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AYTOUMMYHHBIN NOJUTJAHAYJAPHBIM CAHIPOM 1-I'0 TUTIA:
COBPEMEHHBIE NTPEACTABJIEHUS Ob OTUOIMATOI'EHE3E U BJIMSHUU HA
OEPTUJIBHOCTDb KXEHIIUH
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AyTOMMMYHHBIN NOJHMINIAHAYJISPHBIA cuHapoM (AIIC) npeacrasisier co00i reHeTHYECKH JeTEPMUHUPOBAHHOE
ayTOMMMYHHOe 3a00/1eBaHue. BoiaesiioT 4 TMIIa JAHHOTO CMHAPOMA, B CTaThe MOAPOOHO ONMCAHBI 3THOJIOTHS U
natorene3 AIIC 1-ro tuna. IIpuunHoOii ayTOMMMYHHOI JeCTPYKIHH YHAOKPUHHBIX keje3 mpu AIIC 1-ro tuna
siBiasieTcss myTanus reia AIRE, kotopblii kogupyer 0ejloK ayTOMMMYHHOW peryasauuu. B pe3yasTaTe 3TOrO
HAPYLIAIOTCH NPOLECCHl OTPULATEIbHOM cejiekuun T-KiaeTok. OCHOBHBIM KOMIIOHEHTOM JAHHOIO0 3200/1eBaHUS
sipasiercst Tpuaaa Whitaker (kaHama03 KOXXKHM M CIM3UCTBIX 000J1049€K, FHIONAPATHPEO03, 00JIe3Hb AJNJHCOHA).
Peske y manmMeHToB MOryT HAa0JI0AaTbCsl JpyrHe ayTOMMMYHHbIe 3200JIeBaHMs: NEPBUYHBbIA THIOrOHAIM3M,
NEePHULUO3HASI AHEeMUsl, AayTOMMMYHHBIH renaTuT, 00/1e3Hb XalmKMMOTO, caxapHblii Auader I Tuna. Hapymenuns
JHAOKPHMHHON U PeNnpoAYKTHUBHOI CHCTeM CBSA3aHbI C AyTOUMMYHHBIM aAPeHAJIMTOM, 00)OPUTOM, TUHPEOHIUTOM
U JecTPyKIHeH 0eTa-KIeTOK MOIKeTyA0YHOM| Kejie3bl M CONPOBOKIAITCS M3MEeHeHHeM padoThbl THIOTATaMO-
TUNO(U3APHO-INYHMKOBOI CHCTeMbl. JTO NPUBOAUT K Pa3BHTHIO AKYHIEPCKHX OCJOKHEHUH, TAKHX Kak:
€CaMONPOU3BOJIbLHOE IpephbIBaHHE OepeMeHHOCTH, Oecriionue, aucMopdorenes miona, dgeromianeHTapHas
HEOCTATOYHOCTh, NpeKAeBpeMeHHasi OTCJIOMKa IUIAEHTBI, CMEpPTh ILI0JAa W MAaTepu, auadeTHyeckas
smOpuoderonaTns, ajIUCOHOBBI KpH3, THKelble (popMbI recro3oB. Y manueHTok ¢ AIIC 1-ro TMma moryr
PerncTpupoOBaThLCH O0JIMTOMEHOpesi, ONICOMEHOpesl, AHOMAJIbHbIe MAaTOYHbIe KPOBOTEUYeHHs, AJILIOAMCMeHOopes],
AHOBYJISITOPHBIC IIUKJIbI, IEPBUYHASI U BTOPUYHASA aMEHOpesl.

KnroueBble crnoBa: ayTOMMMYHHBIM HONUTIAHAYJSPHBI CHHIPOM, AyTOMMMYHHBIM THPEOMIUT, ayTOMMMYHHBIH
00(OpUT, HApYILIEHHE MEHCTPYaJIbHOTO IIUKJIIa, OECIIONE, HAAOYEYHUKOBAsI HEJIOCTaTOYHOCTh, CaxapHblil AuaderT.

AUTOIMMUNE POLYGLANDULAR SYNDROME TYPE 1: CURRENT VIEWS ON
ETIOPATHOGENESIS AND IMPACT ON FEMALE FERTILITY
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Autoimmune polyglandular syndrome (APS) is a genetically determined autoimmune disease. There are 4 types
of this disease, the etiology and pathogenesis of APS type 1 are described in detail. The cause of autoimmune
destruction of the endocrine glands in APS 1 is the AIRE gene mutation, which encodes an autoimmune
regulation protein. As a result, the processes of negative selection of T cells are disrupted. The main components
of this disease is the Whitaker’s triad (candidiasis of the skin and mucous membranes, hypoparathyroidism,
Addison's disease). Disorders of the endocrine and reproductive systems are associated with autoimmune
adrenalitis, oophoritis, thyroiditis, and destruction of pancreatic beta cells and are accompanied by changes in
the functioning of the hypothalamic-pituitary-ovarian system. This leads to the development of obstetric
complications: spontaneous abortion, infertility, fetal dysmorphogenesis, placental insufficiency, premature
detachment of the placenta, fetal and maternal death, diabetic embryofetopathy, addison crisis, severe gestosis.
In patients with APS type 1, oligomenorrhea, opsenomenorrhea, abnormal uterine bleeding, algomenorrhea,
anovulatory cycles, primary and secondary amenorrhea can be recorded.

