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AHHOTaumnA

3aboneBaHnA 3HAOKPUHHON CUCTEMBI (CaxapHblii AnabeT, TMpeonaTun, ayToOMMMYHHbIe MOUrNaHAyNAPHbIE CUHAPOMBI, HAANOYEYHNKOBAA HeJ0CTaTo -
HOCTb, ayTOMMMyHHaA opTanbMonaTiA 1 T.4.), B Pa3BUTUM KOTOPbIX BaXKHYIO PONb UrpatoT HapyLIeHA UMMYHHOrO OTBETa, OTHOCATCA K Yncny Hanbonee
TAXENbIX XPOHNYeCKMX 6onesHel Yenoseka, NpounakTmka 1 paHHAA AMarHoCTUKa KOTOPbIX HEPEAKO 3aTPyAHEHbI M3-3a HANMYMA NaTeHTHbIX a3 Tedve-
HVA 60n1e3HN. AyTOUMMYHHbIE NnonurnaHaynApHele cuHapombl (AMNC) npeacTaBnAlT cobov NnopaXkeHne AByX 1 6onee 3HOOKPUHHDBIX dXenes, XxapakTepuayto-
LLileecA NONMOpraHHON He[OCTAaTOYHOCTLIO. B poccuiickoin knaccmdmkaumm CMHAPOM NoapasfenfaeTcA Ha 2 oCHOBHbIX noaTuna: ArC 1-ro Tuna (pacnpo-
CTpaHeHHOCTb BapbupyeT oT 1:9 Thic. Ao 1 Ha 200 Tbic. HaceneHna) u AMC 2-ro Tuna (pacnpocTpaHeHHOCTb cocTaBnAeT 1,4—4,5 cnyyaa Ha 100 Tbic. Hace-
nenun). fpyrne knaccudurkaumm npeaycMaTpmBaloT BblAeNEHNE CKPbITbIX (NaTeHTHbIX U NoTeHumManbHbIx hopm 3abonesaHuA). MauneHTobl, cTpagatowme
ATC, — ocobanA koropTa nuu, Tpebylowan TwaTenbHoro HabnaeHNA U NPOBEAEHUA PEryNAPHOro CKPUHMHIa Ha NpeaMeT NPOrHo31poBaHWA UKW BblABE-
HWA BHOBb BO3HWKLUMX KOMMOHEHTOB B cocTase AllC. LLnpokana pacnpocTpaHeHHOCTb 1 Bbicokas 3a60neBaeMoCTb, UHBANVAN3NPYIOLLME OCNIOXXHEHUA, pe-
NpOAYKTMBHbIE NMOTEPUN — BCE 3TO XapaKTepHO A1A ayTOMMMYHHbIX 9HOOKPUHONATUIA U ABNAETCA BaXKHEWLUVM BbI30OBOM CeroAHALIHero AHA. B nekuun cym-
MUPOBaHbI K/TIO4YEBbIE KIIMHUKO-ANarHoCcTUYeckme xapaktepuctunkm AMC, npeanoxeHsl NpakTMYeckne noaxoabl K Tepanmm AaHHbIX CUHAPOMOB, 0603HaYe-
Hbl KJllo4eBble TabopaTopHble MapKepbl A1A ANHAMUYECKOro MOHUTOPUHra 3abonesaHuA.

KntoyeBble cnoBa: ayTOMMMYHHbIV NOAUMIAHAYNAPHBIA CUHAPOM, XPOHMYECKaA HaANoO4YeYHNKOBAA HEAOCTAaTOYHOCTb, ayTOMMMYHHbIA TUpeouanT, caxap-
HbIn gnabeT 1-ro TMNa, rMnonapaTupeos, rMNoTUPEe03, rMaBHbIA KOMNIEKC MMCTOCOBMECTUMOCTY YenoBeKa.
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KITMHUYEeCcKne xapakTepucTukn (nekuma). Consilium Medicum. 2019; 21 (4): 91-96. DOI: 10.26442/20751753.2019.4.190361
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Abstract

Endocrine system disorders (diabetes mellitus, thyroid gland pathologies, polyglandular autoimmune syndromes, adrenal insufficiency, autoimmune ophthal-
mopathy and others) in development of which immune response disorders play an important role are among the most severe chronic human diseases prevention
and early diagnostics of which are often hampered by disease clinical course latent phases. Polyglandular autoimmune syndromes (PAS) comprise damage of
two or more endocrine glands characterized with multiple organ failure. In Russian classification the syndrome is divided into 2 main subtypes: PAS type 1 (the
prevalence varies from 1:9 thousands to 1 per 200 thousands population) and PAS type 2 (the prevalence is 1.4-4.5 cases per 100 thousands population). Other
classifications comprise hidden (latent and potential) forms of the disorder. Patients with PAS are a special cohort that requires careful monitoring and regular
screening for prognosis and detection of new components of PAS. High prevalence and incidence rates, disabling complications, and reproductive losses — all of
these are common in autoimmune endocrinopathies and are an important challenge at present. The lecture summarizes key clinical and diagnostic characteris-
tics of PAS, proposes practical approach to these syndromes treatment, and specifies key laboratory markers for the disorder dynamics monitoring.
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YTOUMMYHHBIE IONUITaHAYIsApHble cUHAPOMBI (AIIC)

[IPEACTABIIAIOT COOOI reTepPOTEeHHYIO TPYIITy KINHIYe-
CKUX COCTOSIHMIL, XapaKTepU3yoIINXCs GYHKIMOHATbHBIM Ha-
pYylIeHneM MHOXXeCTBa SHIOKPVHHBIX >KeJle3 BCIefICTBUE ITO-
TepU UMMYHHOJI TO/IEPAHTHOCTI. DTI CUH/[POMBI TAK)Ke YacTO
COIIPOBOXX/AITCS AYTOMMMYHHBIM IIOP@)X€HMEM HEeSHJO0-
KPUHHBIX OPTaHOB, BK/II0Uas TaKue COCTOSIHMUS, KaK aloIeris,
BUTWINTO, L[eJINaKVs, ay TOUMMYHHBIN TaCTPUT C fePULNTOM
BUTaMKHa By, m fip.

