOI Maccoil Tesa MOXET rojoxaTh B Te-
yeHue 2 Mec. B XMpPOBOW TKaHW MPOUCXOASIT MPOIECCH OOMEeHa XU PHBIX

KUCJIOT, YrJeBONOB M oOpa3oBaHHWe XHpa U3 yrjieBomaoB. [lOCKOJbKY MHpH
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pacmajge Xupa BbIcBOOOXmaeTcsi 60JbIIOe KOMUYECTBO BOABI, TO XHpPOBas
TKaHb ABIASIETCS TakKXe CBOEOOpa3HBIM JeMO BOABl B OpTaHU3ME.

XupoBass TKaHb M KOXa MTPalOT BaXHYI0 poib B peryasiuuu pochop-
HO-KaJlbLIMEeBOTO oOMeHa (HaualbHbie 3Tamnbl oO6pa3oBaHUsl BUTaMuHaA D)
1 MeTabonM3Me TOJOBBIX CTEPOMIOB (apomMaras3a XHMPOBBIX KJIETOK CIO-
coOCTBYeT MpeBpalIeHNI0O HAAMOYEYHUKOBBIX aHAPOTEHOB B DCTPOTEHBHI).

XKupoBass TKaHb SIBASIETCS TIAaBHBIM MECTOM NEWCTBUS MHCYJIUMHA U 00-
nagaeT OoJblmIeil YYBCTBUTEIBHOCTHIO K 3TOMY TOPMOHY IO CpPaBHEHUIO
caApyrumMu TKaHsIMuU. WHCYyIWH B XUPOBOW TKaHU MONAaBIsAET aKTHUB-
HOCTb TOPMOHYYBCTBUTEJIbHON JNUMa3bl, B pPe3yJbTaTe 4Yero yMeHbIIAETCS
BHICBOOOXIEHNE CBOOONHBIX XUPHBIX KUCIOT W TIULEPUHA U CHUXAECTCS
WX YypOBEeHb B KpoBU. MHCYIUH ycuiuBaer TunoreHe3, OMOCHUHTE3 allUNT-
JTUUEePOJSIOB M OKMCIEeHHUEe TIIKO3b Mo meHTo3odbocharHomy nytu. Takue
TOPMOHBI KaK aJpeHalWH, HopaapeHanuH, rawokaron, AKTI, menano-
UUTCTUMYJIUPYIOM U TOPMOH, TOPMOH pOCTa, Ba30MPECCUH YCKOPSAOT
BHICBOOOXJEHUE CBOOOAHBIX XUPHBIX KUCIOT U3 XUPOBOW TKAHU U MOBBI-
AT UX KOHUEHTPAU WO B MJa3Me KPOBU, YBEJIMYUBASI CKOPOCTH JI UTIOJIH -
3a TPUALUITIULEPOTOB. BONBIMIMHCTBO yKa3aHHBIX TOPMOHOB SIBISIOTCS
AaKTMBAaTOpPAaMU TOPMOHYYBCTBHUTEJNbHOW AuUMa3bl. TUpPpEOUAHBIE TOPMOHBI
U TTIOKOKOPTUKOUIB HE OKa3bIBAIOT MPSIMOTO NeWCTBUS Ha JUMOJMU3, HO
00JlagaloT MEPMHUCCUBHBIM BIMSHUEM B OTHOWEHHU OSGGEeKTOB OPYrux
TOPMOHOB.

Bypas XupoBasg TKaHb, MO MHEHUWIO psijga HMccleaoBaTeeil, sSBIAsIeTCS
OIHMM M3 OCHOBHBIX MCTOUYHUKOB TepMOTeHe3a, B MEepBYI0 ouyepeab Yy HO-
BOPOXIEHHBIX. Y 3I0pOBBIX JIOJAeil MUHUMAaJbHBIE KOJMYECTBa Oypoi
XWUPOBOM TKaHM, NMO-BUAUMOMY, OCYIIECTBISIOT TepMOTeHe3, HMHAYLU-
POBAHHBI NMpUEeMOM TNUILU. Y JOAEH, CTpajgalUIUX OXUpPpEeHUEM, Oypasd
XHUpoBasi TKaAHb MOXET BOOOIIe OTCYTCTBOBaTh. Takoil TepMOTreHe3, CONMpPO-
BOXJAIOIMUINCA HOOMOJHUTEIbHBIM pacXoJIOoM OHEpPTruu, aKTUBU3UPYETCS
MpU ynoTpeOJeHUU M30BITKA MULIU, IpeaOoTBpaliass M30bITOUHOE OTIOXE-
HHUE XUPOBOM TKaHU. M3O0BITOK YyrI€BOJAOB UJIW CMEIMAHHON MUIIU MPUBO-
IUT K MOBBIMIEHWIO YPOBHS cBOOOAHOTO T3 M yMeHbIIEHUIO CONEpPXKaHUS
B nmua3Me peBepcuBHoro T3 (pT3). Knetku O0ypoit xupoBoit TkaHu 3pdek-
TUBHO OKMCISIIOT TJIOKO3Y M XUPHBIe KHUCIOTHI. B MUTOXOHIpPUSIX BTHUX
KJIETOK OKUCIeHUue M pochopunupoBaHue He SIBIASIOTCS COMPSXKEHHBI MU
npoumeccaMu. TakuM obpa3oM, TP OKUCJIECHUU BBIAECISIECTCS MHOTO Tela,
M JIWIIb HEe3HAaUYUTEJbHAs 4YaCTh DHEPIruM 3amacaercsd B Buge ATD.

Benas XnupoBad TKaHBb dABJIJd€TCA OCHOBHBIM MECTOM CHHTE3a JCI-
TWMHAa — TOpPpMOHAa NenTUAHOM IIpUPOIbI. ITon BAUSIHUEM 3TOTO TOpMOHAa
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CHUXAaeTcsl ammeTUT W yBEeJIUUYMBAETCS pacxol DHEPreTHUYEeCKUX 3aMacoB
opranuisMa. KoHUeHTpauus JenNTUHA B KPOBU TECHO CBsi3aHa C KoJuYecC-
TBOM M paclnpejeieHUEM XHMPOBOU TKaHU, BO3pacTas YJUIl C OXMUPEHUEM.
Peuentopsl JenTuHa oOHapyXeHbl BO MHOTMX OpraHax, B TOM 4Yuclie B ro-
JIOBHOM MO3Te, cepalle, JerKuX, Mouykax, Me4YeHU, MOJAXKEIYyTOUYHOH Xenese,
cejle3eHkKe, TUMyce, MpocTaTe, SSMYHUKAX, TOHKOH U TOJCTOW KHLIKaX.
[ToMumMo nenmTUHA B peryjsiiuM amnmeTuTa YYacTBYIOT ApPYyTue TyMopalib-
Hble daKToOpbl, MpoaylupyeMble afunouuTaMu (aAMMNOHEKTUH, TpeNiUH,

P-sHmopduH M MHOTHMe Apyrue).

11.2. OKMPEHUME N METABOJIMHECKNI
CNMHAOPOM

Odcupenue — TeTEePOTEeHHOE XPOHUYECKOE CUCTeMHOoe 3aboysieBaHUE, COMPO-
BOXJalleecs OTIOXeHUEeM M30BITKAa XHMpa B OpraHU3Me, pa3BUBatoLieeCs
B pe3yibTaTe aucbasaHca MOTpeOJeHUsT M pacxona 3HEPruU MPEUMYLIECT-
BEHHO YJIMIl C TEHETUYECKON NMpeapacnoioxXeHHocThlo (Tabu. I1.1).