Keywords: autoimmune polyglandular syndrome, autoimmune thyroiditis, autoimmune oophoritis, menstrual
irregularities, infertility, adrenal insufficiency, diabetes mellitus.

[ToMmMIHAOKPUHONIATAN  SBJSIOTCS OJHUMH M3 CaMBIX CIIOKHBIX 3a00JieBaHHMU B
SHJOKPUHOJIOTUH, YTO CBA3aHO C JIOCTATOYHO PEIKOM YacCTOTOM BCTPEUaeMOCTH, MOJIUMOpPPHU3IMOM
KIIMHUYECKUX MPOSBICHUM U TPYIHOCTHIO MPH JeUeHUHU manueHToB. Oco0oe BHUMaHUE yenseTcs

AYTOUMMYHHBIM 3a0071€BaHUSIM OHAOKPHUHHBIX IKCJIC3, KOTOPBIC COIPAKCHBI € HN3MCHCHUCM



CTPYKTYpPHI H Pa3BUTHEM THIIO-, pexke rurnepPyHkuuu. B xone HaOmoaeHnii ObUIO BBISBICHO, YTO
ayTOUMMYHHOE BOCHAJIEHUE YacTO COYETaeTcss APYr C JIPYroM U TPOSIBISETCS MOpakeHHEM
HECKOJIbKUX 3HAOKpHHHBIX kene3. C otkpbiTeM reHa AIRE (Autolmmune Regulator) B konne XX
B. HAYQJIOCh aKTUBHOE M3yuY€HHE AayTOMMMYHHBIX 3HJOKPUHOIATHHA, KOTOPOE MO3BOJIWIO MOHSTH
MPUYMHBI U MEXaHU3Mbl Pa3BUTUS AyTOMMMYHHOro nojuriaaHayispHoro cunapoma (AIIC), a
Tak)Xe pa3padoTaTh HOBBIE METObI JUATHOCTUKH | JieueHus [1].

Ilenp paboThl: aHaANW3 KMCTOYHHUKOB JIUTEPATypbl, TOCBAIICHHBIX COBPEMEHHBIM
MPEJICTABICHUSIM O BIUSHUU ayTOMMMYHHOTO TOJUTIAHAYJSIPHOTO CHUHApoMa 1-ro Tuma Ha
TeueHHe OEpeMEHHOCTH M POJOB, a TaKXKE€ Ha PENpONyKTUBHOE 3/0POBBE KEHIIUH. PackpeiTne
pPOJIU PHIOKPUHHBIX HAPYIIEHUH B BO3HUKHOBEHUHU OCJIOKHEHUI OEpeMEHHOCTH M OecIuiofus y
MAIUEHTOK.

AIIC npencraBnsieT co00i reHeTHYEeCKH TETEPMUHUPOBAHHOE ayTOMMMYHHOE 3a00JIeBaHHeE,
XapakTepu3yloleecs AeCTpyKuuen 2 u Oojee SHIOKPUHHBIX kene3 [2]. B coorBeTcTBUU C
COBpPEMEHHOW Kiaccupukanue BBIICIAIOT YEThIPE THMA AyTOMMMYHHOW TOJUIHIAOKPHUHHON
HegocratouyHoctu. AIIC 1-ro tuma (kaHauao3-3kTofepmanbHas nuctpodus, Whitaker cunapom) B
OOJIBIIMHCTBE CIIy4aeB MpPOSABISETCS TPHAIOM CHUMIITOMOB, BHepBble omucanHoil G. Whitaker,
KOTOpasi BKJIIOYAET B CeOsl KaHIU03, TUCTPODUIO KOXKHU, 3yOHOU dMalld U HOTTEH (BCTpeuyaeTcs B
20-100% cnyuaeB B pamkax AIIC 1-ro Tuma), HeJOCTaTOUHOCTh OKOJOUIUTOBUIHBIX *keie3 (75—
96%), pa3BuBaroIlylOCd B JETCKOM Bo3pacTe, M Oone3nb Apnucona (70-100%), koropas
IIPOSABIIAETCS B MOAPOCTKOBOM nepuone [3, 4]. Taxke npu Hannuuu y nauueHtoB AIIC 1-ro tumna
MOTYT HWMEThb MECTO M Jpyrue ayTOMMMYHHbIC IMOPaXXCHHUsS OpPraHOB M TKaHEW: NepBUYHBIN
runoroHagusMm (o 50% OonpHbIX), anomenus (30%), mnepuunmosHas anemus (15%),
ayTouMMYHHBIH renatut (12%), 6one3np XammmMoTo win aud@y3Hsiit Tokcuaeckuii 300 (10 10%),
caxapubiii quaber I tuma (C 1) (1-5%) [1, 5]. Knunndeckue HaOMIOACHNS TO3BOJIUIN BBISIBUTD,
YTO BO3MOXXKHa KOMOuHammsa IoObix mnposiBieHuit AIIC 1-ro Ttuma, 4ro 0oOyCIOBIMBAET
nonuMopdusm cumnromoB y mnauueHToB. Komnonentsl AIIC 1-ro m 2-ro THNOB CXOXH, 3a
UCKITIOYEHUEM  KaHAMI03a KOXH, OJKTOJEPMalIbHOM  nucTtpoduud U TUIONApaTUpeo3a,
HexapakTepHbIXx ans Broporo BapuaHTta. AIIC 3-ro Tuma XapakTepu3yercs HalUuYHeM
ayTOMMMYHHOTO THPEOHJIUTA U JPYTUX ayTOMMMYHHBIX 3a00J1€BaHMi (TaKUX KaK ayTOUMMYHHBIN
aJpeHANIUT, TUTIONIAPATUPE03, XpoHudeckud kauanuao3). AIIC 4-ro Tuna BKIto4YaeT B ceOs ABE WIH
0osee opraHocnenu(puUHble ayTOUMMYHHbIE NATOJIOTHH, KOTOPbIE HE COOTBETCTBYIOT 1-My, 2-My
nunu 3-My tunam [6].