Brepsble knaccuduxanus AIIC, ykasbiBaBIIas Ha Cylie-
CTBOBaHMe YeThIPeX OCHOBHBIX TUIIOB, ObIIa IpeLCTaB/IeHa B
1980 r. M.Neufeld n R.Blizzard [1]; Ta6sn. 1. [Ipunumas Bo
BHIUMAHJE UIMPOKNUIL CIIEKTP KOMIIOHEHTOB ¥ BAPMAHTOB 3a-
6onesanus, AIIC 0ObIYHO OAPA3/ETIAeTCs HA PefKIIl 0Be-
HUAbHBIN Tn (1-11 THI) U 607Iee pacIIPOCTPaHEeHHBI B3POC-
abit Tun (2-4-i1). AIIC 1-ro Tuma BhI3bIBA€TCSI MOHOTEHHOI
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myranueii, Torga Kak AIIC 2-4-ro Tuna uMeeT IONUTEHHbIN
tun HacnegoBanus. [Ins AIIC B3pociabix Kiaccupukanys
HOCUT KIMHMYeCKnit Xxapaktep. OHM MaHU(PECTUPYIOT B Ofi-
HOM ¥ TOM >Ke BO3pacTe, UMeIOT UJJeHTUYHOe TeH lepHOe pac-
IpefeneHye 1 oOLIMe TeHeTHYeCKIe ¥ MIMMYHOIOTUYecKue
Mapkepbl. Manndecranusa 3a6oneBaHusA MOXeET IIPOMUCXO-
IMUTDb C paHHEro IeTCTBA 10 CTAPOCTHU, ¥ HOBbIe KOMIIOHEHTbI
CHHJIpOMA MOTYT HOSABJIATHCSA HA IPOTSKEHUN BCell JKU3HIL.
Ha6mofarorcst 3HaYMTENbHbBIE PA3/INYMs B YaCTOTE U XapakK-
Tepe ayTOMMMYHHBIX 3a00/I€BaHNUII Y HALVIEHTOB I YWIEHOB
UX ceMell, ¥ PUCK PasBUTUA TeX MIN MHBIX ayTOMMMYHHBIX
3a60/1eBaHNIl, BEPOSITHO, 00YC/IOB/IEH COYeTaHEM TeHETH -
4eCKOJ BOCIIPUUMYMBOCTY 1 PaKTOPOB OKPYXKaIoLIel cpe-
nol. [Ipy npucoenMHeHNM HOBBIX KOMIIOHEHTOB CMHAPOMa
opuH tiil ATIC B3poCbIX MOXET OBITh HepeKIacCUPULIMPO-
BaH B IpYyTOIL.
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Ta6nuua 1. Knaccudmkauma ANC cornacHo paHHbim M.Neufeld, R.Blizzard (1980 r.) [1]
Table 1. Polyglandular autoimmune syndromes (PAS) classification according to M.Neufeld, R.Blizzard data (1980 r.) [1]
AIC 1 XPOHNYECKUIN KaHAMA03, XPOHUYECKMIA rmnonapaTupeos, nepsmyHaa XHH (Heo6xoanMmo npucyTcTBME ABYX KOMMOHEHTOB)
AMNC 2 MepsunyHaa XHH (npucyTcTByeT Bceraa) + ayToMMyHHble 3aboneBaHvA LMTOBWAHON Xenesbl ninn CA 1
AyToVMMyHHble 3a6oneBaHNA LMTOBUAHON Xere3abl, acCCOLMMPOBaHHbIE C APYrUMI ayTOUMMYHHbIMK 3a6011eBaHUAMY (UCKoYan nepemY-
Hyto XHH w/vnn runonapaTtunpeos)
AlNC 3 +CO1-3A
+ aTpothmyecKnii racTpuT, NepHULMo3HanA aHemma — 3B
+ anoneuvA, BUTUIUro, MmacteHna — 3C
AlNC 4 Kom6uHauum 3a6oneBaHuii, He BKOYEHHbIE B NpeablayLme rpynnb

ATIC XapaKTepusyOTCs UMPKYIUPYOIMMYA ayTOAHTUATEIA-
Mmu (ayToAT) Kk opraHaM-MuIIeHAM U TUMQOLUTAPHOI MH-
¢upTpanmen MOpaXKeHHbIX TKaHell, YTO B KOHEYHOM UTOre
MIPUBOANT K HEJOCTATOYHOCTI OPTaHOB.

ITaTOrHOMOHMYHBIM [ PasBUTH IIEPBUYHON HAfJIOYed-
HIKOBOJI He[IOCTATOYHOCTU ayTOMMMYHHOTO I'eHe3a ABIIAeTCA
Hammane antuten (AT) k 21-rugpokcunase, Lis pasBUTHUS
ayTOMMMYHHBIX 3a00/I€eBaHMII IMTOBUAHOM >Keme3sl — AT k
tupeonepoxcupase (TTIO), k THpeor106yMUHY U K peLenTopy
THPEOTPOIIHOTO TopMOHa. [Ipu caxapHoM auabere 1-ro Tuma
(CH 1) puarsoctupytorcsa AT k B-KmeTKaM HOIKeTyTOYHOM
xenesnl (ICA), rmyramaraekapbokcunase-65 (GADA), nHcy-
muny (IAA), Tuposundocdarase (IA-2) u TpaHCIOpTEPY LIMH-
ka 8" (ZnT8); mpm ayTOMMMYHHOM TracTpuUTe U/WIN HepHU-
1o3Hoit aHemun — AT K IapueranpbHbIM KIeTKaM XelTyaKa
(PCA) n AT x Buyrpennemy daxropy (IF), mis nemmakun xa-
paxtepro Hammune AT k sugomusuio (EmA-IgA), rnapnuny
(AGA-IgA n IgG) u TkaHeBol1 TpaHcrayramuHase (tTGA).

B kIMHMYECKOi NMpaKTUKe Yy MAlMeHTOB C OXHUM ayTo-
MMMYHHBIM 3a00/IeBaHMeM MaHU(eCTauus APYruX KOMIIOHEH-
toB AIIC game AMarHoCTUpPyeTCA NMULIDb IOC/IE PAa3HOIO IO
HPOJO/DKUTENTbHOCTY JIATEHTHOTO Iepuofa. PasBuTuio KimHu-
4eCKOJl KapTMHBI 3a00/IeBaHMsI OOBIYHO MPefIIeCTBYeT [N -
Te/bHas (asa CKPHITHIX AyTOMMMYHHBIX M3MEHEHMIT Ha KiIe-
TOYHOM YpPOBHe, 4TO TpebyeT IpOBeJeHMs CKPUHMHIA Ha
HpefMeT HanuuuA UMpKymupyomux AT, peleBaHTHBIX 1A
apyrux komnoneHTos AIIC.

AIIC 2-ro Tuna

Pacmpocrpanennoctb AIIC 2-ro TuIa B HOMY/IALIMU COCTAB-
nser okono 1,4-4,5 na 100 Teic. Hacenenus. [Ipu sTom craTu-
cTudeckue flaHuble 0 pacnpocrpanenHoctu AIIC 3 u 4-ro Tu-
Ia OTCYTCTBYIOT. MaHudecrauns 3abonmeBaHusA IPOUCXOANUT B
Bo3pacTe 20-60 neT 1 Haubosee yacto mpuxopnutcs Ha -1V
IeKajy XU3HU, peobiafjaeT I/TaBHBIM 00pa3oM Cpe XKeH-
CKOTO IIO/1a B COOTHOLIEHMN 3-4:1, KpaliHe PeKO BCTPEIaeTC s
y meTe.

ATIC 2-ro tuna npegcrasnser coboit 06s13arebHOE cove-
TaHJEe XPOHNYECKOJ HAJIIIOYEeYHMKOBON HEJOCTATOYHOCTH
(XHH) n ayroMMMyHHBIX 3a00/1€BaHNIT I{UTOBUAHOI >KeJre-
3p1 u/mnmu CJI 1, KOTOpoe MO>KeT CONMPOBOX/AThCsA MMPOKUM
CIIEKTPOM ayTOMMMYHHBIX 3a00/IeBaHMII HEIHTOKPMHHOTO
reHesa.

Cpepu naruentos ¢ AIIC 2-ro Tuma Hanbosee 9acTo B code-
taHuy ¢ XHH BcTpevaroTcst ayTOMMMyHHbIe 3a60/1eBaHNS L1~
TOBUIHOI ene3bl — B 69-82% ciy4aes, C/I 1 mpeficTaBieH
HECKOJIbKO pexe — B 30-52% cmyuaes.