Ta6a. 11.1. OxupeHue U MeTabOJIMYESCKUN CUHIPOM

ANTMMEHTapHO-KOHCTUTYLLMOHAJbHOE (HUXHMUIMI
THUI, abOMHUHAJIbHOE, C BRIPaXEHHBIMM HapPYLIEHU -
SIMM TMLIEBOTO MOBEAEHMsI, MyOepTaTHO-IOHOIEC-
KO€), CUMIITOMaTUYECKOe

DTHUONIOTUS

leHeTHyecKass MPeAPaCOIOKEHHOCTh, U30BITOUHAN
MaroreHes KaJIOPDUIHOCTh MUIIM, HAPYLUIEHUE MUILEBOTO MOBE-
JNEeHWsI, HEAOCTAaTOYHAsA GU3NYeCcKass aKTUBHOCTD

PacnpocTpaHeHHOCTh OXupeHUs okoyo 30 % Hace-
DNUAEeMUOJOTUS JIeHUs1, MeTaboaudeckoro cuHapoma 15—25 %; omnpe-
nensietcst y 95 % nun ¢ BUCLiepaJbHBIM OXUPEHUEM

AprepuanbHas runepreHsusa, UbC, nuciunune-
MM, TUIIEPKOATYJSILMS, caXapHblii nuaber 2 Tuma
C €ro MO3JHUMU OCJIOXHEHUSIMU, HaApYLIEeHUE TOJIe-
PAaHTHOCTHU K YrieBojaM, CUHIPOM alHO3 BO CHe,
JIETOYHOE cepjlle, XKeTYHO-KaMeHHas 00Jie3Hb, CUH-
IPOM MOJUKHUCTOIHBIX IMUYHUKOB, MOYEeKaMeHHas
60JIe3Hb, OCTE0apTPO3 Ta300eNPEHHBIX U KOJEHHBIX
CycTaBOB; amaTusl, COHJIMBOCTb, ObICTpasl yTomisie-
MOCTbh, NEMPecCcusi, coluanibHas ae3amanTaius

OCHOBHbBIE KJIUHU-
yecKue MPOsIBICHUS
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Oxonuanue maéba. 11. 1

]. OcMoTp, B3BelIMBaHUE, OLIEHKA MHAEKCA MAaCCh
Tena (MMT), usmepeHue npu NOMOIIM CAHTUMETPO-
BOI JIEHTBHl OKPYXHOCTHU TajJuu U Oenep, UX COOTHO-
mWeHUs

2. MeTabonMuyecKUil CUHAPOM AUArHOCTUPYETCS
MPU COYETAHUU BUCIEPATLHOTO OXUPEHUS C OI-
JunarHocTuka HUM U3 CIAENYIOUIMX U3MEHEHUI: Tpurauuepunsl T
JIMMBIT1, AAT, runepriukeMus WJIU caxapHbIi
nuaber 2 tTuna

3. N3yyeHue ocobeHHOCTE MUTAHUS U PU3UYeCcKOU
aKTUBHOCTU

4. InarHOCTUKA OCJIOXKHEHUI U KOMIOHEHTOB
MeTaboJMYecKoro CUMHIApOMA

OubdepeHuumanbHas

CumMnrToMaTHyecKoe OXHUpEHHUEC
OAUMAarHOCTHUKA

1. T'unokanopuiiHasi nueTa, pacuiupeHune
Gu3nyeckoil aKTUBHOCTH

2. Opaucrar, cudbyTpaMuH

3. Koppekuus TMMUIHOTO CIIEKTpa

4. TunoTeH3UBHAas Tepanus

JleyeHue 5. Jleuenue caxapHoro nuaberta 2 TUIla U HapyLIEHUS
TOJEPaHTHOCTHU K YIJIeBOIaM

6. Xupyprudeckoe jedyeHue: GopMUpPOBaHUE MAJOTO
XKeJyaka (racTporjacTuka), 00XO0AHOE HIYHTUPO-
BaHMeE XeayaKa, pe3eKIus YacTU TOHKOW KUIIKU

U mpouee

CMEepTHOCTh IPU MOPOMIHOM OXMPEHUU B BO3pacTe
25—30 net B 12 pa3 Bhille, YeM Yy Jl0Aed ¢ HOpMallb-
Hol Maccoit Tena. [Ipu moxynenuu Ha 10 % u Goyee
obuiasi cMepTHOCTh cHUXxaetcs Ha 20 %

[Mporuo3s

[To xapakTepy pachnpeneleHUsS] XHUpa BHAETSIIOT THHOUAHOE (KEHCKUU
Tun, Gopma rpyumu) v aHapouanoe (MyxXckoi Tun, ¢popma s6710Ka, BHC-
nepaibHoe) oxupeHue. OxupeHue (B TMepBYIO oOvYepeab BUCIEpalbHOE)
SIBJISIETCSI OCHOBHBIM KOMIOHEHTOM TakK Ha3blBaeMOTro MeTadoJHYecKoro
cungpoma (MC). IlocnenHuil mpencrtaBiasieT co00il KOMIIJIEKC YacTO coyYe-
TAlOUUXCSA C OXKMpeHUEeM 3aboneBaHMU, OCJIOXHEHUUN M MEeTabOJIUUYECKUX
paccTtpoiictB. Tepmun MC uMeeT HECKOJbKO CHMHOHUMOB: CHUHApOM X,
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CUHAPOM HWHCYJIMUHOpPE3UCTEHTHocTU. Kpome Toro, mo 4Yuciay BXOASLIUX
B HEro OCHOBHBIX ¢pakTopoB pucka pa3Butuss MBC (BepxHUU TUN OXHUpE-
HUS, HapylleHHas TOJEPAHTHOCTb K yrjeBonaM, TUNMEepAUNUAEMUs, apTe-
puanbHasgs TUNEPTEH3MUsI) ero o00O03HAayalOT KaK «CMEpPTEJbHBI KBapTeT».
Ha6op komMnoHeHToB MC mno pa3JUYHBIM KJAacCU(PUKAUUAM CYLUIECTBEH-
HO BapbupyeT. OCHOBHBIMU SBJSIOTCS BUCUEpPaJbHOE OXWUPEHUE, UHCY-
JUHOPE3UCTEHTHOCTh, TUNMEPUHCYJIMUHEMHUSI, HapyLIeHUE TOJEPAaHTHOCTHU
K TJII0KO3€ MJIMU caxapHBI guabeT 2 Tuma, aTeporeHHas NUCIUNUAEMUS,
apTepuajbHas TUNEPTEH3MsI, TUNEPAaHAPOTEHUSI Y KEHLUIUH.

DrTHoaorus
OXxupeHue TMmoapa3nensieTcss Ha AaJMMEHTAapPHO-KOHCTHUTYLUMOHAJIbHOE
M cuMntoMaTtuueckoe (raba. 11.2).