AyTOMMMYyHHAas TOJUPHIOKPUHHAs HEIOCTAaTOYHOCTh MpPEJCTaBIsAeT co0oil opdanHOoe
3a00JeBaHne, KOTOpoe 3apeructpupoBano mpumepHo y 500—700 manueHTOB Ha Bcel ruiaHeTe [2].

Haubonpiias yactora BcTpeuaeMocTu (UKCUPYETCS y HApOJIOB, JIOJITOE€ BpeMsl MPOKHUBABIIMX B



yCIIOBUSIX TeHeTndeckod m3onauuu. Tak, y upaHckux eBpeeB AIIC Bcrpeuaercs ¢ wactoTont 1
ciy4ait Ha 9 ThIC. 4eNoBeK, cpeau capaunieB — 1 Ha 14,5 Teic., puHHOB — 1 Ha 25 THIC., CTOBEHIIEB
— 1 nHa 43 TeIC. [4, 6, 7]. HeoOxoaumo oTMeTHTh, uTo nuk Manudectanuu npu AIIC 1-ro Tuma
COOTBETCTBYET BO3pacTy 12 jeT, mpu 3TOM MepBble KIMHUYECKHE CUMIITOMBI (KaHIUI03 KOXKHU U
CIIM3UCTBHIX 000JIOUEK) MPOSBIISIOTCS B PAHHEM JIETCKOM BO3PACTe — JI0 5 JIET, TUIIONapaTUpPeo3 — 10
10 net, a 6one3ns Anaucona — g0 15 ner [8]. [Ipu aTom Tonpko y 50% marueHToB HAOIIOMaCTCS
nonHas tpuana G. Whitaker. B nccnenoBanusix ObUI0 BBISBICHO, YTO, YeM paHbIIE MPOUCXOIUIA
MaHu(pecTaIus, TeM OOJbIlIee KOJIUYECTBO SHIOKPHHHBIX JKENIE3 BOBIIEKAIOCH B MATOJOTHYECKUN
nporecc [9]. s AIIC 2-ro Tuma xapakTepHbI Bo3pacT nuka MaHudecramuu 30 JeT, a Takxke
yactoe pa3BuTHe caxapHoro auabera | tuma (y 50-55% mnaumentoB). [lonoBoe cooTHomIeHHE
ayTOUMMYHHOM MHOJUAHIOKPUHHOM HeaocTaTOYyHOCTH paszinyHo: AIIC 1-ro thuma HemHOro yarie
BcTpeuaercs y mykuuH (0,9-2,4:1), AIIC 2-ro, 3-ro, 4-ro Tunos B 4—10 pa3 yaie perucTpupyercs
y KeHIuH [6, 10].

B ocHOBe ayTOMMMYHHOW MOJUAHIOKPUHHOW HEAOCTATOYHOCTU 1-TO THUMA JISKHUT MyTalus
rera AIRE, kotopslii koaupyeTt 0e10k ayTOMMMYHHOU peryJsiiiui, OpraHOM-MHILIEHBI0 KOTOPOTO B
MEPBYIO OYepedb SBISIOTCS BUJIOYKOBAas jKele3a, a Takke TUM(ATHYECKUE Y3IIbl, CENe3eHKa U
auMQouIHas TKaHb KeJlyJ0YHO-KUIIeYHOTo TpakTa [7, 11]. B Tumyce naHHbINA O€IOK y4yacTBYET B
(hopMUPOBaHHUH TOJEPAHTHOCTH UMMYHHOU cucTembl. [Ipu moBpexaenuu reHa AIRE nabmonaercs
HapylIeHHe MNPOLECCOB OTPULATEIBHOM CeleKUUH T-KIETOK, YTO MNPHUBOJUT K AyTOMMMYHHOM
MYJIBTUIHAOKPUHHON JECTPYKIIUU C pa3BUTHEM THIMOGYHKIIMU SHIOKPHUHHBIX *kene3 [12].