KnnHudeckne acrekTsl U 1ab0paTOpPHbIE TOKA3aTeNN MIPK
Ha/IM4UY SHIOKPMHHOTO 3a00JIeBaHsA ayTOMMMYHHOIL IIPUPO-
Ibl UAEHTUYHBI KaK IPU U30TMPOBAaHHOI pOpMe, TaK U B CO-
crase AIIC. Ipyrue 3aboneBaHus ayTOMMMYHHOTO IeHesa, He
ABNAIMECS OCHOBHbIMU KoMnoHeHTamy nipu AIIC 2-ro tu-
Ia, TAK)Ke BCTPEYAIOTCA y 3TUX IaLMEHTOB, OJHAKO B MEHbIIIe
CTEIeH) 110 CPABHEHMIO C IALIMEHTaMM C I0BEHI/IbHBIM TUIIOM
AIIC - 1-ro Tumna. ['uneprosasoTponHbIi IMIIOTOHAAMU3M IIPES-
craByied y naunenTos ¢ AIIC 2-ro tumna B 4-9% ciry4aes, BUTH-
7uro Bcrpevaerca y 4,5-11% nanueHTos, anonenud — 1-4%,
XPOHMYECKMIT TelaTUT — 4%, XpOHMYeCKIiT aTpoPIIecKuit Ta-
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CTPUT C IEPHULIO3HOIT aHeMMelt win 6e3 Hee — B 4,5-11% ciy-
Yaes.

Y manueHTOB C OFHMM ayTOMMMYHHBIM 3a00/IeBaHMEM pas-
BUTIE BTOPOTO B T€YEHNE XXU3HY NPONCXOAUT B 25% Cydaes,
a mpu Hamu4uuu 6one3Hu AppgucoHa — B 50% crydaes, npu
9TOM MaHU}eCTalNIo OJHOTO ayTOMMMYHHOTO 3a060/IeBaHIsA
OT BO3HMKHOBEHUA APYIUX KOMIIOHEHTOB CMHJPOMA MOXET
OT/IENIATh MHOTO JIET.

OpnHoBpeMeHHOe pasBuTHe 2 1 60J/Iee ayTOMMMYHHBIX 3a00-
neBaHuit mpoucxogut pexko. Yame AIIC B3pocnbIx BHayane
HpefcTaBiseT cob60ll M30NMMPOBAHHOE SHIOKPMHHOE ayTo-
MMMyHHOe 3abojeBaHme: 60/m1e3Hb ANANMCOHA, XPOHMYECKIUIT
ayTOMMMYHHBII THPeonanT XaImmoTo, 6oe3ns ['peitBca nin
CII 1, nHOTAa B BUJIe BTOPOCTEIIEHHBIX IIPU3HAKOB (BUTHUIINTO,
HepHULIMO3Has aHeMsI, OBapuanibHast JUCQYHKIMS, ATOmeLus,
XPOHMYECKMIT aTpOUUECKNIt FaCTPUT), K KOTOPBIM B IIOCTIe-
IyolleM IPUCOeAUHAIOTCA Apyrye KOMIOHEHTBI CHMHAPOMA.
Knuanyeckue npusHaky KomrnoHeHToB AIIC 2-ro Tuma uMeT
TeHJEHIMIO Pa3BUBATbCA B ONPE/e/IEHHOI II0C/Ie0BATENIbHO-
cri: CJI 1 pasBuBaeTcs B [{e/IOM IO ayTOMMMYHHOTO 3a6071eBa-
HIIS HAJTIOYEYHNKOB, TOT/}a KaK ayTOMMMYHHbIe 3a00/1eBaHNs
IIMTOBUJIHOM >KeJle3bl Pa3BUBAIOTCA 10, OHOBPEMEHHO UM
nocie mauudecranmu XHH. Bonesus I'peiiBca yacTo amarso-
cTupyercs npexze 00me3Hn AJJICOHA, TOT/a KaK XpOHMYe-
CKUII ayTOMMMYHHBII TUPEOUANUT BBLABIAECTCS OFHOBPEMEHHO
mnu nocie Mmanudecrauyn XHH.

Henonnsie ¢popmer AIIC

JIOTIOMHUTE/IBHO BBIE/IAIOTCS HETIOMHbIe (TaTeHTHbIe) (op-
mbl AIIC. ITanents! ¢ CII 1 n/mnm ayrouMMyHHBIMY 3a6071e-
BaHMAMMY IUTOBNUITHOI JKeye3bl ¢ monoxuTenbHbiMu AT K xo-
pe Ha/[II0YeYHNKOB B CBIBOPOTKE KPOBM M/IM TTALIMEHTBI ¢ 60-
ne3HbIo AffycoHa 1 ayToAT K TKaHM IIMTOBUAHO >Ke/le3bl
U/MIN OCTPOBKOBBIM KJIETKaM IIOJKENTyJOUYHON >Kele3bl
TOJDKHBI OBITH KIaccuUIVPOBaHbI KaK IAleHTbI C HEIOI-
HbIM ATIC 2-ro Tuma, He3aBUCUMO OT MCTOpKM 3ab0TeBaeMo-
CTU MX ceMbl. XOTS 9TH MALMEHTHI He MOTYT ObITb K1accudu-
LIMPOBaHBI B IIOJTHOI Mepe Kak manueHTsl ¢ AIIC 2-ro Tuma,
OHU SBJIAIOTCS «IIOTPAHNYHBIMIU» ¥ MOTYT MaHMU(eCTUPOBaTh
B AIIC 2-ro tuna B 6ynymem. Henonnas (natentnas) gpopma
ATIC noppasgensercss Ha CyOKIMHNYECKYI0 M IOTeHLIMANIb-
Hymo. Cybxmmundeckas ¢popma mpecTaiseT coboit Hamudne
OJIHOTO ayTOMMMYHHOTO 3a00/IeBaHNsI B COYETAaHNN C OHUM 1
6osee cepoIOrMYecKMMI MapKepaMy JPYrUX OCHOBHBIX CO-
crapmaomux AIIC, a Takxe CyOKIMHMYECKOe HapylleHue
GyHKIUYM BTOporo opraHa-Muienn. [TorenunanpHas gpopma
ATIC xapakTepusyeTcsi HaJIM4YMeM OJIHOTO 3HIOKPMHHOIO
ayTOMMMYHHOTO 3a60eBaHus B coueTanuu ¢ AT x npyrum
opraHaM, HO 6e3 HapylIeHNs UX QYHKINN.

