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tion therefore, it is highly probable, that the findings presented in the paper will lose its topical character in some time after

the publication.
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ABTOMMMYHHBIN OJUTJIAHAYJISIPHBIA CUHAPOM-3A Y JTETEN

JIoHeKuif HallMOHAJILHBIN MENITMHCKUN YHUBepcUTeT UM. M. ['opbKkoro

Pe3ome. B 0630pe nuTepaTypbl NpeACTaBICH aHAIN3
COCTOSIHUSI IPOOJIEMBI aBTOMMMYHHOTO ITOJIUTIIaHYyJISIPHO-
ro cuaapoma-3A y gereid. PaccMoTpeHbI BOIIPOCH! pErucT-
paluy CHHIpOMA Cpein JETeH, OCHOBOIONATalole Mexa-
HU3MBI Pa3BUTHS 3a00JIEBaHMs, XapaKTep UMMYHHBIX Hapy-
meHuil. OnmcaHa mpyu 3TOM poJib MPOLECCOB aHTHTEN000-
pa3oBaHUs U XapakTep anonrosa. M3moxeHHOe CBUIETENb-

CTBYET O HEOOXOJMMOCTH JaNbHEHIIeTro H3ydeHus mpooie-
MBI, CBSI3aHHOW C paHHEH AMarHOCTHKOH CHHIpOMa M €ro
HPOTHO30M.

KiiouyeBble ci10Ba: aBTOMMMYHHBII TOJNUTIIAHAYJIISP-
HBIH CcHHAPOM-3A, caxapHblii AnabeT, aBTOMMMYHHBIN
THUPEOUJIUT, ACTH, TIATOTCHE3.

CortacHO COBPEMEHHBIM BO3PEHHSIM aBTOMMMYH-
HOC TIOPAKCHUE HECKOJBKHX JHIOKPHHHBIX JKEJe3 U
JApYyTrux opraHoB HAa3bIBAIOT aBTOMMMYHHBIM ITOJIMIJIaH-
nymsapueiM cuaapomoM (AIIC) [1, 2]. B uactHOCTH,
COYCTAaHHME aBTOMMMYHHOTO MOPKEHUS MOKEITY 109~
HOW (caxapHbli auaber 1-ro TWma) W IIUTOBHIHOW
(aBTOMMMYHHBIN THPCOHINT) XKeJe3, Ha3bIBAIOT aBTO-
AMMYHHBIM  TIOJIUTJIAHAYISIPHBIM — CHHIPOMOM-3A
(AIIC-3A) [1, 9]. CriemyeT OTMETHTB, 9TO B HACTOSIIICE
BpeMsl 3HAYUTENHHO YBEIMUIIOCHh YHCIIO CITy9daeB II0-
paXXeHHs TMOKETYIOYHOW W IIMUTOBHUAHOHN dKene3 [2,
5]. A.E. Bynpeiixo [6], M. Bahceci u coasr. [17] npu-
BOJSIT CBEACHHUS O TOM, 4TO CPeIy OOJIbHBIX CaXxapHbIM
quaberom 1-ro Tuna (CZ{1) yacrora perucrpauu apy-
IMX SHIOKPHHHBIX 3a00JieBaHuil B 4-5 pa3 MpeBbIIIIacT
TaKoBYyI0 B momyysiimd. [Ipu 3TomM Hamboliee 4Yacto
BOBJICKACTCS B MATOJIOTUYCCKUIA TIPOIIECC IIIUTOBUIHAS
xenesa (ILDK) [1, 2, 16, 27].

[lo maHHBIM HcclieOBaTENEH YacTOTa perucTpa-
mun AIIC-3A B YkpanHe 3a TIOCIIeTHUE TOABI BO3POC-
ma 1o 32 % [2, 10]. Ha ceromHs1 OTCYTCTBYIOT HOCTO-
BEpHBIE CBEJICHHS O PACOBOM U ITHHUYECKOM IIPEBAIH-
poBaHnU 4acToThl BcTpeuaemoctu AIIC-3A [19, 24,
31], omHako TOKa3aHO, YTO JAaHHBIA BHJ MATOJOTUH
Yaile BCTpeuaeTcs y JIMIl KeHCKoro mouna [32, 33].