B Hacrosimiee BpeMs u3ydaeTcs poib aHTHTEN K HHTepdepoHam 1-ro tuna (o-uHTephepoHy
n o2-uarepdepony) B maroreHese AIIC 1-ro Tuma, 00iagaroOMMX BBICOKOW CHENM(DUIHOCTHIO U
SIBJISTFOIIUXCSI  TIEPCIIEKTUBHBIM MeTojoM nuarHoctuku [10, 13]. MuTepecen ToT dakr, 4to y
nanueHToB ¢ AIIC 1-ro Tuma He perucTpupyeTcsl BHICOKas 4acTOTa BUPYCHBIX 3a00JI€BaHUi, 4TO B
HaCTOsIIIee BpeMs CBSA3BIBAIOT C OOJIBIIMM pa3HOOOpa3ueM MOATUIIOB MHTEP(EPOHOB, B TO BpeMs
KaK aHTHUTEJa IPH ayTOMMMYHHOH MOJMPHJOKPUHHON HEJIOCTaTOYHOCTH BBIPAOATHIBAIOTCS TOJIBKO
K ©- ¥ o2-uatepdepony [6]. Ha coBpemeHHOM 3Tarne BhISIBICHA POJIh AyTOAHTUTEN K HHTEPIICUKUHY
17. loka3zaHo, 4TO JaHHBIE IUTOKHHBI BeIpabarbiBatorcs T-kinerkamu CD4+, a umenno Thl7, u
UTpalOT KIIOYEBYIO POJIb B Pa3BUTHH MPOTHBOrpuOKoBoro mmmynutera [11]. Takum obOpazom,
ayTOaHTUTENa OJIOKHPYIOT JeHWCTBUE WHTepJeiikuHa 17, a Takke JApYyruxX BeIIeCTB,
BbIpabaTeiBaeMbIXx Toa  ero BoszaeiictBueM (DPHO-0, konoHmecTuMynupyromero ¢akropa,
XEMOKHHOB), YTO MPUBOIUT K BO3HUKHOBEHHUIO XPOHMUYECKOTO KaHAMI03a KOXH U CIHU3HCTHIX,
BBI3BAaHHOT'O Pa3MHOKEHUEM YCIOBHO-NAaTOreHHOM Mukpoduiopsl — Candida albicans [13]. Taxxke B

aTOJIOT'M4CCKOM mponecce MMPUHHUMAIOT y4acTtue OpFaHOCHeHI/I(bI/ILIHI)IG AyTOaHTHUTCIIA,



BbIpabaThiBaeMble K (pepmenTam crepounoreneza (P450scc, P450cl7, P450c21), Gera-kierkam
MOJIKETY TOYHOM KeJe3bl, AHTUT'€HAM KOPbI HAJAIIOYEYHUKOB, apallMTOBUIHBIM kele3aM [6, 10].

[lonusHOKpUHHBIE HapyuieHus, pas3BuBaronuecs y mnauueHTok ¢ AlIIC 1-ro tuma,
OKa3bIBaIOT HETATUBHOE BIHUSHUE HA PEMNPOAYKTUBHOE 3/I0pOBbE H (DEPTHIBHOCTH IKEHIIKH.
OCHOBHBIM  KOMIIOHEHTOM  JaHHOTO CHHIpPOMA  SIBIISIETCA  AyTOMMMYHHBIH  aJ[pCHAJIHT,
MIPOSIBJISIONINNACS XPOHUYECKOM HEIOCTATOYHOCTHIO KOpbl HaamoueuyHukoB (XHH) BciemctBue
auMdonuTapHOod HHDUIBTpallK, a 3aTeM U JECTPYKIMHU KIETOK, BHayale HaOiomaeMoil B
KITyOO4KOBOM, a 3aTeM M B ocTanbHbIX 30HaX [10]. bone3nbp Anmucona cBsi3aHa C MOBBIIICHHBIM
PUCKOM Da3BUTUS OCIIOKHEHUW B TEpuoj Tectanuu. Bo Bpemsi GEpeMEHHOCTH 3aMECTHTEIIbHAS
tepanus riaokokoptukongamu (I'KK) mosxer mpuBectn k aucMopdorenesy y Imiojia, aHOMalusiM
pa3BUTHS COCNMHUTENBHONM TKAaHU, a TakkKe K 3aJiepKKe BHYTPHUYTpoOHOro pazButus [14].
Onucanpl ciay4am MEpPTBOPOXKACHUS M arpouu KOpHI HAAMOYCYHHKOB Yy T1UIona Ha (oHe
mutenbHoro npuema ['KK 6epemennoit [15]. Takke npu nepsuyHoit XHH Bo3MoxHO pazButHe
aJIMCOHOBOTO KpH3a, Yalle BCEr0 BO3HHUKAIOLIETO B TPEThEM TPUMECTPE U MPOBOLUPYIOLIETOCS
HaYyalloM POJOBOM NEATEIbHOCTH, XUPYPTrUYeCKHM BMEUIATEILCTBOM, KPOBOIMOTEPEH, CTpEccoOM U
W3MEHEHHEM TOpMOHaNbHOro Oananca y OepeMeHHOW. KIWHUYECKHM OH MPOSIBISETCS PE3KUM
nagearneM AJl, COCYIUCTBIM KOJUIAIICOM, apUTMHUEH, PBOTOW, CyJaoporaMu, OpelIoM, CTyHOpOM,
OCTPOM MOYEYHOM HETOCTATOYHOCTHIO U MOXET MPUBECTU K CMEPTU Matepu U mioza [4, 8]. Ipyrum
KPUTHYECKUM TIEPUOIOM Pa3BUTHUSL OCTPOM HAAMOUYEYHUKOBOM HEIOCTATOUHOCTH SIBJISIIOTCS IIEPBBIE
cyTkH mocie poaoB. [latorenes ocHoBaH Ha cHikeHUU BbIpaboTku ['KK, oTTOpkeHnU IUIaneHTsl,
KOTOpasi MpelCcTaBiIsuia co00M MCTOYHHMK CEKpEeIMH KOPTHKOCTEPOUIOB, a TAaKKe KPOBOIIOTEpPE B
MpoIiecce POAOBOM AeATeTLHOCTH [16].