ITpu 3TOM NaTeHTHBIE (POPMBI BCTPEYAIOTCA B MOMY/IALN
ropaspo ualile, 4eM KIMHIUIeCKY MaHUpeCTUPOBABLINIT CHH-
apoMm. Y manuentos ¢ CJI 1 6e3 KIMHMYECKMUX IIPOSIBIIEHUIT
HaJJIIOYeYHNKOBOI HegocTaTouHOCTH AT K TKaHM KOPBI Hafl-
MOYEYHMKOB BBIABIAKTCA B 0,4-1,6% ciy4aes. Y maLnMeHTOB C
ayTOMMMYHHBIMM 3a00/I€BaHUAMM IVTOBUAHON JKele3bl Ta-
kue AT obHapyxeHsl B 1% cimydaes. PUCK pa3BUTHSA KIMHNYE-
CKOJI HaJATIOYeYHNKOBOI HEJIOCTATOYHOCTY B 000UX CITydasix
cocrasnAeT 0okono 30%. IIpu 3ToM y nanueHToB ¢ U30/11PO-
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Ta6nuua 2. Knaccudukauua AMC 3-ro Tuna (C.Betterle u coasT., 2001)
Table 2. PAS type 3 classification (C.Betterle at al, 2001)

AyTOMMMYHHbIe 3a60/1eBaHUA LUTOBUAHOMN XKenesbl

* XpOHNHECKUIA ayTOUMMYHHbIA TpeonanT

» bonesHb NpeiBca

« lanonaTtunyeckana Mukcegema

+ OHOOKPUHHAaA odTanbmonaTma

+ ACMNTOMAaTUYECKUIA ayTOMMMYHHBbIA TUPEONANT

- MpexxaeBpeMeHHoe yracaHne
AVYHMKOB (rMNeproHagoTPOMHbINA
rMnNoroHagnam)

* AyTOUMMYHHbIV renaTuT

* [epBnYHbIV BUINAPHBIN LMPPO3

+ XpoHuyeckue BocnanmTesibHble
3aboneBaHnA KULLeYHMKa

Tun 3A Tun 3B Tun 3C Tun 3D
-COt + XpoHunyeckumin aTpodmnyecKuia * Butunuro » CucTemHanA KpacHaA BoNYaHKa
* lumdpoumTapHbI runounsnT ractput + Anoneuusa » AnckonpHaa KpacHaA BonyaHka
* AYTOUMMYHHbIA UHCYTMHOBBIN * [epHuumnosHan aHemunA * MmnacTteHuA + CMeLwaHHoe 3a60sieBaHVe COEANHUTENb-
cuHApom (6onesHb Xupara) * Llennakna + CMHOPOM MbILLIEYHOW HOW TKaHu (cuHapom Lapna)

ckoBaHHocTu (Stiff-man
CUHOPOM)
» PaccefAHHbIl cknepo3

» CepoHeraTvBHbI peBMaTOUAHbIA apTpuT
+ CMCTEMHBIN CKkNepos

» CuHgpom Lerpena

» bonesHb Bepnbroda

* AHTUDOCHONMNNAHBIA CUHOPOM

+ BackynuTbl

BaHHOI 6071e3HbI0 AficoHa AT, TaTOrHOMOHUYHBIE AJIS Pas-
BUTHUA ayTOMMMYHHOTO THpeoupnta min 6onesnn I'peiisca,
BcTpedaroTca B 40-58%, a K TKaHM IOJPKETyJ0YHOI XKeTe3bl —
B 6-20% cmyyaes.

AIIC 3-ro Tuna

ATIC 3-ro Tuma npepcTaBisger cob6oii KOMOMHALIMIO ayTO-
MMMYHHBIX 3a00/1eBaHMII IIUTOBNUIHON Xe/e3bl (ayTOMMMYH-
HbIIT TUpeonuT/ IudQy3HbI TOKCUIECKNUIT 300/9HTOKPUHHAA
odrampMonaTHA/MAMOIATHYECKAS MUKCeleMa) C OFHUM WU
HECKOJIbKVMM JJPYTUMMY ayTOMMMYHHBIMU — KaK 9HJOKPMHHBI-
M, TaK ¥ HESH/[OKPMHHBIMM — 3a00JIeBaHMsIMM, MaHupecT-
PYIOLIMX Y B3pOC/IBIX, XapaKTepU3YIOLIYIOCA OTCYTCTBMEM Hapy-
meHyst GYHKIMU KOPBI HA/IIIOYeYHIKOB 1 TUIIOIapaTHpeosa.

B 2001 r. mpefcTaBieHa paciiyMpeHHas Kaaccubuxamys
ATIC 3-ro Tnma, B KOTOpOJi CMHAPOM HOApa3fe/ieTca Ha Moj-
tunsl: K mogruiy 3A AIIC orrocstes CJI 1, 6onesup Xupara
(ayTOMMMYHHBIIT MHCYIMHOBBLI CUHAPOM), TUM(OLUTAPHDII
runoGusnT, IpexeBpeMeHHOe yracaHue QYHKIUY AMYHUKOB
(rMmeproHagOTPOIHBII TUIIOTOHAIN3M), K HopTuIry 3B - xpo-
HIYeCKNUIl aTpoduyecKuil racTpuT, IepHULMO3HASA aHEMMUS,
LleJINaKsi, XPOHUYECKIe BOCIAIUTE/IbHbIE 3a00/IeBaHUA KU~
IIeYHVKA, ayTOMMMYHHBII TelTaTUT, HePBUYHBII OMIMapHBII
nuppos. ITogrun 3C cocraBnsoT 3a60mM€BaHUSA BUTUIINTO,
ajionenysi, MUACTEHUs, CUH/IPOM MBbIIIEYHO CKOBAaHHOCTU
(Stiff-man cuuppOM), paccestHHBII CK1epo3, mogTut 3D — cu-
CTeMHas KpacHas BOITYAHKa, JYICKOUIHASA KpacHas BOTYAHKa,
CMelIaHHOe 3200/1eBaHe COeUHITENbHO TKaHN (CUHAPOM
IlTapma), cepoHeraTMBHbI PeBMaTOMIHBIN APTPUT, CUCTEM-
HBII cK/epo3, cungpoM lllerpeHa, 6omesHs Bepnbroda, anTu-
dbocomunmaHbI CMHPOM, BACKYIUTBI (TabIL. 2).

Haunb6oree yacto BCcTpedaeTcst coueTaHye ayTOMMMYHHBIX 3a-
6oneBanuit muroBuAHOI >xenes3st n CII 1. Y B3pocibix manu-
entoB ¢ CJI 1 B 1/3 cyyaes mpucyrctyioT AT kx TkaHM IuTO-
BupHoM xenesbl. Tak, AT x TIIO BcTpedarorca B 15-30% cry-
Yaes, YTO 3HAYMMO BbllIe IIOKa3aTe/lell B IPyIe KOHTPOJIA y
nanyentos 6e3 CII 1 - 2-10% coorBeTcTBeHHO. Pacmpocrpa-
HEHHOCTb CYOK/IMHMYECKOTO TUIIOTHPe03a Cpefy Mal[eHTOB C
CIl 1 Bappupyet ot 13 50 20%, TOrfa Kak B HefAMabeTUIECKO
HOMY/IALMM STOT TOKa3aTeNlb COCTaBsteT 3-6%, npeobragas
CpeqM >KeHIMH CTaplieil Bo3pacTHOII rpymmbl. CyOKmHnYe-
CKUII TUPEOTOKCUKO3 Y TAKMX MAI[IEHTOB AMAarHOCTUPYETCS B
cpenHeM B 6-10% cimydaeB, 4TO TaKyKe 3HAUMUTENbHO BbIIIE, 4eM
B 061eit nomysiumu — 0,5%.