Cornacuo O. Noriko u coaBt. [32] B maTorenese
ATIIC-3A Benymas poJib OTBOJAUTCS aBTOUMMYHBIM
HapYUICHUSIM, TCHETUICCKON MPEIPacoI0KESHHOCTH
Y BHEIITHECPEIOBBIM (PaKTOPaM.

lenerrueckasi mpupoma BCEX aBTOMMMYHHBIX
TIOJIATIIAHTYJIPHBIX CHHIPOMOB OYEBHIIHA, YTO TIONT-
BEpXKIaeT CEMEWHBI XapaKTep STHX 3a00JeBaHUNA H
obnapyxenne reaoB HLA, onpenernsrommx mpeapac-
MIOJIOKEHHOCTh K OTAEIbHBIM KomroHeHTam AIIC-3A
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[39, 40]. B gactHOCTH, NP aBTOMMMYHHOM IOpa)ke-
Huu 1IDK onpenensror ammenn HLA-dr3, -drS u -b8
[30, 37], a npy aBTOMMMYHHOM TOpPa)KEHUHU [-KIIETOK
IDK - HLA-dr4 u hla-dqb1*0302 [3, 6, 29].

B kadecTBe HereHETHYECKMX IYCKOBBIX (hakTo-
POB paccMaTpUBAaIOT pPa3IM4Hble WH(EKIHUOHHbIE
3a0oieBaHus, OCOOCHHO BHUPYCHOH STHOJIOTMH
[11, 15, 23]. Yka3siBas, uro B marorenese AIIC-3A
OonpIoe 3HaUeHNEe UMEIOT BUpychl Kokcaku B3, B4,
peoBHpycC 3-ro THIIA, BUPYCHI TAPOTUTA, KPACHYXU U
muTomeranosupyc [18, 25].

Omnwmcansr cmyyan passutus AIIC-3A mocrne
UCIIOJIb30BaHKs O-MHTEep(EepoHa B Teparuu rermnaTura
C [34], uro mo muenuro Q. Chen u coast. [21],
A. Davidson u coagT. [22], 00yCJIOBJICEHO HATUYAEM
OIIpeJIeTICHHBIX AJUIOAHTUICHOB INIABHOTO KOMILIEKCA
THCTOCOBMECTUMOCTH.

[IpuBnekaloT BHHUMaHWE SKCHEPHUMEHTAIBHBIE
UCCIIEIOBaHMS, JOKa3bIBAIONIME OOIIHOCTH IMpOIiec-
COB aBTOMMMYHHOW arpeccuu, HallpaBJIEHHON OJHO-
BpemeHHo Ha Tkavb [DK u 1K [20, 26, 29, 35]. B
gacTHocTH, HAa NOD- mbimax 1 BB-kpbicax ¢ skcme-
PUMEHTAIBHBIM CIIOHTAHHBIM aBTOMMMYHHBIM JHa-
6erom, Ommskum k CJ[ 1-ro tmma uemoseka, H.A.
KpaBuyH u coaBT. [9] moka3aHO, 4TO B MOAABIISIO-
meM OONBUIMHCTBE cioydaeB pas3BuBaercs AUT. B
NOZOOHBIX CITy4asiX Bexylias pojib NPHUHAMISKHT T-
TuM(OLUTaM, pEaKTUBHBIM K paslu4HbIM -
KJIETOYHBIM aBTOAHTHIeHaM (IekapOoKcmiasa riryra-
MHHOBOH KHCIIOTBI, IPOTEUH THPO3UH-(pocdaraza —
2 TA-2A, nacynuH [AA u nuTOIIIa3Me OCTPOBKOBBIX
kinetok ICA) [28]. IIpu m3ydeHHH aBTOMMMYHHBIX
MEXaHW3MOB, MpUBOAAMMX K passutuio CJI 1-ro
tuna 1 AUT, 1 ux coueranuro, MoKa3aHo, YTO Hapsi-
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oy ¢ ceHcuOmnm3ammeir CD4+ kK MHTaKTHBIM THPEO-
muram U K B-xierkam [DK, ona ycraHoBieHa Takke
K opraﬂocneumbnquKuM AHTUI'CHaM, B YaCTHOCTH K
TUPEOTI00YJIMHY, THPEOUIHOW MEPOKCHIa3e, peLer-
TOPY THPEOTPOIHOIO TOPMOHA, JekapOoKcuiase
TJIyTaMUHOBOW KHCIIOTBI, MHCYJIWHOBOMY DELEINTO-
py, Tuposunpocparaze [A-2a n IA-2B [9, 13]. Haps-
Jy C 3TUM y TakuX OOJBHBIX OTMEYEHO HapyIIeHHE
Oamanca T-xemmepoB u T-cynpeccopoB ¢ MOCIIeA0Ba-
TENBHBIM  TIOBBIIICHHEM HMMYHO-PETryJISTOPHOTO
unaekca (MPU), cteneHs KOTOPOTO 3aBUCHT OT aKTH-
BHOCTH MMMYHOJIOTHYECKO# arpeccuu [4, 7, 36, 37].