JpyruM OCOKHEHHEM B MEPHOJI TeCTAllUU y MAIMEHTOK ¢ O0JEe3HBI0 AJIMCOHA SIBISIETCS
pa3BUTHE TecTo3a, Xapakrepusyiomierocss psotoil no 10-20 pa3 B CyTKH, WHTOKCHKAIUEH,
MeTa0OIMYeCKUM aluI030M, OO0E3BOKMBAHHMEM; HAOIIOAAIOTCS HApyIICHWE CHA, aJWHAMUS,
CHIWKEHHME MacChl Tella 10 3 Kr B CYTKH, THIOTEH3Us, Taxukapnausa. Hapymenue BomHO-
3IeKTPONUTHOTO GanaHca obycnosneHo notepeii nonos Na*, K, Ca®" BciencTBue PBOTHI, a TaKKe
neguuutoM MuHepanokopTukouaoB [17]. ¥V nanuentok ¢ AIIC 1-ro THma noBbIILIEH PUCK PA3BUTHUS
MIPEXKACBPEMEHHOM OTCIIOMKM HOPMAJIBHO PACIIOJIOKEHHOM IUIALEHTHI, KOTOpas MOXET CTaThb
MPUYMHON TeMOpPparuvyeckoro II0Ka OEpeMEHHOW, OCTpOM THUIOKCMU M CMEpTH IUIoAa,
TepeHanIuBanus 0epeMeHHOCTH [14].

OnacHocte B mnepuoa recrauuu y xeHmmH ¢ AIIC 1-ro Tuma u XpoHUYECKOU
HAJMMOYEUYHUKOBOM HEJIOCTATOYHOCTBIO TMPEACTABISIET apTepuaibHas TUIOTOHUS, KOTOpas
paccMaTpuBaeTCs HEKOTOPHIMH YUEHBIMHU KaK MPOsIBIIEHUE TOKCHUKo3a OepeMmeHHbIX [18]. C omHoM

CTOPOHBI, IAaTOrCHE3 CHUKCHHUA AH Y MHOanuMEHTOK CBA3aH C HEAOCTAaTKOB MHHEPAIO- U



TKJIIOKOKOPTUKOUIIOB B OpraHu3Me OepeMEeHHOH, a ¢ Jpyrod — TUHOTOHUS OOyCIIOBJIEHA
(dhopMUpOBaHUEM HOBOW CHUCTEMBbI KPOBOOOpAIIEHUsI «MaTh — IUIALEHTa — II0/1», BHICTYMAIONIEH B
pONK TOTIOJTHUTEIBHOTO KPOBSIHOTO JIETO, BIMSHHEM IUIAlIEHTHl Ha THIOTAlIaMO-TUMO(PU3APHYIO
CHUCTEMY C T[IO/IaBJICHMEM BBIPaOOTKM Ba3ONPECCOPOB, a TaKXkKe MpeodsialaHueM BIUSHUN
MapacUMITaTUYECKOT0 OTJIeJla HEPBHOM CHCTEeMBbI B Tepuo recrauuu [14]. B pesynbrare maHHBIX
W3MEHEHUH HaOJI0al0TCs YMEHBIIEHHE MUHYTHOTO M yAapHOro o0beMa, BEHO3HOI'O BO3BparTa K
cepaiy, oomiero nepupepuuecKoro COmpoTUBIEHUSI KPOBEHOCHBIX cocy10B U cHmxkenune OLK, uro
MPUBOAUT K CHCTEMHOMY CHIKeHHI0O AJ[. DTo B CBOIO oyepenbp HapyliaeT KpOBOCHAOXKeHHE
IUTAIEHTBl W IUI0JJa W CHOCOOCTBYET pa3BUTHIO (DeTOIUTalleHTapHOW HemocTatodHocTd. Jlo
(hopMUpOBaHUS IUIALIEHTHl HEJOCTaTOYHOCTh MAaTOYHO-IUIALEHTAPHOTO KPOBOTOKA MPHUBOIUT K
HEMOJIHOIIEHHON WHBa3uM Tpodobiacta B aa.spirales, MPOMCXOAUT cMa3M [aHHBIX AapTEPHid,
CHIDKAETCS KPOBOTOK B MEXBOPCHHYATOM IPOCTPAHCTBE, YTO B UTOTE MPOSIBISIETCS HAPYIIEHUEM
ra3ooOMeHa, umeMueil 1 MHPApKTOM IUIAIEHTHI, OCTPON TMIIOKCHEH 1ioga. Bo BTopoil momosuHe
OepeMeHHOCTH (peToIuIalleHTapHasi HeAOCTaTOYHOCTh COIMPOBOXKIAETCS XPOHUYECKOW THUITOKCHEN
IJI0/1a, 4YTO NPHUBOJUT K MEPEpACHPEEICHUI0 KPOBOTOKA [JIsi COXpPaHEHUs M MOJAEp:KaHUS
pasButus [[HC. Hapymenue Bcex GYyHKIUH MJIAIleHTH: 3aIlMTHOHW, BBIICTUTEIHHOM,
CUHTETUYECKOM, IHIOKPUHHON — OKa3bIBa€T HETATUBHOE BJIMSHME Ha IUIOJ U MOXKET IPUBECTU K
€ro aHTeHaTaJIbHOU THOeH.