OTHOCKTENIbHBIE PUCKY TTIOYTH BCEX APYTUX ayTOMMMYHHBIX
3abomneBannit mpu 6one3nn [peiiBca mnn Tupeouaute Xamm-
MOTO TaK)Ke 3HaUMTe/TbHO MOBBIIIeHbI (6o/bire 10 A/ mepHu-
I[MO3HOJ aHEMMM, PeBMATOU/IHOTO aPTPUTA, CUCTEMHO Kpac-
HOJ1 BOTYaHKM, 00e3HN AICOHa, LeIMaKUM ¥ BUTUIUIO).
ITpy ayTOMMMYHHBIX 3a00/I€BaHNAX IIUTOBUIHO JKe/Ie3bl Iie-
JIMAKMA OMAarHOCTUPYyeTcs B 5-7% ciydaeB, IpU 5TOM Y Maly-
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€HTOB C Ile/IMaKuell IIoIoXuTenbHble TUTPBL AT, XapakTepHbIX
O ayTOMMMYHHBIX 3a00/IeBaHMII IMTOBUIHON >Kele3bl
u/unu CJI 1, BeisBnsAorca B 10-30% crydaes.

IToBbimenHbI ypoBeHb AT K TKaHM IUTOBU/IHOI JKeIe3bl Y
MalMeHTOB ¢ BUTuauro onpepenaerca B 20,8% cnyvaes. Ilo
JaHHBIM MeTaaHaNIM3a y MallYeHTOB C BUTUIUTO PaclpocTpa-
HEHHOCTb ayTOMMMYHHBIX 3a00/I€BaHWII [{MTOBU/HO XKe/le3bl
(oTHOMmEHMEe mancoB — OIII 3,932), B yacTHOCTH XPOHUYECKO-
ro ayroummyHnHoro tupeoupura (OIIl 5,879), sHauuTETBHO
BbIIlI€ [T0 CPAaBHEHNIO C TPYIIIOi KOHTPOJIA.

AIIC 4-ro Tnma

ATIC 4-ro Tuma BK/IIOYaeT B ce6s1 KOMOMHALNY ayTONMMYH-
HBIX 3a00J/IeBaHMIT, HE NIPEJCTABICHHBIX B BbIIIEYKa3aHHbBIX
rpynnax: nepsuynasd XHH B coderanum c ogHoi uam He-
CKOJIbKMMM BTOPOCTENEHHBIMY ayTOMMMYHHbBIMM HaTO/IOT M-
MU (ayTOMMMYHHBIN TUIIONNTYUTAPU3M, TUIIEPTOHAJOTPOII-
HBIII TUIIOTOHA/IU3M, aTPOPUUECKIIT TaCTPUT, Lie/NaKNs, Iep-
HUIMO3HAS] aHEMUsl, MUACTEHU S, A/IOTIEIUsI, BUTUJIUTO), UC-
Kmo4ast ocHoBHble cocrapisrone AIIC 1 u 2-ro Tumos (kaH-
AV03, TUIIONIAPATIPeO3, ayTOMMMYHHBIE 3a00/I€BaHNS IIUTO-
BupHo xenessl, CII 1). AIIC 4-ro Tuma mpefcTaBsieT coboit
Pa3HOPOJHBIIL 110 AyTOMMMYHHBIM IIaTONOTUAM CUHJPOM U,
OyZyunu MeHee 4€TKO OIIpefie/IeHHBIM, OH YaCTO HEIPaBUIbHO
TPAKTyeTCs KaK coyeTaHHas MATO/NOINsA, 2 He KaK ITO/IUTTIaHTY-
JIAPHBIN CUHAPOM, MOTEHLMATbHBIN I PasBUTUA APYIUX
ayTOMMMYHHBIX 32060JIeBaHMIL.

MonekyrsapHo-reHeTn4eckue xapakrepucruku AIIC
B3pOCIIBIX

ATIC B3pocnbix (AIIC 2, 3 1 4-T0 TUIIOB) SBJAIOTCS MHOTO-
¢dakTOpHBIMY 3a00/I€BAaHNSIMM C ITOJIMTEHHBIM TUIIOM Hacle-
HLOBAHUA M MOTYT OBITH IIPEJCTABIEHBI B HECKO/IBKIUX ITOKOJIE-
HISIX OJHOJI CeMbM, IIPU 9TOM 60Ie3Hb IIPOAB/IAETCA He Y BCeX
JINL COOTBETCTBYIOIIero reHoTHMA. OffHY U3 KIII0YEBBIX pOTIeit
B pasputum AIIC B3pOCIBIX UTpaeT 3KCIPECCUs COOTBET-
crByrouux anneneit reroB HLA II kmacca, pacriososkeHHbIX Ha
KOPOTKOM II7Ie4e XPOMOCOMBI 6.

I'maBHBIN KOMIIIEKC TMCTOCOBMECTUMOCT:
ponb B passutum AIIC

I'/1aBHBIN KOMIIZIEKC TUCTOCOBMECTUMOCTU YenmoBeka (HLA) —
IpeficTaB/leH B KIeTKaX B JIBYX BUJjaX: B BUJie TPYIIIIBI T€HOB
(mpumepHO 50 TEHOB), PaCIOI0KEHHBIX Y YeloBeKa B XpOMOCO-
Me 6, WIN B BUJie IO/IMIIENTUIHBIX MOJIEKYJI, pa3MepoM OT 9-11
70 13-30 aMMHOKMCIIOTHBIX OCTAaTKOB, KOAMPYEMBIX STUMMA Te-
HaMI1, BCTpaBaeMbIMU B MeMOpPaHy KJIETOK U CTAaHOBAILIVIMICS
peuentopamu. I'enst HLA nendat Ha 4 xmacca: I x1ace Bxmouaer
reHsl 10KycoB A, B, C; II knacc - D-o6macts (D-, DR-, DQ-,
DP-cy6mokycsr); I1I kmace — monuMopgHble TeHbl, KOHTPOIU-
pYyHolye CMHTe3 KOMIOHeHTOB KoMiuteMeHTa (C2, C4A, C4B),
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Ta6nuua 3. BzaumocsAsu mexxay HLA u ayToMMMYHHbIMU 3HAOKPUHONATUAMM U APYTMMU ayTOMMMYHHbIMKM 3a6051€BaHMAMYU
Table 3. Relationship between autoimmune endocrinopathies and other autoimmune disorders
YacrtoTa, %
3a6onesaHune
HLA nauveHTbl KOHTpOJIb OTHOCUTENbHbIA PUCK

NpuonaTtnyeckana 6one3Hb AgavcoHa D/DR3 69 26,3 6,3
BonesHb Npeisca D/DR3 56 26,3 37

D/DR3 56 28,2 3,3
WHcynuHo3aBucumblin anabeT D/DR4 75 32,2 6,4

D/DR2 10 30,5 0,2
MwnacTenua 'pasuc D/DR3 50 28,2 2,5
CuHppom Llerpena D/DR3 78 26,3 9,7
ATpoduyeckuin Tupeongnt DR3 64 23,8 57
Tupeonaut XawmmoTo DR5 53 26,3 3,1
3nokayecTBeHHasa aHeMumA Dw5 25 5,8 5,4

nponepauHosoro ¢akropa (Bf) u gpyrue; IV kmacc - ressr,
cBA3b KoTopbix ¢ HLA tonbko npennonaraercsa. HLA npuun-
MaeT y4acTye B pealnsalyiy BaKHBIX OMOIOrndIeckux eHome-
HOB: PETy/IMpYyeT YPOBEHDb M CUHTE3 CTEPOMTHBIX TOPMOHOB, aH-
TUTEHBI TUCTOCOBMECTUMOCTI OCYILECTB/IAIT TeHeTUIeCKUi
KOHTPOJIb IMMYHHOTO OTBeTa, HLA-aHTUTeHBI YYacTBYIOT B
MEXK/IeTOUHOM B3aMMOJEICTBIY, KOHTPOMPYIOT aKTMBHOCTb
KOMIIIEMEHTa, 00YC/IOB/IMBAIOT YCTONYMBOCTD Y BOCIIPUMMYN-
BOCTb OpPraHM3Ma K psAny 3aboneBaHmil. B Hacrosmee BpeMs
CYMTAIOT, YTO M060e 3ab0jIeBaHMe BOSHUKAET B pe3y/IbTare
B3aVIMOJEVICTBSI CPESOBBIX U TeHETYECKUX (PaKTOPOB.