Cornacuo nanubiM H.A. Kpasuyn [10], y 6oib-
HbIX AIIC-3A aKkTHBHPOBaHB! KJIETOYHBIE UMMYHHBIE
peakuum, MPOABIAIOMIMECA 3HAYWUTCIIbHBIM YBCINYC-
HHEM KOJMYECTBA aKTUBUPOBAHHBIX T-mMM(OIMTOB ¢
napawiensHbM nedunurom T-cynpeccopoB. Uro ka-
caeTcsl JaHHBIX O KoiMM4ecTBe W (QyHKIMHU T-KIeTOK
niepudepraeckoit kpoBu y 6ompHBIX ¢ AIIC-3A, To ux
CIlenyeT paccMaTpuBath oTaensHO 11t CD4+ u CD8+
CYOTIOIY AT TIM(OLIUTOB, MMOCKOIBKY MX (DYHKIIUS
1 PeaKLys CYIIECTBEHHO Pa3INyaeTcsl ¥ 4acTo MEHse-
TCSI B IPOTHBOIIOJIOKHBIX HarpaBieHusx [40].

OueBnHO, YTO HapylleHHe (YHKIHOHHPOBAHMUS
KJIETOYHOTO 3BEHa HMMMYHHOW CHCTEMbI Yy OOJIBHBIX
ATIC-3A 3aKOHOMEpPHO BeJleT K W30BITOYHOM aKTHBAIINH
TPOAYKIIMH PA3IUYHBIX KJIACCOB HMMYHOIJIOOYJIMHOB,
BBIpa0OTKE OpraHocHeni(IecKiX aHTUTEN, HapacTa-
nuto LUK, nectpykunu TkaHei MIMTOBUIHON U MOKeE-
JIyJIOUHOMH JKele3 M, KaK CJIE/ICTBUE, K YCYryOJIeHHIO Te-
YeHHs TaTOJIOTHIECcKOro Tporecca [33, 40].

