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B xnunuuecxoii npaxmuxe umerom mecmo SHOOKpUHHbIe 3a001e6aANUSA C CUMNINOMAMY HAPYUWEHUS PYHKYULL HECKOTbKUX
9HOOKPUHHBIX dicenes. Yauje 6ce2o NputUHOL MHOJICECMBEEHHOU NAMONIO2UU AGTIAEMCA AYMOUMMYHHOE Hapyuenue 08yx u 60-
Jlee IHOOKPUHHBIX Jicene3. B dannom ob30pe paccmampugaiomes 0CHOGHbIE 2eHemudecKue, UMMYHON02UYecKue u KiuHude-
CKUe NPoAGIeHUs AYMOUMMYHHBIX NOAUSTAHOVISAPHBIX CUHOPOMOG, OCHOBAHHbIE HA ONbINE OMEUeCBEHHbIX U 3APYOENHCHBIX
asmopos, ¢ Yevlo COBEPUEHCTNEO8ANHUA OUACHOCIMUKU OAHHOU NATOIOSUU.

Kniouegwie cnosa: aymoummynnvie noiueianoyoaphvle CUHOPOMbl, caxapHulli ouabem 1 muna, aymoummyHHbiil mupe-
ououm, aymoumMmyHHwle 3a001e8anUs, KaHOUO03, 2UNONApAMuUpeos, XpOHU4ecKds Ha0NOUeYHUKo8as HedOCMAamoYHOCb.

AyTOUMMYHHBIC  TOJIUTTAHIYJISPHBIC  CHHIPO-
Mel  (AIIC) sBISAIOTCS JOBONBHO PEOKOW  IMATo-
JOTHEH W TIPENCTAaBISAIOT COOOH  ayTOMMMYyHHOE

MOPaKCHUE HECKOJBKUX JHIOKPUHHBIX KEJe3, Xapak-
TEPHU3YIOIINECs] MOJHOPTraHHON HEIO0CTAaTOYHOCTHIO. Y
HEKOTOPBIX MAMEHTOB ayTOMMMYHHBIH IIPOIecC 3aTpa-
TUBAET TAaKKe M HEOIHJIOKPUHHBIC TKAaHU-MHIIEHH [2, 8].

ITepBoe ynomunanue AIIC ornocutcs k 1855 r., kor-
na T. Agaucon [9] onucan BUTHINTO U MEPHULIMO3HYIO
AHEeMHIO Y TIANMEHTA C WAMOIIATHYCCKON HAIIIOYCTHH-
KOBOM HemoctaToyHocThio. B 1957 1. E. Witebsky [60]
chopMyIHpPOBAT KPUTCPUH AyTOMMMYHHOH MPUPOIBI
3a0oneBaHuil: 1) MPHCYTCTBHE UUPKYIHAPYIOIIMX ay-
TOAHTUTEN W/HWIH KIETOYHO-OIIOCPEIOBaHHONH ayTo-
MMMYHHOU pEaKIyy; 2) paclo3HABAHWE W BBIICICHUE
crenu(pUIECKUX aHTUTCHOB, MPOTHB KOTOPBIX HAIpPaB-
JICHBI aHTHUTENA; 3) MPOMYKIHMS AHTHTENI TPU HMMYHH-
3aliU AKCTICPUMCHTANBHBIX JKHBOTHBIX NaHHBIMH aH-
TUTeHamH; 4) TOSABICHHE MATOJIOTWYCCKUX H3MCHEHUH
B TKaHSIX CCHCHOMIN3UPOBAHHBIX IKCICPHUMEHTATbHBIX
JKUBOTHBIX, aHAJIOTUYHBIX TAKOBBIM Yy 4elioBeka. Takke
OBUTH OIMMCAHBI KOMOWHAIIMK PA3THYHBIX ayTOMMMYH-
HbIX 3a0oneBanmii (AMN3). Coderanue Oone3Hu Au-
COHa M XPOHUYCCKOro JUMQOIUTAPHOTO THPCOUAUTA
y 2-X TaIlMEHTOB OBUIO BIEPBBIC 3a()UKCUPOBAHO M.
Schmidt [47] B 1926 r. 1 ¢ Tex mOp H3BECTHO KaK CHH-
npom IlImuara. Coueranue Oone3HW AITUCOHA W Ca-
xapHoro nuabera (CII) 1 Tuma ObLIO OMKCAHO YYEHBI-
mu D. Beaven u coast. [11] B 1959 1. (66 cny4aeB), a
cmycTst Heckoibko JeT — N. Solomon u coast. [50] Ha
mpumepe 113 cioygaes. C. Carpenter [20] nHabmroman 142
MAaIMeHToB ¢ cuuapomoM IlIMuaTa, y KOTOPBIX, KPO-
Me toro, umen mecto CJI 1. Ilonnas tpuaga (Oone3Hb
Anmucona, A3 mmroBuaHon sxenesbl (LK) u CJI 1
THMa) TOJy4ria Ha3BaHue cuHApoma Kapmenrepa [4].