Kak yxe oTmedeHo, 6enkn cucremsl HLA urparoT BecbMa
BA)KHYIO POJIb B OCYILIeCTBICHUN MIMMYHOJIOTMYECKOTO IpPO-
necca. Bo-nepsnix, monexynsl HLA I xmacca, BcTpoeHHbIE B
MeMOpaHy BCex sAepHBIX KJIETOK Ye/I0BeKa, COeAVHAIOTCS C
IIPOLIECCUPOBAaHHBIMM COOCTBEHHBIMY LIYITO30/IbHBIMM Oe/Ka-
MU U CIyXaT CUTHAJIOM, 6/1arofapsi KOTOpOMy MMMYHHas CH-
cTeMa OT/INYAET «CBOM» KIIETKM OT «UYXXVUX», VI IIPeBPaTUB-
IIMXCA B «Iy>KMe» B pesynbTaTe MyTanuil. Kpome Toro, Moe-
kynsl HLA I xmacca criocoGHBI «BBICTABIIATH» Ha MeMOpaHe
KJIeTOK IIPOIlecCHpOBaHHbIe Uy>KepPOIHbIe BHYTPUK/IETOYHbIE
aHTUTeHbl, HAIIpUMep BUPYCHble AaHTUTEHbI. B aTOM Crydae,
PaBHO KaK ¥ IIpU IpeJCTaB/lIeHNH IPOLeCCHPOBAaHHBIX M3Me-
HEHHBIX B Pe3y/IbTaTe MyTalMy COOCTBEHHBIX I{UTO30/IbHBIX
6e/IKOB, OHY pacIo3HalTCA T-Kniepamu, 1 KJIeTKa yHIUYTO-
kaerca. Bo-BTopbix, monexynsl HLA II kmacca npefcraBnsaoT
(IIpe3eHTHUPYIOT) Uy>KepOJHbIe BHEK/IETOYHbIE aHTUTEHBI, IIPO-
HIUKIINME B OPTaHM3M, NOIJIOIIEHHbIE U NIPOLleCCHPOBaHHbIE
AHTUTEeHIPEACTABILIIONIEl KIeTKO (Hanmpumep, MOHOIIUTOM-
MakKpoQarom) cOOTBETCTBYIOLIVM K/IeTKaM MMMYHHOI CUCTe-
MBI /IS pacllO3HaBaHVs U 3alycKa mpoliecca GOpMUpPOBaHIs
MMMYHHOTO OTBeTa. TakuM 06pasoM, OCHOBHBIMM YCTIOBUSMI,
CIIOCOOCTBYIOIMMY BO3SHMKHOBEHNIO ayTOMMMYHUTETA, CIIy-
JKaT TeHeTMdecKas IpefpaclooKeHHOCTb U BO3feiicTBUe
(baKkTOpOB BHELIHEI CPefibl.

Bsaumocssasu mexxpy HLA 1 ayTOMMMYHHBIMM 9HJOKPUHO-
MaTUAMU U APYTUMU ayTOMMMYHHBIMMI 3a00/IeBaHIAMNI TIpefi-
CTaBJIeHBI B Ta67I. 3.

Cucrema HLA urpaer K1oueByio posib B IPOLECCUPOBAHNY U
ripe3eHTaluy aHTUreHoB. [IpesenTanys anturena renamu HLA 1
u 1T K/TacCOB SABJIACTCS MPUHLUITNAIBHO BOXXHBIM (PaKTOPOM pas-
BUTNA ayTOUMMYHHBIX 3a00/IeBaHMIL, B TOM 4MCTIe QyTOMMMYH-
HbIX 3a6071eBaHMIT LIMTOBMHON >Kerte3bl. I1pu 9ToM 3amycKaeTcs
CTI0XKHOE B3aJMMOJIeVICTBIE MEX/y aHTUTEHOM (-aMu), IPUCYT-
cTByIOLMM (-11) Ha K/IeTKaX-MUILIEHAX U BbIpabaTbIBaeMbIM (-11)
STUMU KJIeTKaMM, aHTUTe€HIIPe3eHTUPYIOIIMMY KIIeTKaMM, Xel-
nepHo-MHAYKTOpHbIMY T-muMdonuramu CD4, addexTopHbIMM
T-numdonuTamMm 1 CypeccOpHbIMIM (peryIaTOPHbIMY)/LIUTO-
tokcudeckumu T-nmumeormramn CD8, u BbipaboTKa aKTHBUPO-
BaHHBIMU TakuM obpasoM T-mumdornuramu nHTepepoHa y, a
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TaK>Ke OINpefie/IeHHBbIX IUTOKMHOBBIX Impodureit (T.e. KIeTOK
TH1 n TH2) u cBA3yOIMX MOIEKy (HarpuMep, MOEKY MeX-
KJIETOYHOII aJire3uit, 6eIKOB TEIIOBOTO LIOKa U T.Ji.). Bce oHm ur-
PAIOT BaXKHYIO POJIb B KOOP[IMHALIMY IMMYHHOTO OTBETA.

YyBCcTBUTENBHOCTD 60o/Iee YeM K 40 3ab0/IeBaHUAM, UMEIO-
I[MM B CBOEM IaTOTeHe3e ayTOMMMYHHbI KOMIIOHEHT, acCO-
nymposana ¢ HLA-A1, B8, DR3. Otu 3a60meBaHus paspeeHsl
Ha HecKojibko rpymiL. K rpymnme opranocnennuueckux 3abo-
JIEBAHUI MO>XHO OTHECTU XPOHMYECKUIT ayTOMMMYHHBIN TU-
peouanT. YCTaHOB/IEHO, YTO AaHTUT€HBI TUCTOCOBMECTUMOCTH
OTBETCTBEHHBI He TOJIbKO 32 IIPEJPACIIONOKEHHOCTb K Pa3B-
THIO 3a00/IeBaHMIL, HO U 32 CPOKYM BO3HMKHOBEHI, XapaKTep
Te4eHM U UCXOJ MaTonornyeckoro mpouecca. HLA-reHs! ko-
AUPYIOT 0OCOOCHHOCTU UMMYHHOTO CTaTyca M MOTYT OIIpefie-
JIATH MPENPACIIONOKEHHOCTh K BOSHUKHOBEHMIO ayTOMMMYH-
HBIX HapyLIEHNI1, KOTOPBIM TaK)XK€ OTBOJAT CyLIeCTBEHHOE Me-
CTO B BO3HMKHOBEHUY TIaTOOT UM SHAOKPUHHOI CUCTEMBI.