ITo mamaeM J.D. Bretz u coast. [20], ocoboe
3Ha4YEHNE B KOHEYHOM MEXAHU3ME CEJIEKTUBHON UM-
MyHOOOYCJIOBJICHHOW NECTPYKLNH, KaK B-KJIETOK TaK
U TUPEOLIUTOB IPHHAICIKHUT arloNTo3y — CHelupHy-
HOHM (opMe KIIETOYHOH CMEPTH, KOTOpasl BbI3bIBACT-
cs pepmenrtatuBHO# nerpamanueit JJHK u, B oTiu-
Yype OT HEKpOo3a, He CBs3aHa C BOCHAIUTEIbHBIMH
¢axropamu [38]. Benymas poss B reHe3e MoJOOHBIX
HapyuieHuil orBoxurcst auchynkuuun CD9S peuen-
TOPOB M MPOIYKLUH PACTBOPUMBIX aHTHAIIONTOTHYE-
ckux (pakTopoB, B 4acTHOCTH pacTBopuMbM FasL u
Fas-muranna [40]. IMeHHO TIpH OTCYTCTBHUHU B3aUMO-
neuctBust FasL u Fas-nuranga Bo3MOXKHO pa3BUTHE
ABTOMMMYHHOTO 3a00JI€BaHMs, TOCKOJIBKY Crenu(pu-
YeCKHe K aBTOAHTHI'€HaM T-KJIETKH HE MOJBEPraroT-
Csl, KaK B HOPMAJIbHBIX YCIJIOBUSIX, AEIELHUH U MIO3TO-
MY BBDKHBAIOT U IPOJOJDKAIOT MEPCUCTUPOBATH [29].
IIpu sTom, mo nanHbM R. Vanz u coasrt. [40], Bax-
Has poJib B aMOINTOTHYECKON THOEIH KIIETOK InpyuHana-
JISKUT UHTEPICHKUHY-2, T.K. IPU €r0 OTCYTCTBHHU HE
MIPOMCXOIUT orocpenoBaHHoro Fas amomnrtosa, 4To
BEZIET K Pa3BUTHIO aBTOMMMYHHOT'O TIPOIIECca.

ToHkuit 6amaHCc MEXAY KIETOYHOH mpomudepa-
nueit u amonro3oM depe3 CD95 penentopHble B3an-
MOJEWCTBHSA UIPACT BAXKHYIO POJb B KOHTPOJE Mac-
Chbl KJIETOK IIMTOBUAHON U MOJHKEIYIOUYHOM XKele3 U
OIIPEZIETISIET CTENEHb HAPYyLIEHUs] TOPMOHONPOAYLIU-
pytomnx ¢ynkumit [40]. TlosTromy akTuBauus je-
ctpyktuBHoro mporecca IDK u DK 3akoHOMepHO
BEJIET K CHIKEHHIO MX (DYHKIMOHAJIBHOW CIIOCOOHOC-
TH. B cBOIO Ouepenp HapymeHns: pyHKIMOHUPOBAHUS
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KJIETOYHOT'O 3B€Ha IMMYHHOH CHCTEMbI 3aKOHOMEPHO
IPUBOIAT K YPE3MEPHOU aKTUBALUU 'yMOPAIbHOI'O
HMMYHHOI'O OTBE€TA, TaK KaK MaTOJOTUYECKasd UMMYH-
Hasl peakiys TpeOyeT MPEe3CHTAIlMK aHTUTeHA aHTUTe-
HIIPE3EHTUPYIOMINM KJIETKaM: MOHOLIUTaM, Makpoda-
ram, JAEHIPUTHBIM KJIETKaM M, BO3MO>KHO, THPEOLIU-
TaM M KJIETKaM OCTPOBKOB JIaHreHraHca, MyTeM 3KCII-
peccun mMonekyn HLA-dr. B aTux kimetodnsIx B3am-
MOJICHCTBUSIX BaKHEHILYIO POJIb UTPAIOT JOIMOJIHUTE-
JBHBIE MOJIeKyIEI, Hanpumep, CD40 [40]. Heobxomu-
MBIM 3BEHOM TaKXKe SBISIETCS KOOPAWHHMPOBAHHAS
HPOIYKIHMS KJIETKaMH, B TOM 4HCIIe UIMMYHHOH CHC-
TEMBbI, PA3JIMYHBIX HUTOKMHOB, KOTOPBLIC BbIACIAIOTCA
B HENOCPEJICTBEHHOE OKPY)KEHUE KIIETOK-MHILICHEH.