Takum o6pazom, mamueHTkaMm ¢ AIIC 1-ro tuma um Gone3Hpr0 AAuUCOHAa HEOOXOIMMO
CBOCBPEMEHHO pEIIUTh BOIPOC O BO3MOKHOCTH TPOJIOHTHpOBaHHS OepeMeHHocTu. [lpum
HEKOHTpoJIMpyeMoM TeueHun nepsuyHo XHH u pazButuy OCIOXKHEHUN ITOKAa3aHO IIPEPHIBAHUE
OEpeMEHHOCTH, OJJHAKO HEOOXOIMMO yUUTHIBATh, YTO MEIUKAMEHTO3HBIA a0OPT MPOTHUBOIIOKA3aH
JAHHOM Tpynme MalUeHTOK, a XHUPYPrudeckoe BMEIIATEIbCTBO MOYKET CIPOBOLIMPOBATH
aJIMCOHOBBIN Kpu3 [6].

[To npamHbM  pa3nuuHbiX  HaOmopeHudt y 10-50% okeHIIMH ¢ ayTOMMMYHHOMR
MOJINAPHAOKPUHHON HEIOCTAaTOYHOCThIO 1-r0 THMA pa3BUBACTCSl MEPBUYHBIM THMIIOTOHAIN3M,
KOTOPBIA 00YCIIOBJIICH ayTOMMMYHHOM NecTpyKiuend sudHuKoB [19]. Knmandeckn ayToMMMyHHBIN
00(bOpUT  TPOSBISETCS HAPYIIEHHWEM MEHCTPYyaJbHOTO IMKJIa. Y  MalUeHTOK MOTYT
PETUCTPUPOBATLCS  OJMTOMEHOPES,, OINCOMEHOpPEs, AHOMAJIbHBIE MATOUYHBIE KpPOBOTEUYEHMS,
aNbroINCMEHOpEs, AaHOBYJIATOPHbIE LIUKJIbI, IEPBUYHASL U BTOpUYHAs aMeHopes. [lanneHTku MoryT
MIPEABSIBIIATE JKalloObl Ha TyIbIE HOMOIIME OOJIM B JIOOKOBOW 00JacTH ¢ Mppagualiiedl B MPIMYIO
KHIIKY U TPOMEXKHOCTb, TUCHAPEYHUIO, KOTOpPhIE B OOJBIIMHCTBE CIy4yaeB MaHU(ECTUPYIOT Ha
¢doHe pa3BUTUS MH(PEKIIMOHHO-BOCIAIUTENIBHBIX 3a00JIeBaHUI OpPraHOB Majoro Tasza. [JlaBHBIM
OCJIO)KHEHUEM TPEXKIEBPEMEHHOIO HCTOUICHHSI SUYHUKOB ayTOMMMYHHOIO T€HE3a SBISETCS

oecrutogue [1]. OCHOBHBIM HEWHBA3MBHBIM METOJOM JIHATHOCTUKH ayTOMMMYHHOM JECTPYKIIMH



SIMYHUKOB CIIYXKHUT OINpPEJEICHUE YPOBHS AHTHOBAPUAIBHBIX AHTUTEJN, OJHAKO OHM HE 00JaJaroT
BBICOKOM  CHEUM(UYHOCTBIO U  BBIABJIAIOTCA TOJBKO Ha MO3JHMX CTaJuAX  Pa3BUTHA
MaTOJIOTMYECKOr0 Ipolecca, KOrja COXpPaHEHHE PENpOAYKTUBHOIO 30pOBbS U (HEepTUIBHOCTU
MAaIMEeHTOK HeBO3MOXHO [20]. Takum obpa3oM, ISl COXpaHEHUs! PENPOIYKTUBHOTO MOTEHIMANIA U
SHIOKPUHHOW (YHKIMHM SIMYHUKOB HEOOXOIMMa pa3padoTKa HOBBIX METOJIOB JHWArHOCTHUKH,
MO3BOJISIOIINX BBISIBUTh PaHHHUE MapKepbl 3a00J1eBaHus.