ViMmyHoTreHeTnyeckne GakTOphbl MMEIOT BaKHOE 3HAUEHE B
PasBUTUM IATOJIOTUYU IMTOBU/IHOI JKele3bl. OTMeYeHbI acco-
LYallMy AyTOMMMYHHBIX 3a00JIeBaHMIT IIMTOBUIHOI JKeTIe3bl C
HLA-B8, DR3, DR4. B ocHOBe XpOHMY€CKOTO ayTOMMMYHHOTO
TUPEOUSUTA TeXUT 06pasoBanme ayToAT K pasmuuHBIM KOM-
IIOHEHTaM LIUTOBU/IHO JKe/le3bl, HAPYHIAIOLIMX CMHTE3 TUPEO-
MIHBIX TOPMOHOB U PaspyIIAlOMIMX KIETKM IUTOBUTHOMN >XKe-
nessl. HeaBHMe ncceoBaHmsa 0OHAPYXIIN, YTO MMeeTCst 00-
001 eHHbIIT HAaC/Ie[ICTBEHHbIN (GAKTOP, KOTOPBIil BefleT K ayTo-
MMMYHHBIM 3a00/IeBaHMAM LIMTOBU/HOI JKelle3bl Y 60/IbHBIX
nacynmHo3aBucuMbiM ClI. Tak, ranmmorun HLA DQAI1%*0301-
DQBI1*0302 6onee yacto BcTpedaercs y manuentos ¢ CII 1 ¢
nonoxurenbabiMu AT k TIIO, 1o cpaBHeHUIO ¢ Mal[eHTaMu C
CI 1 ¢ orpunarensubiMu AT k TIIO. Jlpyroii rammoTumn
DQA1*0501-DQBI*0201 meHee 4acTO OOHAPYXXMBAETCS Y IIa-
uuenToB ¢ CII 1 ¢ monoxxutenpHbiMu AT x TIIO. IIpu aToM 4a-
crota DQBI1%0301 - nportexkTtuBHOro rera CJJ 1 — 6omee Hu3Kas
y natuenTos ¢ CJI, 4eM y naijueHToB ¢ ayTOMMMYHHBIMM 3260-
NeBaHMAMM WMTOBUAHOM xene3bl u ClI. VI Haobopor, gacToTa
DRB1*04-DQBI1*0302, npenpacnonarawouiero K C[I reHa, Bbiiile
y nmanuenTtos ¢ CJI 1, yeM y MalMeHTOB C ayTOMMMYHHbBIMH 3a-
6oneBanyamu mwytoBugHONM Kenessl v CII. ITaumentsr ¢ CII 1 ¢
HLA DRB1*0405/DQA1*0301/DQBI1*0302 ranjoTUIoM Haxo-
AATCS BHE PUCKA ayTOMMMYHHBIX 3a00/1eBaHMil IIMTOBUFHOM
JKeTe3bl.

Kputepumn, KoTopbie N03BONAIOT YTBEPXK/AATh, YTO aAyTO-
VIMMYHHBIIT OTBET CBA3aH C ayTOMMMYHHBIMM 00/Ie3HAMM:

1. Hanuane ayToAT mnm ayTopeakTUBHBIX T-KIeTOK CO CIle-
1UIHOCTDIO, HAIIPaB/IEHHO II0 OTHOIIEHMIO K OPTaHy.
2.ayroAT m/unu T-KneTKy, KOTOPbIe BBIABIAIT B y4acTKe

TKAaHEBOTO IOBPEX/EHNA.
3. Yposenb ayToAT mnu oTBevaroUMX Ha aHTUTeH T-KIeToK
OTpaXkaeT aKTUBHOCTDb GOTIe3HIL.
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4. [TogaBneHne ayTOMMMYHHOTO OTBeTa IIPUBOJUT K yIydllle-

HUIO COCTOAHUA 6OJIBHOTO.

5. Ilepenoc AT nnu T-K/1eTOK BO BTOPMYHOTO XO35AMHA IIPUBO-

AUT K PasBUTHIO OOJIE3HN Y PELIUIINEHTA.

6. ViMMyHM3anua ayTOaHTUI€HOM MHAYLVUPYeT ayTOMMMYH-

HBIi1 OTBET, BHI3bIBAIOLIMIT 60/IE3Hb.

B paboTax oTnenbHbIX aBTOpOB y nanueHtos ¢ AIIC 2-ro tn-
I1a OIpefesieHa accouyanyst co crenuduanoctsio HLA-DR3, n
B 4YacTHOCTM ¢ Tramnotuniom DRBI*0301-DQAI1*0501-
DQBI*0201, Torga Kaxk accoumanus co CHenu@uIHOCTHIO
HLA-DR4 npepicTaB/seTcsl COMHUTENbHOI U BCTPEYAeTCs INIIb
npu cogeranun 6onesun Appgucona ¢ CII 1 wim AT k TkaHu
HOJKETYAOYHOI JKeTle3bl. B KpyITHbIX 3apyOesKHbIX HCCIefoBa-
HUAX IOATBEPK/IEHO 3HAUMMOe yBe/IMYeH)e YaCTOThI BCTpeyae-
moctu ramwtotunnoB DRB1*0301-DQA1*0501-DQBI*0201 wu
DRB1*0404-DQA1*0301-DQBI1*0302 y nanuentos ¢ XHH, B
ToM uucne B cocrase AIIC 2-ro Tuna, He3aBUCUMO OT IIPUCYT-
crBusA CJI 1 1 ayTOMMMYHHBIX 3a60/1eBaHUIT IIIUTOBUTHON XKe-
ne3bl. Acconymanys ¢ JaHHBIMY TAIVIOTUIIAMH, B 0COOEHHOCTHI
Ha/l4Ke reTeposuroTHoro renotuna DR3/DR4, aBnsaercs He-
3aBICUMBIM (akTOpOM prcKa passuryus XHH.

C 6one3Hblo AfiVICOHA, KaK M30/IMPOBAHHOI, TaK U B COCTa-
Be ATIC, Takxe accolMMpoOBaHbI OMMMOP(HBIE MAPKEPHI Te-
HoB HLA I xnacca: HLA-B8, MICA5.1. Oco6oe 3HaueHye nMe-
€T BBIsSIBJIEHIIE TOMO3UTOTHOCTH 110 a/ieo 5.1 rena MICA [2].
OpHako, 1o faHHbIM Z. Gombos 1 c0aBT., HE3aBMCUMOTO OT
crienmuanoctn HLA-DR3 Bnusinust rena MICA Ha pas3Butie
TEpBUYHOM HAaJIIOYE€YHNMKOBOM HEJOCTATOYHOCTH B POCCHIA-
CKOJ 1 PMHCKOI MOMY/IALMAX He o6HapyxeHo. K mpoTexTns-
HbIM g passutua XHH n ATIC 2-ro Tima reHaM OTHOCATCA
Cl'[eLU/I(l)I/[‘IHOCTI/I reda DRBI1: DR1, DR7, DR13 nu DR14, B oco-
6ennoctu rarotunsl DRBI*0101-DQA1*0101-DQBI1*0501,
DRB1*0701-DQB1*0202, mpy HaIu4uu KOTOPBIX OTMeYaeTCs
OTpUIIaTeIbHAs KOPPeIALMA C pasBUTHEM IepBUYHOI HAJIIO-
YEYHMKOBOI HEJJOCTATOYHOCTY ayTOMMMYHHOTO TeHe3a.