B ocHoBe OosnblivHCTBA 3HIOKpUHHBIX AW3 ne-
JKUT pa3BUTHE JUMQOIUTAPHONH u MakpodarampHON
WHOWIBTPAIlMN TKaHW OpraHA-MHIICHH, CBSI3aHHOE
¢ HapymieHHeM T-KJIeTOYHOr0 MMMYHHTETa, a HMEH-
HO — C TCHEPAJM30BAHHBIM JIC(PCKTOM pEryJISTOPHBIX
T-muM@OIUTOB, B HOPME KOHTPOJIHUPYIOIIUX CUITY U
MIPOAOIDKUTEITFHOCTh MMMYHHOTO OTBETa Yepe3 peryiisi-
muto ¢pyakmun T-3¢dexropupix knerox (T-xemmepoB u
T-mToTOKCHMYECKHUX KJIETOK). [lOBBINIIEHNEe aKTUBHOCTH
KHJUICPHBIX W XEJIEPHBIX CyOMOIyNSAIUA MPUBOIUT K
Pa3BUTHIO ACCTPYKINH TKaHU, aTpO(QHUN OpraHa U YMEHb-
LIEHUIO MPOAYyKUMH ropMoHoB. Kpome Toro, B-num-
¢GoUUTH HAYMHAIOT MPOAYIHPOBATH AyTOAHTUTENA K
KOMIIOHCHTaM TKaHCH SHIOKPHUHHBIX KEJe3, MPeICcTaB-
JSMoMmue co00i BHYTPHUKICTOUYHBIC (epMeHTH [4,55].

B 1980 r. M. Neufeld u coaBrt. BrepBbIe TpecTa-

B kiaccuduranuo AIIC, BKIIOYABIIYIO YETHIPE
ocHOBHBIX Thma. B 2001 r. 3Ta maccuduranus ObLIa
moaudummpoBana C. Betterle u coaBt., kKoTOpbie pac-
mmpwn knaccudpukanuio AIIC 3-ro tuna. B teuenne
JKM3HM TAlMeHTa TPH NPHCOCAMHEHNH HOBBIX KOMIIO-
HeHTOB cuHapoma omuH Tull AIIC B3pOCHBIX MOXKET
OBITh TIepeKIaccuGUIUpoOBaH B apyroi [4, 12, 32, 41].

B nacrosmiee BpeMs Ha OCHOBAHMHU JAHHBIX 3apy-
OeXHBIX NCCIeIOBaHUN Hapsay ¢ MaHupecTHON popmoit
3a00JIeBaHUs BRIICISIOT HETIOMHYIO (JIATCHTHYIO) (hopMy
AIIC, koTopas mozapas3ieisieTcsi Ha CyOKIMHHUYECKYIO H
noreHuuanbuyo. CyokmuHndeckas Gopma npencTasis-
eT coboit Hammuue ogHoro A3 B coueTaHuu ¢ OJJHUM U
0oree cepoIOrHYSCKIMH MapKepaMHu IPYTUX OCHOBHBIX
cocraBmonx AlIC, a Takxe cyOKITHHIYECKOE HapyIIe-
Hue QyHKLIMH BTOpOro oprana-muiieHu. [TorennuanbpHas
topma AIIC xapakTepusyercsi HATMYUEM OJHOTO JHJIO-
KpuHHOTO AW 3 B cCOUETaHNY C aHTUTETIAMH K JPYTUM TKa-
HSM, HO 0e3 HapymieHus ux GpyHkwm. JIaTeHTHBIC (hOpMBI
JITAaHHOTO 3a00JIEBAHMSI BCTPEYAIOTCS B IOMYJISILUH Topa3-
J10 Yalle, 4YeM KIIMHUYeCcKH nposiisitouecs [3, 4, 12,13].