ITo nannbIM psina uccnemoBatenei [24, 35, 38,
40] CI 1 B coueranuu ¢ AUT xapakrepusyercsa me-
Hee arpecCUBHBIM KIMHHUYECKUM TEUCHHEM IO CpaB-
HEHMIO ¢ KIMHUKOM n3onupoBanHoro C/[1. B moms3y
3TOTO0 CBHETENBCTBYET MEHBINAS YacTOTa OCTPOTO
Havasa 3a00JIeBaHus, YHCIIO CIIydaeB Mpell- ¥ KoMa-
TO3HBIX COCTOSIHHMI, CBSI3aHHBIX C JIEKOMIIEHCAIlUeH
C/I1, Gompmas yacToTa peTUCTPALIAN CITydaeB MaHU-
(ecranmm amabera ¢ ypoBHeM Iumkemun 10 10
MMOJIb/JT W MEHbIIass - ¢ TukeMued 15 u Goree
mMoub/i1. Kpome Toro, rccienoBaresiy pexxe Haluo-
Jlalil Pa3BUTHE COCYJMCTBIX OCJIOKHEHHH, a TaKxke
JIOCTOBEPHO MEHBIIINE TT0KA3aTeNn COAEPIKaHUs TIIH-
KO3WJIHPOBaHHOTO TeMoriioduHa [13, 14, 27].

[o nanubIM 3apy6exHsbIX [15, 33, 40] u oTeyec-
TBEHHBIX [2] aBTOpOB, ¥ manuentos ¢ AIIC-3A ume-
€T MECTO YBEIMUYCHHE YaCTOTHl PETHCTPALMK aHTHU-
TEPEOUIHBIX aHTHUTEJ, TAKKX KaK aHTHTENa K THPEO-
TIIOOYNHMHY ¥ y MUKPOCOMAJIbHOMY aHTHTEHY.

BaxHO 3aMeTHTh, YTO NPH TI'MCTOIOTHYECKOM
nccnenoBanuu DK u IDK nmpu ATIC-3A onpenens-
IOTCS B LIEJIOM OJIM3KHE COCTABJIAIOLINE WHPUIbTPA-
Ta, TMM(OLNTHI, Makpodark, eCTeCTBEHHbIE KICTKH-
KWUIEepHI U Tla3MaTHdeckue kietku [2, 35, 39].

Hannbsle Y3U npu ATIC-3A nu AUT xak MoHO-
MaTOJIOTHH, CBUIETEIILCTBYIOT O 3HAYUTEIILHO MEHb-
ImIe YacToTe BCTPEYAEMOCTH KPYHMHO3EPHHUCTOMN
crpykrypsl 1IDK, a Tak ke 0 HAJIMYUU TUNO- U TH-
MEP3XOreHHBIX BKIIOUEHUU. B TO ke BpeMs BbIsBIIC-
HO OOJbIliee KOJTMYECTBO CIydaeB y37I000pa30BaHUs
IPU COYCTAaHHOHW MATOJOTWH, YTO B Psifie CIydacs
o0BsicHseTCS Io3AHeH AuarHoctukond AUT [28, 32].

CoBpeMeHHbIE TPEZICTABIICHNS O TIATOICHE3E aBTO-
MMMYHHBIX 3a00JieBaHHH, K KOTOpbiM oTHOcUTCst AIIC-
3A, ONpemeNsIoT HEOOXOMUMOCTh  HCIOJIB30BAHMUS
CPEJICTB, PEryIHpyIONMX (DYHKIMIO UMMYHHOH CHCTe-
MBI C LIEJIBIO IPEAOTBPAILIEHHUS TIPOTPECCUPOBAHMS aBTO-
MMMYHHOT'O TIpoLiecca B OpraHu3Me, ¥ BO3MOXKHO, 4ac-
THYHOTO BOCCTaHOBJIeHHs e€ GpyHkImH (8, 9, 12].