l'eneTndeckyo npefpacnonoXxeHHocTb K passutuo AIIC
3-ro Tuna (ayTOMMMYHHBIX 3a00/IeBaHNUII IIUTOBUHOII XKeJle-
3bI B codetanuu ¢ CJI 1) onpepernsaeT mpexx/e BCero Hamm4me
rartotuna DR3-DQB1*0201. B3aumocBA3b NOATBepKAeHa
Kak Ipy Hamuyuy usomuposanHoro CJI 1 mim ayToMMMYHHBIX
3a60/IeBaHMII LIUTOBUIHOI XKe/e3bl, TaK U MPY UX COYETAHNIL.
B orHomenun rammoruna DR4-DQBI*0302 ycraHOBIeHa
crolikas B3auMocBsisb ¢ CJI 1, HO He ¢ ayTOMMMYyHHBIMU 3260-
JIeBaHUAMM IUTOBY/HO JKeTIe3bl.

bonbuoe snayenne B pasputuy AIIC B3poC/bIX MMeeT pAf,
TeHOB, He OTHOCAIMXCA K KoMIiutekcy HLA. K Takum reHam-
kaHpuparam orHocsT red CTLA-4 (citotoxic T lymphocyte an-
tigen gene), KORMPYIOIINIT IOBEPXHOCTHBIE AHTUTEHBI [[UTO-
Tokcndeckux T-nMM@OIUTOB U 3aMe[IAI0IINIT aKTUBAIINIO
apdexropHbIx T-kneTok. CHIDKEHME SKCIIPeCCUU WM aKTUB-
HOCTY 3TOTO TeHa, BBI3BaHHOE ero IommMopdu3Mom, mpegpac-
[I0/1aTaeT K PasBUTUIO AyTOMMMYHHBIX 3a00/IeBaHMIL.

ITo paHHBIM MeTaaHaNMM3a eBPONENCKUX UCCTIeOBaHNII IO -
TBep>KJieHa 3HauMMasi ponb ajiend G OFHOHYK/IeOTUIHOTO I10-
mmopduamoB (SNP) rs231775 (AG49) n rs3087243 (CT60) re-
Ha CTLA-4 i pa3sBUTHA HAAIIOYEYHIKOBOI HEOCTaTOYHOCTH
ayTOMMMYHHOTO reHesa, B ToM 4ncie B cocrase AIIC 2-ro tuma.

ITpucyrcreue amnena G nomumopousma CT60 rena CTLA-4
npeppacnosnaraet K pa3putuio AIIC B3pocnpix. Hannune re-
Hotuna G/G nonmumopdusma CT60 rena CTLA-4 siBnserca
npegukropoM passutua AIIC B3poc/ibIxX 1 yallle BCTpedaeTcA
IpY JAaHHOM 3a00/€BaHMMU 11O CPAaBHEHUIO CO 340POBBIMM
JTIOIbMI.

IToMuMO yIOMAHYTBIX T€HOM-KaHAMATOM [JI Pa3BUTUA
ATIC B3pocnsix saBysercsa red PTPN22 (the protein tyrosine
phosphatase nonreceptor type 22), kogupyromuit GepMeHT TH-
posuHpocdarasy 22, KOTOPbIL MHIMONPYET aKTUBALNIO 3¢-
¢dexropHubix T-ximerok. Hamnune amrens T monmumopdusma
1rs2476601 (+1858) rena PTPN22 accounmupoBaHoO C pasBUTHUEM
ATIC B3pOCTBIX.
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I'en FOXP3 (forkhead box P3) - axrop Tpanckpummm, Hero-
CPEefICTBEHHO ¥ KOCBEHHO perynupymoumit 6omee 300 reHOB, MH-
TEHCUBHOCTDb SKCIPECCUU KOTOPBIX OIPEJiENAET CyIIPECCUBHYIO
aKTMBHOCTb perynaTopHbIX T-mmdormTos (Treg-kreTok) B 0T-
HoueHnu apdekropHbIx T-mumdormTos. [JocToBepHOE CHIDKe-
HIIe MIHTEHCUBHOCTH Kcrpeccuy reHa FOXP3 onpefienseTcs Ipu
CI 1 u LADA. B pajie uccnefioBaHuii ycTaHOBJIEHA B3aMIMOCBA3b
ramtoruna 10-T momumopgusma FOXP3(TC)n ¢ pasButuem
CJI 1 1 ayTOMMMYHHBIX 3a00JIeBaHMI1 IIMTOBUHON >Ke/le3bl IIpU
ATIC 3-ro Tuna. IIpu 9TOM JJAaHHBIX O B3aMMOCBSA3! ITOIMMOP-
¢dusmos rena FOXP3 ¢ epBUYHOI HaAIIOYeYHNKOBOII HEOCTa-
TOYHOCTDIO HE BBISBJIEHO.

ITonumop¢uam VNTR (number tandem repeat gene) rexa
nHcynuHa (INS) acconnuposan ¢ passuruem CJI 1, omHako He
IOJTBEPAVII CBOETO BIMAHNUA B OTHOIIEHMY BOSHUKHOBEHMUS
6ome3Hy AfIYICOHA, LieNMaKny, ayTOMMMYHHBIX 3a00/IeBaHNIl
muToBUaHON XKene3bl 1 AIIC 2-ro Tma B 11e/10M.

I'en CYP27B1 ruppoKcuaasbl KOgupyeT ¢hepMeHT, MoCpes-
CTBOM JI€ICTBYA KOTOPOTO IPOUCXOIMUT CUHTE3 KabLIUTPUOTIA —
1,25(0H),D; - aktuBHoiT popmbl BuTammHa D;, yaacTBymo1iero
B pery/sALuY IMMYHHOTO OTBeTa 1 Ipojndepanyy Kietok. Ilo-
mumopdusm C/A mpomorepa (-1260) rena CYP27B1 BHOCUT
BKJIaJ] B pa3BuTHe BCeX KoMIToHeHToB ATIC 2-ro Tumna - 607e3Hn
AnpucoHa, ayTOMMMYHHOTO THpeouauTa, 6onesuu I'peiica u
CI 1, mpu stom nomumopdusm C/T mnTpoHa 6 (+2838)
CYP27B1 oxa3sbIBaeT BIMAHME TONbKO Ha PasBUTUE XPOHUYE-
CKOT'O ayTOMMMYHHOTO TUPEOUINUTA.

JononHutenbHas MHPoOpMaLsa

CraTbsa mofiIroToBI€Ha B paMKax rpaHTa Poccuiickoro Ha-
Yy49HOTO CbOH,E[a «AYTOI/IMMYHHbIe 9HAOKPMHONIIATUN C IIOTINOP-
TaHHBIMU IIOPAKEHMAMN: TECHOMHDIE, ITIOCTTEHOMHDIE 11 M€Ta-
6010MHbBIe MapKepbl. [eHeTndyeckoe IPOrHO3UpPOBAHNE PUC-
KOB, MOHUTOPUHT, PaHHME IPEJUKTOPLI, IEPCOHAMN3NPOBAH-
Has KOppeKUnA n pea6I/IHI/ITaHI/IH».
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