Taon. 11.2. Knaccudukauus oXupeHus

1. AJIMMEHTAPHO-KOHCTUTYIHOHAJbHOE (IK30T€HHO-KOHCTUTYIHOHAJIbHOE)

1.1. TmHounHOEe (HUXHUN TUM, ATOOUYHO-OEApPEHHOE)

1.2. AHapougHoe (BepXxHUU Tun, aOAOMUHAJIbHOE, BUCLEPATbHOE)
1.2.1. C oTneJibHBIMM KOMMOHEHTaAMM MeTabOoJMYEeCKOro CUMHAPOMA
1.2.2. C pa3BepHYTOIl CUMITOMATUKON MeTabOJIMYECKOTO CUHIApPOMA
1.2.3. C cunapomoM ITukBUKa (COHHBIX allHO3)

1.3. C BbIpaXXe€HHBIMU HAapYILIEHUSIMU MUIIEBOTO MOBEACHUS
1.3.1. CuHApPOM HOYHOI exbl
1.3.2. Ce3oHHble adhbeKTUBHBIE KoseOaHUs ¢ Tunepdaruyeckoi peak-
el Ha cTpecc

14. TlyOGepTaTHO-IOHOIIECKOE OXUpPEHUE

2. CuMnToMaTHYeCKoe OXKHMpeHue
2.1. C ycTaHOBJIEHHBIM T€HETUUYECKUM NehEeKTOM
2.1.1. B cocTaBe U3BECTHBIX '€HETUYECKUX CUHAPOMOB
2.1.2. Teneruueckue nedeKTbl CTPYKTYp PEryJsIIUU XKUPOBOTO OOMeHa
2.2. llepebpanbHoe (aaMmno30TreHUTadbHass AUCTPOG U, CUHAPOM
ba6bunckoro-Ilexkpanua-®Ppenuxa)
2.2.1. Onyxoau rojJOBHOTrO MO3ra, APYrux LepedpajibHbIX CTPYKTYp
2.2.2. IucceMUHaU s CUCTEMHBIX MOPaXeHU, MHPEKIUUOHHBIE
3ab00JeBaHUS
2.2.3. TopMOHa/JlbHO-HEAKTUBHbBIE OMYyX0JU Tunodusza, CAHAPOM
«IIYyCTOTO» TYPELKOTO ceaja, CUHAPOM <«IICEBAOOIYXOIU»
2.3. Ha ¢doHe ncuxuueckux 3abosieBaHM it
2.4. DHAOKpUHHBIE 3a00JeBaHU (TUMTOTUPEO3, TUMOTOHAAU3M, CUHIPOM
KyuruHra u ap.)
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ITaTorenes

1. Ponb reHernuyeckoil mpeapacmnojiokeHHOcTH cocTaBiasieT 25-70 %.
HaubGonee BeposiTHO, MNpeApacmoONOXEHHOCTh HacjleayeTcs cpasy K He-
CKONbKUM KoMnoHeHTaM MC u caxapHoMmy nuabety 2 Tumna (m. 7.6).

2. AnumeHTapHble (AKTOPBI: U30BITOYHAS KAaJOPUUHOCTD NUIIU (BKJIIO-
yapouiass 00JblIoe KOJUYECTBO XKMPOB M aJKOTrOJs) Cc MpeobiagaHueM ee
BeuepHero mnpuema. bonbiioe 3HaueHUE UMEET MEPEeXOod OT TPAAULMOH-
HOTO [Jisl TeX MJU MHBIX HapodOB oOpa3a MUTAHUS HAa MHAYCTPUANbHBINM
(3amanHbIil).

3. HapymeHue NMUIIEBOro MOBeJAeHUsA. 371eCh OOJbITOE 3HAUYEHUE MMEIOT
ceMeiiHbBIe M HALIMOHAJbHBIE CTEPEOTUNB MUTAaHUS (KYJIbT €Ibl), KOTOPHIE
nmepenaloTCs M3 MOKOJEeHUS B MoKojeHUe. [loCKONbKY MUIEBOE MOBene-
HUE TECHO CBS3aHO C MCUXUYECKOW AaKTHUBHOCTHIO, MpeANMoOJaraercs, 4YTO
WU3MEHEeHUs B 3TOU cdepe MOTYT OBITh CBsA3aHBI C HADYMEHUSIMU OOMeHa
CEepOTOHUHA W peuHenuuu s3HAOpPUHOB. B 3ToM caydae ymorpebOlieHUE
YTJIEBOIUCTBIX MPONYKTOB SIBISETCS CBOCOOpPa3HBIM JOMMHIOM, a OXHUpe-
HUE MMEEeT CXOJCTBO C TAKMMMU OONEe3HIMHU, KaK aJlKOTOJM3M U HapKoMa-
HUsA. MHOTHE NIOAW MUCTONB3YIOT IPpUEM MUIIH IJIsI yCTIOKOEHUS B TPYIHBIX
XKU3HEHHBIX CUTYyalusaX (rumepdaruuyeckas peaknus Ha cTpecc).

4.HenpocratouyHas (pu3auyecKass aKTUBHOCTD.

5. BenymuMu maToreHeTUUYecKMMU GakKTopaMu HNpH MeTadoauyec-
KOM CHHApOMe SIBISIIOTCS aboOMHMHAaJlbHOE OXHUpEeHHE, KOTOpoe, MO CYyTH,
SIBJIsIETCSI MapKepoM WHCYJIUHOPE3UCTEHTHOCTU, HAaTEepOTEHHAas ITUCIU-
nugemusi. BzaumopneiicTBue APYyrux €ro KOMMNOHEHTOB BO MHOTOM CXOXe
C TAKOBBIM NpU caxapHoM nuaberte 2 tuma (cM. m. 7.6).

DNuaeMuoI0THA

PacnpoctpaneHHocTh oxupeHus ¢ 1960 mo 2000 roa B 3amagHBbIX cTpaHax
yBenuuuigach ¢ 12 % no 30 %. B P® 30 % HaceneHUs MMeeT M30BITOUHYIO
Maccy Tena, a 25 % — oxupeHue. Y 95 % mauuMeHTOB C BUCLEPAJbHBIM
OXHUpEHUEM €CTh JNOMOJHUTEJNbHBE (GAaKTOPBl pUCKA pPa3BUTHUS Cepaed-
Ho-cocyanucThix 3aboneBaHuss (MC). PacnpoctpaHeHHocTh MC B obOuiei
nonyasuuu konebiaercs or 15 % no 25 %. B CIIA cpenu nui B Bo3pacTe
20—29 net oH peructpupyetcss y7 %, B 60—69 ner — y43,5 %, B 70 net
u ctapme — y 42 %.

KnauHuyeckue nposiBjeHUs

+ CepleyHo-cocygucTas cuctema: aprepuaibHas runepreHsuss, UDBC
U ee OCIOXHEHUs, aTepoTreHHas] AUCIUNUAEMUSI, TUNEePKoOaryasiuus,
cepieyHasi HEeJOCTAaTOYHOCTb.
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CaxapHblii nuaber 2 Tuma (cM. M. 7.6) ¢ €ero MO3AHUMU OCIOXHEHUSIMU
(cMm. m. 7.8) 1 HapylleHHUEe TOJNEPAHTHOCTH K yrjieBoaaM.

CunHapoM annHod Bo cHe ([ITukBuka), JerouHoe cepalue.
MuuieBapuTenbHass cucTeMa: XeJYHOKaMeHHass 6OJie3Hb, OMNylleHUE
XKeJNyaKa, XPOHUYECKUE 3aMOpHhl.

[MonoBasi cucreMa: TUNUYHO GOPMUPOBAHME CHUHAPOMA MOJUKUCTOI-
HbIX SMYHUKOB (cM. 1. 5.5).