Y 10% mnanueHTok ¢ ayTOMMMYHHOHM IMOJIMHIOKPUHHOW HENOCTaTOYHOCThIO 1-ro THma
pa3BUBaeTCd INEPBUYHBIA THUIIOTUPEO3, BBI3BAHHBIM ayTOMMMYHHOM JECTPYKLUUEH TKaHU
UIUTOBUIHOW  >kene3bl. MaHudectanuuss ayTOMMMYHHOTO THUPEOWIUTA TMPOUCXOAUT O]
BO3CHCTBUEM HEOIAaronpusaTHbIX (GakTopoB. OcTpble pecnUpaTOpHbIE BUPYCHBbIE 3a00J€BaHMI,
xpoHnyeckne odarn uHpekuuit B JIOP-opranax, TpaBMbl, HEKOHTPOJIMpYEMOE MpPHUMEHEHHE
TOPMOHAJIBHBIX CPEACTB, OEPEMEHHOCTb, WHCOJSIMA MOTYT CIIPOBOIMPOBATH IPOSBICHUE
TUpEOUIUTa XalIMMOTO Y TanueHTok [21]. B pe3ynbrare paspyiieHus HIMTOBUIHOW JKENe3bl, €€
¢bubposa, a Takxke BBIPAOOTKH aHTUTEN K THPEOTIIOOYJIWHY M THPEOUANEPOKCHAA3e MPOUCXOIAUT
HapyllleHHe CUHTE3a THUPEOUIHBIX T'OPMOHOB [22]. V ’xeHIUMH HaOiogaeTcs 3aMeajieHHe BceX
OOMEHHBIX MPOLECCOB, YTO CHOCOOCTBYET IMOSIBICHUIO OKUPEHHUS, KOTOPOE COINPOBOXKIACTCS
MOBBIIICHHBIM PUCKOM Pa3BUTUS  aTE€POCKIEPO3a, TPOMOOIMOONIUH, CEepAEeYHO-COCYIUCTHIX
3a00J€BaHUN, TOPMOHAJIBHONW HEIOCTATOYHOCTU SHMYHHMKOB (BCJIEICTBHE TUIEPICTPOTCHEMUU H
HapyIleHUs] MyJbCOBOM CEKpELUH JIIOTEMHU3UPYIOIIEro rOpMOHa), XOJIELHUCTUTA, paka MOJIOYHON
JKele3bl, paka SHIOMETpHusi, MUOMBI MaTku [23, 24]. Takxke u3MeHsercsa paboTa THIOTalIaMo-
TUNO(PHU3aPHO-INYHUKOBOM CHUCTEMbI, 4YTO TMposiBisiercs cHwkenuem cekperuun OCIT u JIT,
HapylIeHueM (QOJUIMKYJIOTeHe3a W TMPHUBOJUT K (OPMHUPOBAHUIO AHOBYJISITOPHBIX IUKJIOB.
[laneHTKH NpeabsIBIAIOT KajJoObl Ha HApyIIEHWE MEHCTPYaJbHOIO LHMKIA — OJMIO- WIH
MOJIMMEHOPEI0, OOMIIbHBIE MAaTOYHBbIE KPOBOTEUEHUs, albromeHopero. IlomaBnenue obpa3zoBaHus
JTIOTEUHOBOT'O Tella 00YyCIOBIMBAET AS(PULIUT MporecTepoHa, HeOOXOAMMOTO s PU3UOTOTHYECKUX
u3MeHeHu suaoMerpus [23]. B pesynprate cinmsucras 000J0YKa MATKM HMCTOHYAETCs,
HaOMIoAa0TCsd TUNOQYHKIMS AHIOMETPUAIbHBIX JK€Je3, CHUKEHHE BACKYJSApU3ALMM, YTO
MPEMATCTBYET HOPMAJIbHON UMIUIAHTALUH OIUIOAOTBOPEHHOM SIMIIEKICTKH U IPUBOJUT K PA3BUTHUIO
y manueHTok ¢ AIIC 1-ro Tuma 6ecrutoaust u 6one3nu XamumoTo [1, 21].

OaHUM M3 KOMIIOHEHTOB ayTOMMMYHHOM IMOJIMSHAOKPUHHOM HEAOCTATOYHOCTU 1-ro Tuma
MOXET OBbITh caxapHbli auadeT | Tuma, koTopbhii Habmomaercs y 1-5% >KEHIUH C JaHHOM
natosnorueit. CaxapHslil 1uabeT 3aHUMAET 3-€ MECTO B CTPYKTYpPE CMEPTHOCTH M BEJIET K Pa3BUTHUIO
TSDKEJIBIX OCJIOKHEHHM CO CTOPOHBI CEPAECYHO-COCYIUCTOM, HEPBHOM, MOYENOIOBOM U IPYTUX
cucreM [25]. OcoOyro omacHOCTh JaHHOE 3a00JIeBaHHME TPEACTABISAET B MEPUO]] T€CTAI[H BBUIY

M3MEHEHHUS BCEX BHJIOB OOMEHA BEIIECTB U CIOXHOCTH KOHTPOJISI TUIIEPTIMKEMUN Y OepeMEHHOM.