B ximHWYeckoil TpaKTHKEe y TMAIMEHTOB C OJ-
auM AU3 npyrue xommoneHtsl AIIC wame mposBis-
IOTCSl JIMIIb TOCTE Pa3HOI0 MO MPOAOJKHTEIBHOCTU
JaTeHTHOro mneproja. IloCKONbKY pPa3BUTHIO  KITH-
HUYECKOW KapTHHBEI 3a00JIeBaHUS IPEIIICCTBYET JIITH-
TenbHas (aza CKPBITBIX H3MEHEHWH Ha KICTOYHOM
ypoBHE, TO HauOojee I(PPEKTUBHBIM SIBISICTCS CKpH-
HUHI Ha HaJIW4We IMPKYJTUPYIOIIAX AaHTUTEIN, peie-
BaHTHBIX U1 Apyrux kommoHeHTtoB AIIC [4, 13, 48].

B 1946 r. YuTakep u coaBT. OIUCATN KIACCHICCKYIO
TpUagy: THUIONApaTHPEO3, KOXKHO-CIM3UCTBIM KaHIU-
JI03 ¥ TIEpBUYHAsI HAANOYCYHUKOBAs HEAOCTATOYHOCTD,
KoTopasi sBisgercs kinaccuyeckuM mnoprpetom AIIC 1
Tuna. B nmTepaType MOKHO BCTPETHTH CIETYIOIIHNE
Ha3BaHus d3Toro cuuapoma: APECED — autoimmune
polyendocrinopathy, candidosis, ectodermal dystrophy,
MEDAC — multiple endocrine deficiency autoimmune
candidiasis, cuHapoM YuTakepa, KaHIUIAOMOJIHUIHIO-
kpuHHbIM cuHapom [1]. AIIC I-ro tuma BcTpeuaercs
OYECHb PEIKO, OJHAKO B HEKOTOPBIX Treorpaduieckux
00JacTsAX €ro paclpoCTPaHCHHOCTh 3HAYUTEIHHO BHIIIIC.
Pacnpoctpanennocts AIIC 1-ro tuna Bapeupyet ot 1:9
ThIC. B MOMYJISILUK MpaHCKUX eBpeeB 10 | Ha 90 ThIC. —
B HOpBexkCKoW nomyssiuu ¥ 1 Ha 200 TeIC. B ceBepHOU
Wramuu. 3aboneBaemocts AIIC 1-ro Tuma cpenm >keH-
IIMH 10 OTHOUICHUIO K MyXunHaMm coctapiser 0,8-2.4.

AIIC 1-ro Tuma — MOHOTCHHOE 3a00JICBaHUE C AyTO-
COMHO-PELIECCHBHBIM TUIIOM HacJIeJOBAHMs, BHI3BAH MY-
tauuel B rene AIRE, koTopplil pacnonoxeH Ha JITMHHOM
miede 21-it xpomocomsl (21q22.3). U3BecTHO Gonee 50
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myTauuii reHa AIRE. BosbIIMHCTBO U3 HUX HACIEAYIOT-
Csl PEIeCCUBHO, HO €CTh JJOKA3aTeNbCTBA JOMUHAHTHOTO
Haclie1oBaHus HeKOTopbIx MyTauuit (G228W). I'enotun
AIRE — 310 HEe eJIMHCTBCHHAs eTCpPMHUHAHTa (DEHOTH-
ma nanuenToB ¢ AIIC 1-ro thma, ogHOH M3 HUX MOJMKET
BoicTymath Takke HLA xiacca 1. Manudecranus AIIC
1-ro Tuma NpoUCXOAUT B JETCKOM BO3pacTe B OTJIMYME
ot AIIC 2 u 3 TUIIOB U OITOMY HOCUT Ha3BAHUE FOBE-
HUJIBHOW ayTOMMMYHHOU TONHAHIOKpUHOMATHH [1, 4].