MouyeBbIBOASIIIAS CUCTEMA: TUTMEPYPUKEMUsI, MOYeKaMeHHas 00Je3Hb
Tpoduueckue sA3BBI HOI, OCTEOapTpo3 Ta300eApPEeHHBIX, KOJEHHBIX
U TOJIEHOCTOMHBIX CYCTaBOB.

HepBuas cucrema: amatus,

COHINUBOCTD, 6bICTpaH YTOMIAEMOCTD.

OxupeHUEe HEPEeNKO COMPOBOXAAETCS NENMPECCUBHBIMU paccTpoiic-
TBaMU, TpPEBOTOi, HApPYMEHUSIMU MEXJIMYHOCTHBIX U CONMUATbHBIX
KOHTAaKTOB. B o0miecTBe TYYHBI Ui YeTOBEK MOABEpPraeTcs TOW MJIU MHOMU

CTeNMeHN NTUCKPUMUHAI MU, OCOOCEHHO XECTOKOU B MOAPOCTKOBOM BO3-
pacte. 3aHUXEHHAasi CAaMOOIEHKA MPENMSITCTBYET TADMOHUYHOMY COIM-
albHOMY M JUYHOCTHOMY Pa3BUTHIO.

[ToBblWIEHHBI I PUCK PA3BUTHUS OHKOJOTMYECKON MATOJOrHH (pakK MOJOY-
HOM XeJe3bl M SHAOMETPUS y KEHIIUH, TOJICTON KU KU Yy MYXKUYHUH).

JIMarHocTukKa

1. OcmoTp, B3BemMUBaHUE, OlleHKA MHAeKca maccol Teda (UMT), usme-

peHue MpHU NMOMOILM CAaHTUMETPOBON JEHTHl OKPYXHOCTHU Taluu U Oenep.

UMT paCcCYUTBIBA€TCd KaK Macca T€ja B KUjgorpamMmax, A€JJ€HHaAA Ha pOCT

. 2
yejqoBeKa B MeTpax, BO3BeJIeHHbI B KBaapar (Kr/m ) (tabu.

11.3).

Ta6a. 11.3. OueHka nmHaekca maccol Teaa (BO3, 1997)

2 Puck comyTcTBylOmux
UMT (kr/m)) Macca rena y y“m
3a00JieBaHMi
H .
< 18,5 Neduuut macchol Tena M3KUit (IOBLIMIEH ?HCK
npyrux 3abosieBaHuUil)
18,5-24,9 HopmanbHas macca Tena CpeaHMit aJisg monyasiiuuu
25,0-29,9 MN36biTOuHAs Macca Teja [MoBBIIIEHHBI I
30,0-34,9 OxwupeHue | creneHu Boicokuit
35,0-39.9 Oxwupenue 11 crenenu OueHb BHICOKUU
Oxwupenue III crenmeHu
>40 b KpaiiHe BbICOKUI
(MopOuaHOE)
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N3mepeHue okpyxknHoctu Taauu (OT) nmpousBOIUTCSH Ha cepeauHEe
paccTOssHUS MeXAy nmoapedbepbeM M Ta30BOW KOCTbIO MO CPEIJUHHO-TOJM-
MbliiedyHOU nuHuu. B HopMe OT y XxeHwuH He 6onee 80 cM, y MYXUYUH —
94 cm. OkpyxHocTh Oenep (OBb) usmepsiercss HuXe GONbIMIUX OEAPEHHBIX
oyrpoB. OXupeHUe paclUeHMBaeTCs KakK aOJOMMUHaJlbHOE MPU COOTHOME-
Hud OT/OB cBobime 0,85 y XxeHmuH u cBoime 1,0 y MyX4YuH.

2. MeTab0oNHYeCKNil CHHAPOM NIUATHOCTUPYETCS TNPU BBISIBICHUHU
KOMIJeKca XapakKTepHBIX IJisI Hero u3MeHeHUii. CoOriacHo KPUTEPUIM
MexnyHaponHoit ®enmepauuu Jduadera (IDF, 2005), nuarnos3 MC ycra-
HaBJIMBAETCs NPU HAJIMUYUU HEHTPAJbHOr0 OXKHUpPeHHSA (OKPYXHOCTb TaJUU
> 94 cM anst eBponeouaoB MYXUYUH U > 80 ¢cM sl XKEeHIIMH) B COUYETAHUMU
C JIOOBIMU OIBYMSI M3 YETBIPEX HUXECHENYIOU[UX U3MEHEHUIl:
— yBenaudyeHue ypoBHA Tpurnunepunon (TT) >150 mr/mn (1,7 mmonb/n)
UIu cneuuduyeckoe JeyeHue d3TOTO HapyUIeHUSs

— CHUXEHUEe CcoIepXaHUs JUNOMNPOTEULOB BBICOKOW TNIOTHOC-
tu (JILIBIT): < 40 wmr/mn (1,03 mmonb/n) y MyxkuuH u<50 wmr/mn
(1,29 MMoOnab/1) y XKeHIUH, UIU chneuuduyeckKkoe ge4yeHHUE ITOTO
HapylureHUus

— TMOBBIIIEHUE apTepuansbHoro ngaBieHus (A[): cucrtonumueckoe Al
> 130 unu guacrtonuueckoe AJl > 85 MM CT. CT. UJU JeueHUE paHee
NUAaTHOCTUPOBAHHONW apTepualbHOW TUNMEPTEH3UU

— TMOBBINIEHUE TJIIOKO3B HAaTONAaK B Mmja3Mme > 5,6 MMOJb/M MJIU paHee
NUAarHOCTUPOBAHHBIM caxapHbll nuabeT 2 TUMA.

3. U3yueHue ocoOeHHOCTell mUTAaHUA (MAallMEeHTa MPOCST MPEAOCTABUTH
3aMMUCHU O ChbEAEHHON MHUIIE 32 HECKOJIbKO NTHEI) U (PpU3UYECKOl AaKTHBHOCTH.
[TaumeHTH, KaK MPaBUIO, YOEXKIEHBI, YTO €ASIT MaJIO U MOAYEPKUBAIOT, UYTO
yTpoM OoHM BooOuie He ensdar. Ha pabGoTe GOoJNbHbBIE HAYMHAKT <«IEPEKYCHI-
BaThb», OOBIYHO 3TO KaJOpUWHAS MULIA C BBICOKUM CONEPXaHUEM XHUDPOB.
Hepenko GonbHBIE XYIOT BO BpeMsi pabOThl aBTOMaTUYeCcKU, He 3ameyvas
3TOTO; eNsAT MpPU BOJHEHWH, NMepel CHOM W Houblo. JleHb, KaK MpaBuUIoO,
3aKaHYMBaeTCs] OOUIBHBIM YXMHOM He3aJoJIT0 A0 cHa. DBOJBIWIMHCTBO
MallMeHTOB He MPUHMMAIOT BO BHUMAaHUE BBICOKYIO KaJJOPUUWHOCTDh allKO-
TOJIbHBIX HAMUTKOB.