Tak Kak WHCYJIMH MaTepH HE MPOXOAUT Yepe3 IUIAIeHTAPHBIN Oapkep, TO W Yy TUI0/1a HAaOI0JaeTCs
runieprivukemus [26]. Eciu moBbIIeHWE YpOBHSI TJIOKO3bI Tpoucxonut a0 10-12-i1 Hemenn
BHYTPUYTPOOHOTO pa3BUTHUS, KOIJa OCTPOBKOBBIM ammapar He C(OpPMHPOBAH, TO AKTUBUPYETCS
MEPEKUCHOE OKUCIICHUE JIMMUOB, YTO HApyIIaeT HOPMAIbHOE TE€UYCHHE SMOpUOTeHe3a U MIPUBOIUT
K Pa3BUTHUIO JHa0eTHUecKOoM sMOpuoderonaTtun, KOTopas MOBBIIIAET MHTPA- U MOCTHATAIbHYIO
cmeptHOCTh B 3—5 pa3 [27]. Co cTopoHBl OEpEeMEHHOW IOBBHIIIACTCS PHUCK PA3BUTHUS TaKUX
OCJIOXKHEHUHM, KakK MPE3KJIAaMIICHs M SKJIAMIICHs, TsKelble (OpMBbI I'ecTO30B, €1a00CTh POJOBOM
JeSITeIbHOCTH, MPEXKAECBPEMEHHBIE POJIbI, OOUIBHBIE KPOBOTEUCHHS BO BpEMsl POJOB M B paHHEM
MIOCJIEPOJIOBOM I€PUOJIE, BOCHAIUTENbHbIE 3a00JIEBaHUS MOYENOJIOBONH CHUCTEMBI, a TaKKe
BO3MO>KEH JIeTAIBHBINA HcXo [28].

[To pmaHHBIM  OTEYECTBEHHBIX  HAOMIONEHMH Yy  MAalMEeHTOK C  ayTOMMMYHHOMH
MOJINAPHAOKPUHHOM ~ HEJAOCTAaTOYHOCTHIO 1-r0  THUma BO3MOXKHO HACTYIUIEHHE CIIOHTAaHHOM
OepeMeHHOCTH 0€3 NPUMEHEHHs BCIIOMOTraTEeNbHBIX PENPOAYKTUBHBIX TexHojorui [6]. Ilpu
KOMIIEHCAIIUM OCHOBHBIX 3HJJOKPUHOJIOIMYECKMX KOMIIOHEHTOB 3a00JIeBaHUSI OEPEMEHHOCTh MOXKET
npoTeKkaTh 0e3 OCJIOKHEHHM M 3aKaHYMBATHCS POXKIEHHEM 3J0POBBIX JAETell — IeTepO3UTrOTHBIX
Hocuteneit mytanuu reHa AIRE [6]. Heo6xoauMo yduThIBaTh, YTO MPU OTCYTCTBHM TEPANUH U
HaOJII0/IeHNUs CTIEMAINCTaMU BO3MOKHBI iekoMiieHcanusi koMmrnoHeHToB AIIC 1-ro tuna B nepuon
recTalyy, a TakKe MaHu(ecTalusi HOBbIX KOMIIOHEHTOB B IIOCJIEPOIOBOM MEPHOJE.

3akmouenune. Takum o00pa3oM, U3 BBIIIEU3JIOKEHHOIO MOXHO CJAE€IaTh BBIBOJ, 4YTO
ayTOMMMYHHAas NOJIMAHAOKPHUHHAS HEJI0CTaTOYHOCTh 1-T0 THUIIAa OKa3bIBaeT HETAaTUBHOE BIUSHHUE HA
PENpOIYKTUBHOE 37I0POBbE JKEHIIUH U MOXKET NPUBOAUTH K CHIKCHHIO HX (DEpTHIBLHOCTH.
OcHOBHOW TNPUYMHON OecryiofNusi ¥ HEBBHIHAIIMBAHUSA OEPEMEHHOCTH SBISCTCS Pa3BUTHE
ayTOMMMYHHOTO THPEOMJHUTA, caxapHoro namabera | Ttuma, ayrouMMmyHHOro oodopurta u
XPOHUYECKON HAANOYEUYHUKOBOM HepocTaToyHOcTU. CBOEBpeMEHHas AMArHOCTUKA W JICYCHHE, a
TaK)Ke IperpaBuapHasi IOArOTOBKA MO3BOJIAIOT CHU3UTh PUCK Pa3BUTHS aKyIIEPCKUX OCIOXKHEHHUH

1 NpCaoTBpaTUTh BOSHUKHOBCHUC HC6J’IaFOHpI/IHTHOFO HUCXoaa Il MaTCpu U I10Ja.
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