Y4auThIBasg HM3JI0KEHHOE, MOXHO IPOTHO3HPO-
BaTh pazsutue AIIC-3A myTem BBIABICHHS TCHETH-
YECKUX U MIMMYHOJIOTHYECKHX MapKepOB MPEpaciio-
JI0)KEHHOCTH €Ill¢ Ha JOKIMHHYECKOH CTaiuu, Ipo-
BOJMTH CBOEBPEMEHHYIO NMPOMMIAKTUKY M aJeKBaT-
HYIO TEpaIHuIo.

BriBOABI
B HacTosimieit crarbe npecTaBieH aHajau3 coc-
tostHust mipobiemsl AIIC-3A. M3noxeHbl BOIPOCHI
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pETHCTpalK CHHAPOMA CPEIH AETEH, OCHOBOIIONA-
rarolie MEXaHU3MbI Pa3BUTHUS 3a00JICBaAHUS, XapaK-
TEp MMMYHHBIX HapyiieHuid. OmnucaHa mpu 3TOM
POJIb TIPOIECCOB AHTHTEI000PA30BAHMS U XapakKTep
anonTo3a. M31moxkeHHOe CBUACTENBECTBYET O He00XO-
JUMOCTH JalbHEHUIIET0 W3yYCHHs MPOOJIEMBI, CBS-
3aHHOM C paHHEH JAMAarHOCTUKOW CHUHAPOMA U €ro
porHo30M. PerieHne momqo0HBIX BOIIPOCOB BO3MOXK-
HO IyTeM BBIABIICHUS TCHETHYECKUAX /U UMMYHO-
JIOTHYECKUX MAapKEpOB TPEIPacIONOKESHHOCTH, a
TaKXe 0COOCHHOCTEH MPOIIECCOB aHTUTEN000Pa3oBa-
HUSI W aIloIlTo3a Ha JOKIMHHUYECKOM CTaauH, YTO
MO3BOJIMT MPOBOJNUTH CBOCBPEMECHHYIO MPOGUIAKTH-
Ky ¥ aJIEKBaTHYIO TEPAIIUIO.
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ABTOIMYHHUM NOJITJIAHAYJIAPHUMA CUHAPOM-3A Y JITEHN
€.B. IlIpoxopos, M.O. Mayunina

Pestome. B orusini sitepaTypy HaBe[eHO aHalli3 cTaHy MpOOJIeMH aBTOIMYHHOT'O MOMITIaHAyISIPHOTO CHHAPOMY-3A y
niteit. Po3risHyTi muTaHHS peecTpallii CHHAPOMY cepe[ [iTei, OCHOBOIMOJIOKHI MEXaHi3MH PO3BUTKY 3aXBOPIOBAHHS, Xapa-
KTep IMyHHHMX HOpYILIECHb. PO3KpHTA HPH LIbOMY POJIb HPOILECIB aHTHUTIJIO YTBOPCHHS Ta XapakTep anontosy. BukianeHe
CBIAYUTH TPO HEOOXiJHICTh MOJANBIIOTO BUBUEHHS MPOOIEeMH, MOB’S3aHOT 3 PaHHBOIO TiarHOCTHKOI CHHAPOMY Ta HOTO
MIPOTHO30M.

KonrouoBi ci10Ba: aBTOIMYHHHMI NONIrTaHyISpHAN CHHAPOM-3A, IyKpoBHH HiabeT, aBTOIMyHHHH THPEOIAUT, MiTH,
HaTOreHe3.

AUTOIMMUNE POLYGLANDULAR SYNDROME-3A IN CHILDREN
Ye.V. Prokhorov, M.O. Matsynina

Abtract. An analysis of the state of the problem of autoimmune polyglandular syndrome-3A in children is presented
in a bibliographical review. Questions of registering the syndrome among children, the fundamental mechanism of the de-
velopment of the disease, the nature of immune disturbances have been considered. The role of the processes of antibody
formation and the character of apoptosisis disclosed hereat. The above-stated is indicative of a necessity of further study of
the problem connected with early diagnostics of the syndrome and its prognosis.

Key words: autoimmune polyglandular syndrome-3A, diabetes mellitus, autoimmune thyroiditis, children, patho-
genesis.
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