IMpuznaku AIIC 1-ro Tuma MOSBISIOTCS MOCTETICH-
HO, HHOTJIa MEKAY Pa3BUTHEM OT/IEJIbHBIX KOMIIOHEHTOB
IPOXOAAT rojpl U AecsaTtku jer. CTporoil mocuenosa-
TETHHOCTH BO3HHKHOBEHUS KOMITOHEHTOB CHHApPOMA HE
cymectByer. [[uarno3 AIIC 1-ro tuma oObrgHO ycTa-
HABJIMBAETCS MPHU HATUYHMU BYX KOMIIOHEHTOB U3 YHCIIa
CIEIYIOLINX: TUIONapaTUPE03, HEAOCTATOUHOCTh HA/AIIO-
YEYHUKOBBIX JKeNe3, KaHTUI03 KOXH M CIU3UCTHIX [1].
Kanamnmo3 KoM U CIM3UCTHIX B OOJBIIMHCTBE CIIy4acB
MPEIIIECTBYET Pa3BUTHIO IPYTUX KOMIIOHEHTOB CHH-
JpoMa U MOJKET MPOSIBISITHCS C MIEPBBIX MECSLEB JKU3HU,
XOTs Yalle pa3BUBaeTcs B Bo3pacte a0 5 jer [4]. [Ipen-
MOJIATAIOT, YTO KAaHAWI03 KOKH W CIM3HUCTBHIX CBS3aH C
mucynkuueid T-kinetok. BeipakeHHOCTh KaHIM03a Ba-
PBUPYET OT JIETKOI'0 TEYEHUS C NOPaKEHUEM OJJHOTO MIIH
HECKOJIBKUX HOTTEH 0 MAaCCHBHOTO MPOIIECca C TIOpaxe-
HUEM CIU3UCTHIX 000JI0OUEK PTa, MHUINEBOJA, JKEIyAKa,
kumeyHuka [1]. XpoHuueckuil KaHAWI03 MOXKET J0Jroe
BpeMsl OCTaBaThbCsi HEJUArHOCTHUPOBAHHBIM [4, 12]. T'u-
MOTTapaTUPEO03 SIBISETCS CaMBIM YacThIM KOMITOHEHTOM
AIIC 1-ro Tuma u BcTpeyaercs y OONBIIMHCTBA MALUCH-
TOB. XpOHUYECKUI THIIONAPATUPEO3 BBIABIIAETCS 11OCIIE
XPOHMYECKOTO KaHAN03a U MaHU(]ecTupyeT B Bo3pacre
ot 3 MecsueB 10 40 jieT, ogHaKo Jaiie 1e0roT 3a001eBaHus
MIPOUCXOTUT 110 15 jeT. XpoHudeckas HaIlOUYeIHIKOBAs
HenocraroyHocts (XHH) oObluHO MaHU(ecTHpyeT Kak
TpPEeTUil KOMIOHEHT CHHApPOMa, MOocie KaHAWUO03a U TH-
momaparupeo3sa [1]. XHH pa3uBaercs darie B Bo3pacrte
110 12 net. ITomrMo 3 OCHOBHBIX MIPU3HAKOB y TIAIIIEHTOB
BO3MOYKHO HaJIM4Ke U MPUCOETNHEHNE B TEUCHHUE KU3HU
JIPYTUX ayTOUMMYHHBIX 3a00J€BaHUH — allONenH, CHH-
IpoMa MajabhaOCOpOIUH, ayTOMMMYHHOTO THPEOHINTA
(AWT), nepuurmoznoii anemun, C/1 1 Tuma, mepBudHOTO
TUIOTOHAN3Ma, BUTUIINIO, ayTOUMMYHHOTO TelaTuTa,
BaCKyJIUTOB. J[JIs1 HOCTAHOBKYU AMArHo3a JA0CTaTOYHO Ha-
Jnuust 2 U3 3 KOMIIOHEHTOB KJIMHUYECKON TPHUAJIbl, a €CIIU
y TalMeHTa UMEeTCs POACTBEHHHK IEPBON JIMHUHM POJI-
cTBa ¢ ycraHoBjieHHbIM auarHo3oMm AIIC 1-ro tuna, To
JUISL IMarHo3a JOCTaTOuYHO M OJAHOrO KoMIoHeHTa [1, 4].