4. IuarHocTUKa OCJIOXHEHUN U KOMIIOHEHTOB META00OIMYECKOTO CUH-
npoma (ypoBeHb IMUKEMUU, JUNUIHBIUH CIEKTP U T.A.).
JduddepenumnaibHass TUATHOCTHKA

[To mokazaHusIM (IpU HaJUYUKU COOTBETCTBYIOLIE KIMHUYECKON Kap-

TI/IHI)I) HEeoOXOOMMO UCKIIOUYEeHUEe CUMINTOMATHUYECKOTO TreHesa OXUDPpEHUSA
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(Manblit nexcamertazoHoBblit TecT, TTI u T.n.). TpaAMUUMOHHONW MPUYUHOM
pa3Horiacuil Mexay BpayoM U OOJbHBIM C OXKUPEHUEM SIBIASETCS HACTOM-
YUBOE XE€JaHUE IMOCJEIHEro HalTW HEKYH NPUYUHY CBOEro OXHUpPEHUS,
KOTOPYI0 MalUMeHT OOBIYHO MHTYUTUBHO CUMTAET CUHIPOMOM KaKOrO-TO
3abo0JieBaHUSA.

Jleuenue

1. Koppekuuss mpuBBYEK NMpUeMa MNUIIU U pacmupenne ¢usnvdeckoi
AKTHBHOCTH.

2. T'mnokajopuiiHasgs AMeTa C DHEPreTUYECKOW WLEHHOCThIO MHOpsAAKa
1200 kXkanx B CYTKHU, cBeass K MUHUMYMY MnoTpebieHue XupoB. JJomon-
HUTEJNIbHO DPEKOMEHAYETCSl BKJIIOYEHUE OOJbIIOT0 KOJUYECTBA MULIEBBIX
BOJIOKOH. Ilenbio ssBAgEeTCS CHUXEHUEe Macchl Teja Ha 5—10 % B TeueHHUe
MmepBOro roja.

3. MeaAnKaMeHTO3HOE jJeYeHne ToKa3aHo Npu Hed3 D HPEKTUBHOCTU U3MeE-
HeHUs oOpa3a XM3HU, IUETOTEpamuu, a TaKXKe MPU Pa3BUTUMU OCIOXHE-
HUW OXWUpPEHUS U MPU BBICOKOM pHUCKE Pa3BUTUS CEPACYHO-COCYIUCTOU
MaToOJIOTUU:

3.1. Jleyenne OKUpPEHUs:

opaucTaT (KCeHUKal) MHTUOUDPYET KMIIEUYHBble U MaHKpeaTUUYECKUE
JVMa3bl, B pe3yabTaTe 4ero HapyllaeTcs paclielJeHUEe XUPOB U HX
BCacblBaHME U3 KUIIEYHUKA;

cubyTpaMuH (Mepuauva) sIBJASIeTCS MHTUMOUTOPOM OOpaTHOro 3axBara
MOHOAQMUHOB (CEpPOTOHUH, HOpaApeHaJUH). YBeJMUYEHUE COAepXKa-
HUS B CHHAICAaX 3TUX HEUPOTPAHCMUTTEPOB MOBHIIIAEeT aKTUBHOCTh
HeHTpadbHbBIX S-HT-CepOTOHMHOBBIX U aAPEHEPTUUYECKUX PELEINTO-
pOB, YTO CHOCOOGCTBYET YyBEJMUYEHUIO YYyBCTBA HACBHINMIEHMSI, CHUXE-
HUIO alneTuTa U yBEJIMYEHUIO TEPMOMPOAYKLUHU.

3.2. Koppeknus aunuaHoro cmnektpa. C 3Toi IeJIbI0 HUCTHOJb3YIOTCS
uHruoutops I'MI-KoA-penykrassl (cTaTUHBI) U puUOpaTH.

3.3. T'unoren3uBHas tepanusi. Haznavaotcs nHru6uTtopsl AII D u npe-
napaTtbl IPYruX TpYyMI.

3.4. UHCYIUHOPE3NCTEHTHOCTh MW IHMHepriaukeMus. JleyeHue caxapHO-
ro nuabera 2 TUMa MNPOBOAMTCS MO NPUHUMIAM, ONMCaHHBIM Bm. 7.6.
MeThbopMUH B OTHENBHBIX clAydyasX MOXeT Ha3HadyaThCs yXe Ha CTaauu
npeanuabera.

4. Xupypruueckoe JiedeHume: GpopMupoBaHMEe MajJoro xeinyaka (racrt-
pomjacTuka), oOXOOHOEe WIYHTUPOBaHMHE XeJydkKa, pe3eKIUs 4acTU TOH-
KON KMIIKHU U MpoY.
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IIporuos

CMEpTHOCTb CpeAU TNALUUEHTOB C TAXEAbIM (MOPOUAHBIM) OXHUpPEHHEM
B Bo3pacTe 25-30 neT B 12 pa3 BbIlle, 4YeM y JIIOJAel ¢ HOPMAJbHOU Maccoi
tena. Ilpu moxymenuum Ha 10 % u Gojee PUCK Pa3BUTHS CEPAEUYHO-COCY-
MUCTHIX 3ab0oNeBaHUl cHUXaeTcss Ha 9 %, caxapHoro nuabera — Ha 44 %,
CMEPTHOCTb OT OHKOJIOTMYECKUX 3a00JieBaHUI, aCCOUMUPOBAHHBIX C OXM-

peHuem — Ha 40 %, ob6masa cMepTHOCTh — Ha 20 %.

11.3. HEPBHAA AHOPEKCWA

Hepenas anopexcus (HA) (an — oTpuunaHue, orexis — CTpeMJEeHUE, MO3bIB
KeJe) — IMaToJOTHYECKOe NHIIeBOe MOBedeHHE, MNPOsSBAsIOIIeecss AuU6GO
CO3HATEeJbHBIM OTKa30M OT €lbl, TUGO MCMOJb30BAaHMEM PAa3IMIHBIX METO-
0B (MCKYCCTBEHHOE BBI3bBIBAHME PBOTHI, MPUEM CIa0UTEIbHBIX, MOYETOH-
HBIX CPEACTB) AJS yMEHBIIEHUS MOCTYMJIEHUS MHUIIEBBIX BENIECTB B Op-
raHM3M C [eJbI0 KOPPEKIMU BHEUIHOCTH, MPHUBOASNIEEe K BHIPaXeHHBIM

SHIOKPHMHHBIM U COMAaTUYECKUM HapymeHusMm (taba. 11.4).

Ta6n. 11.4. HepBHast aHopeKcus

T'eneTtuueckas npeapacnoglOXKE€HHOCTb, MPEMODP-
OUIHBIE OCOGEHHOCTH JUYHOCTHU, DMOLMOHAJbHAaA

DTHosnorus
NTaOUJIBHOCTh, MCUXOMATU3aLUsI, OOLMIECTBEHHAs
yCTaHOBKa 00 «uaeanbHOUN durype»
HducMmopdodobus, ntucMmopdomaHusi, OTKa3 OT MPU-
ITaTorenes

€Ma MUK, UCTOUMIEHUE

1 % Mojonpix neBylleK B Bo3pacTe 16—I18 jneT; OCHOB-
DNUIEMUOIOTUIL Hasi IPUYUHA MMOTEPU MACCHl TeJia y 1eBOYEK-TIOI-
POCTKOB U IOHBIX A€BYIIEK

CKpblBaeMbIil TallMEHTKAaMMU OTKa3 OT Npuema
MUIIA, UCKYCCTBEHHOE BbI3bIBAaHUE PBOTHI MOCJeE
elbl, MPUCTYIBI OYyIUMUU, aMeHopes, OpaaukKap-
nus, apTepuanbHas TUMOTEH3Us, IJIUTEJbHOE
COXpaHEHMWE NBUTATEJIbHON W WMHTEJNJIEKTYyalbHOMK
AaKTUBHOCTM; Ha KaxeKTUUYECKOW CTaluu OTCYTCTBUE
MOJAKOXHON XUPOBOM KIeT4aTKMU, 0e30€JIKOBHIE
OTEeKHW, BbBIPaXXKEHHBbIC HAPYLIEHHUs 3JIEKTPOJUTHOTO