Hambonee gacto Bcrpeuaercs AIIC 2-ro tuma. Pac-
MIPOCTPAHEHHOCTh CHHIPOMA B IOIMYJISALUN COCTABISET
okoisio 1,4-4,5 ma 100000 nacenenus. AIIC 2-ro tuma
npeobiazaer B 3 pasa yalie y >KeHIIHH, YeM Y MYXKUHH,
U KpaifHe peako BcTpedaercs y neredl. Manmdecta-
1us 3a00J1eBaHus TPOUCXOIUT B Bo3pacte 20-60 meT u
HauOosiee yacto mpuxoautcst Ha 30-40 set. ATIC 2-ro
THUIA MOXKET BO3HUKATh KaK CIOPAJUYECKH, TaK U HO-
CUTHh CEeMEHHBIN XapakTep, HaONIOMasCh y pa3HBIX dJie-
HOB CE€MbM B HECKOJIbKMX MOKoyieHusx [4, 6, 12, 21].

AIIC 2-ro Tuma mnpencraBiseT coOOH coueTaHue
XHH u AU3 DK wunun C 1 tuna. [lo nanaemM M.
Neufeld, cpean mammmenToB ¢ AIIC 2-ro Tuma Hamboee
yacTo B couetanuu ¢ XHH BcTpeuaroTcst ayTouMMyHHBIE
3abonesanus 1K (69%). CJI 1 npencraBieH HECKOIBKO
pexe. KinnHuueckas KapTuHa M J1a00paTOpHBIC TOKa3a-
TEMH SHAOKPUHHOTO 3a00JICBaHHUS ayTOMMMYHHOH TpH-
POIBI B cIy4yae M30JIMPOBAHHON (DOPMBI MM B COCTABE
ATIC upentuunsl. pyrue 3aboeBaHus ayTOUMMYHHO-
rO reHesa, Takue Kak BUTHIINIO, XPOHUUECKHH aTpodu-

YECKUH TaCTPUT, TUIIEPTOHATOTPOITHBIN THITOTOHAIH3M,
Takke BcTpedaroTces y nanuentos ¢ AIIC 2-ro tuma, o1-
Hako pexe, ueM y nanueHToB ¢ AIIC I-ro tuna [4, 41].
[To manueM C. Betterle [13], siBisironerocst B HacTosIIee
BpeMsl ONHUM W3 KpymHeummx wuccriemoBateneit AIIC
B3pOCIBIX, y Takux nanueHToB AN3 XK B coueranuu ¢
XHH BcrpeuaroTes 3HaunTensHO yaie, a CJ[ 1 — pexe.
Knunnueckne komOunanuu B coctase AIIC 2-ro Tuma
MOTYT BapbHPOBaTh B 3aBUCHMOCTH OT IPHHAIICKHO-
ctu k nonyisanun. pyrue AU3 y nanmentoB AIIC 2-ro
TUIA AUATHOCTUPYIOTCS ¢ 4acToTo! oT 1 10 12% cimyqaes
[15]. ¥V manumentoB ¢ onnum AW3 pasButHe BTOPOro B
TEUYEHHE KU3IHU MPOUCXOIUT B 25% cirydaes, a IpH Ha-
nmanu 6one3an Anaucona — B 50% ciydaes. [Ipu aTom
Mmanugecranuio ogHoro A3 oT BOSHUKHOBEHUS IPYTHX
KOMIIOHEHTOB CHHJPOMA MOKET OTAEISITh MHOTO JET
[14,25,26]. OmHOBpemeHHOE pa3BuThe A1ByX ANU3 1 6omee
npoucxoauT peako. Yame ATIC B3pociibIXx BHaYaIe mpo-
SIBJSIETCSI M30JIMPOBAHHBIM DHIOKpUHHBIM AW3: Gones-
HBI0 Anircona, xponunueckum AUT, 6onesnbro ['peiiBeca
(AT3) wmu CJI 1, a nHOT/Ia BTOPOCTETIEHHBIMHU TIPH3HA-
KaMu (BUTHIINTO, NEPHUIMO3HAS aHEMHs, OBapHaJIbHAs
JUCHYHKLUS, AJIONEIHs, XPOHUYECKUH aTpoduuecKuii
racTpuUT), K KOTOPBIM B MOCJIEAYIONIEM TIPHCOCIHHSIOTCS
JIpyrue KOMIHoHeHThl cuHapoma. [lo nanusiM D. Beaven
[11] u N. Solomon [50], CJ| | y mammentoB c AIIC
B3pocibIX npeaniecTyeT pazsutiio XHH B 57-63% ciy-
YaeB, TOT/a KaK HaJII0YEeYHIKOBAs HEJJOCTaTOYHOCTh Ma-
Hudectupyer nepsoii B 23-35% cnyqaeB. Knnnnueckne
npu3Haku Oone3Hu ['pefiBca 4acTO BO3HUKAIOT MPEKIE
Oosie3nu AjincoHa, Torna kak xponnueckuid AUT BbisiB-
JSITCS OTHOBPEMEHHO it ociie Manudectammu XHH.
[Tpu sTom o maneeM B. Majeroni [40], y manueHTOB ¢
manugpectHbiM AUT Tosbko B 1% cityuaeB POUCXOIUT
pasButue B nanpHeiimem AIIC 2-ro tuma [14, 18, 45]

AIIC 2-ro Thma sBIsieTCS TOJWTCHHBIM 3a00JeBa-
HHEM C ayTOCOMHO-IOMHHAHTHBIM THIIOM HacJeIoBa-
HUS C HETOJHOW MEeHETPaHTHOCThI0. O TeHeTHYeCKOH
MIPEIPACHONI0KEHHOCTH  CBHUJETEIBCTBYET — CeMeiHas
knactepuzanus [23, 24, 32]. OgHy U3 KIIOYEBBIX poJieit
B pa3Butud AIIC B3pOCIBIX UTpaeT IKCIPECCHS COOT-
BercTByromMx amieneil resos HLA II kmacca, pacno-
JIO)KEHHBIX HA KOPOTKOM Iuiede 6-if xpoMocombl [37,
38]. B paboTax OTHENBHBIX ABTOPOB Yy IALMEHTOB C
AIIC 2-ro THma ompeesieHa acCOIMAIUs CO CIICIH-
¢uanoctero HLA-DR3, B 4WacTHOCTH C TamjIOTHIIOM
DRB1*0301- DQA1*0501 — DQB1*0201, Torma kak
acconunanus co crnenuduunoctsio HLA-DR4 npencras-
JSIeTCS COMHUTEIFHON M BCTPEYaeTCsl TN TIPH COYeTa-
Hun 00ae3un Agaucona ¢ CJI 1 wnu aHTUTEIaMU K TKa-
HU TIOJKENyA0YHOM xkenessl [14, 17, 30, 34, 39, 46, 59].