OCHOBHBIE KITUHU-
YyeCcKUe MPOSABIEHUS

bayaHca
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Oxonuanue maéa. 11.4

Kpumepuu duaznosa nepenoii anopexcuu:

— MaHWYeCKWUU yxac mepea npubaBKoil Beca,
HECMOTpsSI Ha MOXynaHue

— 0eCHoOKONCTBO O CBOEH BHEUIHOCTHU, HECMOTPS Ha
BO3MOXHBIE CEPbE3HbIE OTKIOHEHUS B COCTOSIHUU
— OTKa3 COXPAaHUTh MacCy Teja BbIIIe MUHUMAJIbHO
JAnarHOCTHKA HOpPMaJIbHOI

— aMeHopes

Kpumepuu duaenocmuru nepenoii Gyaumuu.

— MOBTOpAIOIIMECI 2IIU30AblI ME€PpECAAaHUA

— moTpebieHue BBICOKOKaJIOPUUWHOM, JIETKOYCBOsIE-
MO MUUIX BO BpeMsl MPUCTYNOB

— MmoTepst KOHTPOJISI 38 IPUEMOM MU I U

1. DHHOKpUHHBIE 3a00eBaHus: TunoduszapHas
HEJOCTaTOYHOCTb, HAAMOYEUYHUKOBAsI HEAOCTATOU-
HOCTb U IP.

dudpdbepeHunanpHas
2. Tsaxenble coMmaTuyeckue 3abojieBaHMs: TyOepKyJies,
IUATHOCTHKA
3JIOKAYECTBEHHbIE OMYXOJIU, MajlbabcopOUUs U Ap.
3. [lcuxuvyeckue 3aboyseBanus (MU30GpPEeHUS C aHO-
PEKCHUYECKUM CUHIPOMOM U 1p).
Jleuenue [IpoBoauTcss mcuxumarpom
JletanbHOCTh 0KOJIO 5-10 %; ToNbKO 65 % OONBHBIX
[Mporuo3s B UTOTE JICYCHUST MOXHO CUUTAThH MOJTHOCTHIO BBI3IO-
POBEBIIUMHU
DTHOJTOTHSA

HecoMHEeHHO, HalMYKMe reHETHYECKOM NMPEIAPACNOJIOKEHHOCTH K Pa3BUTHU IO
HA: KOHKOpIZAaHTHOCTb Yy OJNHOSWILEBHX OJM3Hel OB cocrtaBiaser 50 %,
y cectep, He ABasgomuxcsa 6nusHenamum — 20 %. BosnukHoBenue HA ¢ no-
3UNUIN Gpeiifnu3mMa TPAaKTYIOT KakK «Oecco3HaTelibHOEe OErcTBO OT IMOJIOBOI
XU3HU», «CTPEMJIEHUE BEPHYThCS B IETCTBO», «OTKa3 OT OEPEMEHHOCTHU»,
«ppycTpauus opaiabHOUW ¢da3bi» U T.A0. boabmioe 3HayeHMEe TNpUIAECTCS
NPeMOPOUAHBIM OCOOEHHOCTSIM JIMYHOCTH, QU3UUYECKOMY M MCUXUUYECKOMY
Pa3BUTHUIO, BOCIIUTAHUIO B CeEMbe, COUMAaIbHBIM (akTOopamM. 3abojeBaHUIO
O0COOEHHO TMOABEPXEHBl JNEBOYKH C JOCTATOYHO BBICOKHM HWHTEJLJIEKTOM
M 3MOIMOHAJIBHOM JIAOMJIBHOCTBIO, CKJIOHHOCTHIO K I€TIpECCUAM, KJIeITOMA-
HUuu, GoOUAM, INlla C UCTEPOUIHBIMU, WHU3OUIHBIMU, MAPAHOULAJIbHBI MU

TUMaMu JU4YHocTu. HA KpaﬁHC pPEeEOAKO pa3BUBACTCA YyJIUI MYXCKOTIO I11oja,
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y KOTOPBIX OHAa BCTPEYAETCsI B OCHOBHOM NPU NMCUXUYECKUX 3a00JeBaHUSIX.
Kak npaBuno, HA Bo3HHMKaeT B epunybepTaTHOM nepuoae, T.e. Ha GpoHe
busmonornuyeckux M3MEeHEHU B SHIOKpUHHOU cucteMe. DopmMupoBaHue
OynuMuueckoit (opMbl HEPBHOW aHOPEKCHUU TaKXe CBSI3BIBAIOT C MPEMODP-
OUMIHBIMM OCOOEHHOCTSAMM (GYHKLUMM rumnorajamMo-runodusapHoOil cuc-
TEMBI.

ITaTtorenes

IpuBenenHbie GakTOpbl NPUBOAAT K DOPMUPOBAHUIO CTOUKOU AUCMOP-
bomMaHuu u pucMopdodoOUM, KOTOpbie BBIHYX/IAKT MallMEHTOB K OTKa3y
OT MpueMa MUUIM U K PBOTHOMY MOBeAeHUI0O nocje Hero. OQHUM U3 TMOA-
BapuaHTOB HA sBisieTcs HepBHas OyaumMusi, MNP KOTOPOW SMU3OIBI IJIN-
TEJIbHOTO TOJONAHUS YEPEAYIOTCS C HEKOHTPOJUDPYEMBIM MPUEMOM OYEHbB
60JbWIOro KOJMYECTBA MUUIM, BCJIEA 32 KOTOPBIM MallMEHTbl UCKYCCTBEHHO
BBI3BIBAIOT PBOTY U NeJIal0OT MPOMBIBaHME Xeayaka. [omomaHue, MPUBOJIS-
mee K MCTOLIEHWI0, BbI3bIBAET BTOPUYHbIE HEWPOIHAOKPUHHBIE U MeTabo-
JMYecKue HU3MeHeHHUs. HapymeHWss MeHCTPyaJlbHOTO I[MKJAa BIJIOTH 10
aMeHoOpeu oOyCJIOBJIEHO CHUXEHMEM YPOBHSI TOHAaIOTPOMUHOB, UX CEKpe-
uuss npu HA aHajlormyHa TakoBOW Yy AeBOYEK B AOMyOEPTATHOM TMepuUOIE.
TunuuHbsIMU aas Taxenoih HA gBAA0TCS TUNOKaaueMusi, aOGCOJTIOTHBI I
nebuuuUT Kanusi, 06e3BOXMBaHUE, BHYTPUKJIETOYHBI1 auungo3. BHe3anHas
cMepTh 60JbHBIX ¢ HA, Kak nmpaBuJio, CBSiI3aHa MMEHHO C 3JE€KTPOJUTHBI -
MU U3MEHEHUSIMHU.

DNUuAeMHOJIOTHS

HA wHaubGonee pacmpocTpaHeHa B CEeBEPHBIX €BpONMEeiicCKUX CTpaHax,
rie 4acToTa ee HOBBIX ciyyaeB cocTtaBiasieT 4 Ha 100 Teic. HaceleHUs.
PacnpocrpaneHHocTh HA 3HauuMTeNbHO BBIINIE CPEeaM MOJONBIX NEBYHIEK
u coctaBinser no 1 % B Bo3pacte 16—I18 ner. Haumnas ¢ 60-x ronos XX Beka
oTMe4vaeTcsl 3HAYUTEJbHBIN pocT 3aboseBaemMmocTu HA, 4TO O0OBACHSIOT
u3MeHeHHeM KpuTepueB KPacoThl C HAeaJu3anueil Xpynkoro TejJocCJa0XKeHHUs.
Mo naHHBIM OmpocoB cpenu crapimekgaccHui, 40 % meBOYEK CUUTAIOT,
4YTO OHU MMEIOT M3OBITOYHYIO Maccy Teja, BTO BpeMsl Kak peajbHO 3TOT
U30BITOK BRISIBIAsAETCSI Yy 4 % onpomeHnHbX. B ctpanax 3amama 11 % 15-net-
HUX J€BOYEK MCIOJb3YIOT UCKYCCTBEHHO BBI3bIBAEMYIO DPBOTY KaK METOJ
KOPpEeKI MU Macchl Tesna, 8 % — aHOpPEeKCUTeHHBbIe mpenapaTsl, 7 % — cia-
outenbHble cpencrtBa. HA sABasieTCss OCHOBHOW NPUYMHONW MOTEPH Macchl
Tejla y 1eBOUYEK-TOJAPOCTKOB U IOHBIX JIEBYIIEK.

KauHauyeckue nposBjieHUs
3aboseBaHUeEe BCTpevyaeTcs TJIaBHBIM 0oOpa3oM YJHI JKEHCKOro moJja, yya-
muxcs GaleTHBIX MIKOJ, CIOPTCMEHOK, a TakXe CpeJu CTyAEHTOB BBICIIMX
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yueOHBIX 3aBeAeHUil. B rpynny pucka bopmupoBanusa HA BXoAsIT 1eBOYKH
c HeOONbIMIMM U3OBITKOM Macchl Teja. IlmarHo3 HA vamie Bcero craBUTCS
yXe NpU BEIpaXeHHOM AebULUUTE MacChl TejJa. DTO OOBSICHSIETCS T ATedb-
HOW AMccUMYyasiMeil 0TKa3a OT NMpHeMa NUIIA, BHI3BIBAHWEM PBOTHI NMPU-
€MOM CJIa0OUTEeNbHBIX U MOYETOHHBIX CPEICTB.

1. Havaabubiii nepuon. [poucxoaur dopMupoBaHue fucMmophomMaHuu
(HEeJOBOJBCTBO BHEIWIHOCTHIO, CTPEMJIEHUE K KOPPEKL MU HEeLOCTaTKa).

2. AHopekTHYECKHil mepuHoa 3aKaHYMBaeTCs NoxyaeHueM Ha 25-50 %
OT MCXOOHOW Macchl TeJla W MNpeAcCTaBiIeH WHUPOKO BapbUpylOIledl KIMHU-
YEeCKOW CUMITOMATHUKOW M BTOPMYHBIMU COMATHUYECCKUMU HAPYIICHUSIMH.
[MauueHTKM, KaK MpaBUIO, YTBEPXKIAWT, YTO y HUX HET alleTHTa, TeM He
MeHee, OHM MHOTO M OXOTHO TOBOPST O MHUILE, JWOOAT TOTOBUTH, aKTUBHO
yromaloT rocrteit. B To xe BpeMs, OHM AeAsAT MUILLY Ha «XOpPOUYIO», K KO-
TOPO OTHOCST OBOIIM M GPYKTHI, U «MJIOXYIO», T... COHEPXAMYI XHPBI
U yrieBoabl. boyiee MOJOBUHB MAaLlMEHTOK HE BBIAEPXMBAIOT YyBCTBA rojoAa
U BBI3BIBAIOT PBOTY IMOCJE NMpHeMa MUIIU, y YacTU OOJbHBIX PBOTA CBsI3aHa
CBO3HUKAIIUMU mpucrynamm Oyaumuu. [locTemeHHO pBOTAa CTAHOBUTCSH
MPUBBIYHOM: TMoOcCiHe Hee M MPOMBIBAHUS XeJlydKa Yy OONbHBIX BO3HUKAET
YYBCTBO JIETKOCTH, YIOBOJILCTBUS OT «OYMIICHHOCTH». Y GOJBbHBIX, BBHI3BIBA-
JIOIIUX PBOTY, YaCTO BBISIBISIOTCS YyYaCTKM OMO30JIeJJOCTEH Ha KOXe MajblieB
(0OBIYHO yKa3aTeJabHBbIX U cpeaHUX). [lox BAMSHMEM KMCIOTO COLEPXMUMOTO
XeJyIKa B YCIOBUSX MPUBBIYHOMW PBOTH yXe Ha paHHUX dTamax HA mpowuc-
XOIWT pa3pymeHue 3yOHO#H 3Maau. MHOTMEe MMPUMEHSIOT MOYETrOHHbIE U CJa-
ouTteabHble cpeacTBa. [IpakKTUYEeCKU y BCEX Ha 3TOM 3Tale HAaCTyMmaeT aMeHo-
pesi. YMeHbUIeHUEe OO0ObeMa LMUPKYJIUpPYIOWEH XMUIKOCTH U DJIEKTPOJUTHBIE
HapylIeHUs BEAYT K NOSBJICHWIO OpaANKapAuMu M apTePUATbHOI THIOTEH3MH.
Y 601BHBIX C OTKA30M OT NMpUEeMa NUIIU OTMeYaeTCs] XPOHMYECKash THIOIIH-
kemus. HecMoTpss Ha pasBuBaloweecs NOXyAE€HHUE U OYEBMIHBIE NMPU3HAKU
TPpODUUECKUX PACCTPOUCTB, OOJIbHBIEC COXPAHAIOT IBUTATEJbHYI0 U UHTEJIEK-
TYaJbHYI0 AKTUBHOCTb, UYTO SIBJSIETCS BaXHBIM OTJIMYNUTEIbHBIM NPU3HAKOM
HA oT cXOonHBIX ¢ Heli 3a00JeBaHUI, CONMPOBOXIAIMIUXCSI MOTEPE MaccChl
TeJ.

3. Kaxekcuvyeckuii mepuoa pa3BuBaeTCs MPU NOXyadeHUU 6ojyee ueM Ha 50
% OT UCXOAHO# MaccChl Tesa. BodbHBIE MOMHOCTHIO yTPAUYMBAIOT KPUTHUUEC-
KO€ OTHONIEHHME K CBOEMY COCTOSIHMIO, MOAKOXHAas XHUpOBas KiIeTyaTKa
OTCYTCTBYET, OTMEYaeTCsl MOsiBJieHUEe 0e30eIKOBBIX OTEKOB, GOPMUPYIOTCS
BBIpaXEHHbIE HapylIeHUS IJIEKTPOJUTHOTro GasaHca. DTo cocTosiHUEe 6e3
TepaneBTUYECKOTrO BMeIIaTeJlbhCTBa MPUBOAUT K cMepTu (puc. 11.1).

MMosBnenue y 6oapbHOl ¢ HA cnabocTu WM mpeKpauieHUE €0 TMPUBBIY-
HOW MEeSATeNbHOCTH — TPHU3HAK TAXEIBIX M OMACHBIX IJS XMU3HU DIEKT-
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Puc. 11.1. BHemrHuii Bua 60JbHOI C HEPBHOI aHOpPEKCHUEH

POJUTHBIX PAacCCTPOWCTB, UYTO SIBASETCS MOKAa3aHUEM JJS HEMEAJIECHHOWU
rocnuTajiu3anuu.