C Oone3Hbl0 AJJIMCOHA KaK ¢ W30JMPOBAHHOM, Tak
u B cocraBe AIIC, Takke acCONMUPOBAHBI MOTUMOP]-
Hbeie Mapkepsl TeHoB HLA T kitacca: HLA-B8, MICAS. 1.
Oco0oe 3Ha4eHNE UMEET BhISIBJICHUE TOMO3UIOTHOCTH 110
amtento 5.1 rena MICA [10,27,53]. Omnako Z. Gombos
1 c0aBT. [29] He OOHAPYXWIN HE3aBHCHMOTO OT CIIEIl-
npuanoctd HLA-DR3 Bimsaust rena MICA Ha pas3Bu-
THE MEPBUYHON HAANOYEYHUKOBOW HEJOCTATOYHOCTH B
poccuiickoit u puHCKOU momyIsnusix [4]. bonbinoe 3Ha-
yerne B pa3BuTuu AIIC B3pOCIBIX IMEET psJl TCHOB, HE
otHOCsImXcs K Komriekcy HLA. K TakuM renam-kxas-
munatam oTHocsaT reH CTLA-4 (cytotoxicT-lymphocyte
antigen gene), KOAUPYIOUIHMI TOBEPXHOCTHBIC AHTUTEHBI
UTOTOKCHYECKUX T-TMM(OIHUTOB M 3aMEUIAIONIIA aK-
tuBanuio 3G hexTopabx T-kiaeTok. CHHKEHHE SKCIpec-
CUM WM aKTUBHOCTH 3TOTO I'€Ha, BBI3BAHHOE €r0 MOJIH-
MopdusMoM, Tpenpacnoynaraer k passuruio AU3 [31,
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52]. MeTa-aHanu3 eBPOMEHCKIX UCCIIETOBAHUN ITOITBEP-
it postb aienst G momumopdusmos +49 A/G u CT60
reHa CTLA-4 nns pa3BUTHS HAATIOUEYHUKOBON HEJJOCTA-
TOYHOCTH ayTOMMMYHHOTO I'€He3a, B TOM YHCIIe B COCTa-
Be AIIC 2-ro tuna [16, 19, 54]. 'eHOM-KaHAWIATOM JIJIS
passutust AIIC B3pocisix siBiasiercss reH PTPN 22 (the
protein tyrosine phosphatase nonreceptor type 22), koJu-
pytomuii Tuposungocdarazy 22, KOTOpass HHIHOHpYeT
akTuBanyio dhdexropupx T-knerok. Hammume ammens
T nonmumopdusma 1858C/T rema PTPN22 accouuupo-
BaHO C pa3BUTHEM Kak u3oiupoBaHHeix A3 (CH 1),
tak u ¢ AIIC 2-ro tumna [33, 49, 56, 57]. 'en CYP27B1
KomupyeT (epMEHT CHHTE3a KalbLUTPHOJIA, yUacTBYIO-
IIETO B PETYJISLIMI HMMYHHOTO OTBETa ¥ Npondepanun
kaerok. [lomumoppuszm C/A mpomotepa (-1260) rena
CYP27B1 BHOCUT BKIaJ B Pa3BUTHUE BCEX KOMIIOHEH-
toB AIIC 2-ro Tnma [35]. Kpome Toro, ompeneieHHyO
poNb B peanu3aliy TeHETHYECKUX (PaKTOPOB, BHIMMO,
UTpaeT BO3JCHCTBUE BHEIHEH CPe/ibl, IPUBOJLLEE K Ha-
PYLIEHUIO TOJEPAHTHOCTH UMMYHHOW CUCTEMEI [6, 22].

AIIC 3-ro Tuma xapakTepu3yercs acconuarmeir A3
K (AUT, T3, sHmokpuHHAS OPTaIbMONATHS, HIH-
onaTH4eckasi MUKCeieMa) C JPYTUMH ayTOMMMYHHBIMU
KaK 9HJIOKPHHHBIMH, TaK ¥ HEOHIOKPUHHBIMHU 3a00J1eBa-
HUsSMH, 3a uckimodeHneM XHH u runmonapatupeosa [4,
5]. Manudectupyer JaHHBIH CHHAPOM BO B3POCIIOM CO-
crosHun. Ot AIIC 2-ro tuna AIIC 3 oTnudaeTcs TOJb-
KO KJIMHUYECKOM KapTHHOH. COrnacHO OpUTMHAIBHOU
knaccudukaun M. Neufeldu R. Blizzard [41], momo:-
nennoit C. Betterle u coaBt. B 2002 1. [12], BBIIEISIIOT
noxatunsl AIIC 3-ro Tuna B 3aBUCHMOCTH OT HaJIUYUs
KOMITOHEHTOB, conpoBoxaatomux AWU3 K [3]. Tox-
tun 3A Bkmowaer CJI 1, Oonmesnr Xwmpara (ayToum-
MYHHBII WHCYJIMHOBBIH CHHAPOM), JHUM(OLUTAPHBIN
runo(u3uT, NPeKAEBPEMEHHOE yracanue GpyHKINY su4-
HUKOB (THUIIEProHaI0TPOINHBIA THHoroHaau3m). [loxrumn
3B cocTouT U3 XPOHNYIECKOTO aTpOHIECKOTO IracTPHUTA,
MEPHULIMO3HON aHEMUH, LIEINAKHH, XPOHHUECKHUX BOCIIA-
JIUTENILHBIX 3a00JIeBaHUI KUIIEYHHKA, ayTOUMMYHHOTO
rernaTuTa, MepBUYHOro OwimapHoro nupposa. [loxrum
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3C COCTaBISAIOT BUTHINTO, ATONCNNs, MHACTCHHS, CHH-
JIPOM MBIIIEYHON CKOBaHHOCTH, PACCESHHBIH CKJIIEPO3.
B noarun 3D BKiItOYEHBI CUCTEMHAs KpacHasi BOTYAHKa,
JIMCKOM/IHAsl KpacHas BOJYaHKa, CMeEIIaHHOe 3a0oJieBa-
HHUE COCTUHHUTENbHON TKaHU (cuHapoM lllapma), cepone-
TraTUBHBI PEBMATOUJIHBIA apTPUT, CUCTEMHBIN CKJIEPO3,
cunnpom Illerpena, 6onesus Bepnbroda, antudocdou-
MUIHBIA CUHIPOM, BacKyJuThl [24, 36, 42, 43]. ['eneru-
4gecKyro npenpacnonoxeHHocts k AIIC 3-ro tuna (AU3
K B coueranuu ¢ CJI 1 Trma) onpenesseT mpexiae Bce-
ro Hanuuue ramwiotuna DR3-DQB1*0201. Bzaumocss3b
MOATBEPXKICHA KaK NMPH Haimuuy u3onuposanHoro CJ 1
mwm AWU3 K, tak u mpu ux coderannu [28]. [Ipexpac-
MOJIOKEHHOCTDh K Pa3BUTHIO IETHAKUH, Ay TOUMMYHHOTO
racTpura u nepHuro3Hon anemuu B pamkax AIIC 3-ro
THIIa OTIPEJIEIISIeTCs] B IEPBYIO OYepeb HAIMYUEM ajlie-
s DQA1*0501 [7,28,57]. [Ipu uccnemoBaHUN BIUSHHS
oTIenpHBIX ayuenel Ha pazButue AIIC 3-ro Thma BBISB-
JIeHA TMOBBIIIEHHAs BcTpeuaeMocTh amienst DQA1*0301
no cpaBHeHUto ¢ usonuposaHHeiMu AU3 [51,58]. I'en
FOXP3 (forkhead box P3) xomupyet paxTop TpaHCKpHUTI-
[IUHM, HETIOCPEJCTBEHHO W KOCBEHHO PETyIHPYIOIIHN
6osiee 300 reHOB, HHTEHCUBHOCTB IKCIIPECCHH KOTOPBIX
OIIpEJICTISIET CYNPECCHBHYIO aKTUBHOCTH PETYJISTOPHBIX
T-mamdormroB (Treg-kKIeToK) B OTHOMEHUN 3P PEKTOP-
HbIX T-uMdoruToB. JlIocToBEpHOE CHUYKEHNE HHTEHCUB-
HoctH skcnpeccun rena FOXP3 onpenensercs npu CJ1 1
u LADA. B psne uccienoBaHuil ycTaHOBIEHA B3aUMOC-
Ba3b ramtotuna 10-T mommmopduzma FOXP3(TC)n ¢
passutueM CJI 1 u AW3 LK npu ATIC 3-ro Tuma [28, 44,
57]. Hanuuue amternst T nmonmumopdusma 1858C/T rena
PTPN22 accouuupoBano c¢ pazsutueM AIIC 3-ro tuna.

AIIC 4-ro Tuma — CHHIPOM, BKJIIOYAIOMINNA KOMOH-
Haru AW3, He BOMIEAIINX B yKa3aHHBIC BBIIIE TPYIIIIHL:
nepsuuHasg XHH B couetanuu ¢ 0JHOM WJIM HECKOJIBKUMHU
BTOPOCTENEHHBIMH ayTOMMMYHHBIMH TIaTOJOTUSMHU (TH-
MTOTOHAN3M, aTPO(PHUUCCKHIA TACTPUT, [IETHAKHS, TICPHH-
[IMO3HAas aHeMus, myasthenia gravis, anonenus, BUTHIIH-
ro), uckitovasi ocHoBHbIe coctapisitoe AIIC 1-roun2-ro
TUNOB (KaHAU03, ruronapatupeos, AU3 I, CI1)[12].
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ENDOCRINE ASPECTS OF POLYGLANDULAR AUTOIMMUNE SYNDROMES
Davydchyk E. V., Snezhitskiy V. A., Nikonova L. V., Tishkovskiy S. V.
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In clinical practice there are endocrine diseases with symptoms of dysfunction of multiple endocrine glands. The most
common cause of multiple pathology is an autoimmune disorder of two or more endocrine glands.

This paper focuses on basic genetic, immunological and clinical manifestations of polyglandular autoimmune syndromes,
based on the experience of native and foreign authors with the aim of improving the diagnosis of this pathology.
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