JIluarHocTuka

B coorBercTBMM C Knaccudukaumeid TCUXUUYECKMX 3aboyeBaHUI
DSM-IV, kpurepussmMu auarHosza HA aBusiorcs:

1. [TaHuyeckuit yxac mepel BO3MOXHOCTbIO NMpUGaBKM Macchl Teia,
KOTODBIf He yMEHbILIAETCsI, HECMOTPS Ha MOXylIaHUE.

2. Cepbe3Hoe 6GECMOKONCTBO O CBOEC BHEUIHOCTH, NMPU 3TOM BIevaTie-
HUE OT BHEIIHOCTH SBJISETCS OCHOBOW CaMOYYBCTBHUS, HECMOTpPS Ha BO3-
MOXHBIE CEPbE3HBIE OTKIOHEHMS OT HOPMBI B MOKa3aTelsIX 340POBbHS.

3.0TKa3 COXpaHUTh Maccy TeJla BbIIe MUHUMAaJIbHO HOPMaJbHOM AN
CBOETO BO3pacTa M pocrTa.

4. AMeHopes.

JAMarHocTUYEeCKUMU KPUTEPUSIMU HEPBHOUN OYTMMUU SABIASIOTCS:
+ TJloBTOopsmuecs 3MU30Abl MepeenaHus (4actoe ynorpebieHue 00Jb-

UIOTO KOJUYECTBA MUIIU B OTPAHUYEHHBIC MPOMEXYTKU BPEMEHH, MO

KpaiiHeil Mepe, 2 pa3a B HEeleJIl0 HAa MPOTSAXEHUU 3 MecALEB).
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[TorpebseHne BBICOKOKAJTOPUIMNHOM, TerKkoycBauBaeMoOil MU LU BO BpeMs
MPUCTYMOB «006XOpcTBa» (MHOTAA dHepreTuuyeckas IMEHHOCTb CheleH-
HOoi muiiu npeBbiaeT 5000 Kka).

He3aMmeTHBIii nmpueM 00JbIIOTO KOJMYECTBAa NUILMU BO BpeMs MpUCTyna

(moTepss KOHTPOJISI 32 MPUEMOM THUIIHU).

TunuuyHbiMu nasg HA ropMoHajJbHBIMM CABMraMHM, KOTOpbi€ OOYCJIOB-
JeHB M3MeHeHUueM MeTaboJnM3Ma TOPMOHOB M UX OEJIKOB-TIEPEHOCUYUKOB,
SIBASIIOTCS:

— YBeJIWUYEHUE YPOBHS TECTOCTEPOHA U KOPTU30J]a;

— CHUXEeHHMEe YPOBHS dCTpajnuoia;

— cHuxeHue ypoBHsa T3 («cuuHapom Hu3koro T3») u AKTT.

JduddepeHnuanbHas IMAarHOCTHKA

1. basupyeTcs, B nepBylo ouyepeab, HAa KIHMHUYECKOW KapTUHe, a He Ha
pe3ysibTaTax TOPMOHAaJIbHBIX MCCIeqOBaHUi, mockoibky HA Bener Kk msame-
HEHMWIO MPaKTUYECKMU BCEX TOPMOHAJIbHBIX MOKa3aTelel.

2. DHOOKPUHHBbIE 3a00JieBaHuA: TUNIO(dpU3apHass HEAOCTATOYHOCTh (CM.
m. 2.6). Ilpu HA, BoTiuuyue OT TMINONMUTyUTapu3Ma, BCErjaa COXpaHEHO
MOJOBOE OBOJOCEHME, HAaANMOYEYHMKOBASS HEIOCTAaTOYHOCTh (cMm. 1. 4.5),
TAXEJNbId TUPEOTOKCUKO3 (cM. 1. 3.4) u np.

3. Tsaxenble coMmaTH4ecKue 3a001eBaHusA, MPUBOASIIINE K BBIPAaXEHHOMY
MOXYyJAeHUI — TyOepKyJie3, 3JOKaYeCTBEHHbIE ONYyXOJU, Majababcopbuus,
MHbEKLUUU U AD.

4. Ilpyrue ncuxuyeckue 3a0ojieBaHus — M U30DpEHUSI C aHOPEKCHYEC-
KUM CUHAPOMOM, TsXeJas Aenpeccus u Ap.

JleyeHue

* OcHOBHOE JeyeHUE MALMEHTKHU AOJKHBI MOJyyaThb y HCHXHATpA.

* BpiBeseHMEe MALMEHTKU U3 COCTOSHUS KaXEKCUU MPOBOAUTCS B MCUXM-
aTpMYeCcKOM CTallMOHape B yCIOBMUAX U3OJNSILUMU OT CEMbU, NPU HaAbJIO-
NEHUUM 3a aleKBATHBIM MUTAaHUEM; HAUJAYyUYlInil 9pdekT HabawoaaeTcs
NpU MPOBEJEHUU IHTEPAJIbHOTO MUTAHUS.

IIporuno3

JletanbHoCcTh cocTaBiisgseT okojo 5—10 %. IlpuuuHamu cMepTu MOTYT
OBITh MHGEKI MM, CENCUC, HEKPO3 KHUIIEYHUKA, OCJIOXHEHUS Tepamnuu,
cyMIMIalbHble MONBITKU Ha GoHe genpeccuu. Ha mpoTaxeHuu 5—6 et
3aboneBaHue coxpaHsercss y 40—60 % OGonbHBIX. Bbi3gopoBieHue mnpo-
HCXOAMT TJaBHBIM o06pa3zoM Mexay 6-M u 12-M romaMu Tmocje Hayala
3aboneBaHust. Tonbko 65 % GONBHBIX B UTOTE MOXHO CYUTATh MOJHOCTHIO
M3JTEYEHHBIMU.
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Oepos MNBaH MBaHOBUY

MNMpodgeccop, OOKTOP MEeOAVLMHCKUX Hayk, akage-
mMuk PAH n PAMH, ampekTop aHAOKPUHOMOMMYeCcKoro
Hay4Horo ueHTpa PocmearexHonorum M3 PD, 3aBe-
ayowmn  kadpegpon 3HOOKPUHONOrMM MOCKOBCKOM
MeauvumHckoi Akagemun nm. .M. CeueHosa, npe-
3naeHT Poccuinckom accoumaumm aHO0KPUHONOroB

MenbHn4yeHko lMNanmHa AdaHacbeBHa

JOoKTOp MeaAUMHCKUX  HayK, 4YneH-Koppec-
NMOHAOEHT PAMH, 3amMecTuTesb anpektopa
OHpokpuHonorunyeckoro HaydHoro UeHtpa PAMH
PocmentexHonorum M3 P®, npodeccop kaden-
pbl 9HAOKpMHONOrMn MockoBcKor MeanumHcKon
Akapemun nm. .M. CeyeHoBa, BuULE-NPE3NOEHT
Poccuiickon accoupaumm aHO0KPUHOSOMOB.

LLlanees BaneHTnH Bukrtoposu4

JoKTop MeanumMHCKMX Hayk, npodeccop kaden-
pbl  9HAOKPpUHONOrMM MockoBCKOM MeauumMHCKON
Axkagnemun nm. .M. CeuveHosa.



