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B knunuuecxoii npaxmuxe umerom mecmo SHOOKpUHHbIE 3A001e6ANHUS C CUMNINOMAMU HAPYUWEHUS PYHKYULL HECKOTbKUX
9HOOKpUHHBIX Jicenes. Yaue 6ce2o NpUUUHOL MHOJCECMEEHHOU NAMOIO2UU ABTIACMCA AYMOUMMYHHOE Hapyuenue 08yx.u 60-
Jlee IHOOKPUHHBIX Jicene3. B dannom ob30pe paccmampugaiomes 0CHOGHbIE 2eHemuiecKue, UMMYHOI02UYecKue u KiuHude-
CKlUe NPoABLeHUs AYMOUMMYHHBIX NOIUSTIAHOVIAPHBIX CUHOPOMOB, OCHOBAHHbIE HA ONbIIME OMEYeCMBEHHbIX U 3APYOEHCHBIX
asmopos, ¢ yewvlo COBEPUEHCNBOBANUS OUACHOCMUKU OAHHOU NAOIOSUU.

Kniouegwie cnosa: aymoummynnuvie noauenanoyoapHvle CUHOPOMbI, CaxapHulll ouabem 1 muna, aymoumMmyHHvli mupe-
ououm, aymouMmyHHwle 3a001e6anUs, KaHOUO03, 2UNONApAmMupeos, XpOHU4ecKas Ha0NOUeYHUKo8as He0OCMAMOYHOCY.

AyTOMMMYHHBIE  TIOJUITIAHTYJISPHBIE  CHHJPO-
Ml (AIIC) sBIAIOTCS  JOBOJBHO —PEIKOH  TaTo-
JOTHEW W TIPENCTAaBIIOT CO0OH  ayTOMMMYyHHOE

MOpa)keHUE HECKOJIBKUX AHIOKPUHHBIX KeJe3, Xapak-
TEPU3YIOUINECS TOJHMOPTaHHON HEZO0CTATOYHOCTHIO. Y
HEKOTOPBIX MAIlMEHTOB ayTOMMMYHHBIN IpOIEcC 3aTpa-
TUBAeT TaKKe W HEOHAOKPHHHBIC TKaHU-MUIICHH [2, §].

[Teproe ynmomunanue AIIC orHocuTcs k 1855 r., kor-
na T. Annucon [9] onucan BUTHINIO U NMEPHUIMO3HYIO
AQHEMHIO y TaIMeHTa C MIMOIIaTHYECKOH HaJNO4YeYHH-
KOBOI HemoctaTouHOCTRIO. B 1957 1. E. Witebsky [60]
cOpMyIHPOBAI KPUTEPUU ayTOMMMYHHOW TPHPOJIBI
3abosieBaHuil: 1) NpHCYTCTBHE IMPKYJIHUPYIOIUX ay-
TOAHTHUTEN W/WIN KIETOYHO-OIIOCPEIOBAHHOW ayTo-
WMMYHHOU peaKIuu; 2) paclo3HaBaHWE W BEHIICICHUE
crnenu(UIecKnx aHTUTEHOB, MPOTHB KOTOPBIX HAIpPaB-
JICHBI aHTHUTENA; 3) MPOJYKIHS aHTUTEN NP UMMYHH-
3alUU DKCICPUMEHTAIBHBIX JKHUBOTHBIX TaHHBIMH aH-
TUTeHaMU; 4) TOSBICHHUE MATOIOTHICCKUX W3MCHEHUH
B TKaHSIX CCHCHOMIM3MPOBAHHBIX AKCIEPHUMEHTATBHBIX
JKMBOTHBIX, aHAJIOTUYHBIX TAKOBBIM y 4elioBeKa. Takike
ObuUTM OnMCaHbl KOMOWHAIIMM Pa3INYHBIX ayTOMMMYH-
HeIX 3a0oneBanmii (AMN3). Codueranue 00ae3HU AIH-
COHAa M XPOHHYECKOTO JIUM(OLUTAPHOTO THUPEOUIUTA
y 2-X ManueHToB ObUIO BIepBble 3auUKCHpoBaHO M.
Schmidt [47] B 1926 1. u ¢ Tex MOp M3BECTHO KaK CHH-
npom HImunra. Coderanue 00ne3HA AINNCOHA U ca-
xapHoro nuabera (CII) 1 Twma OBLIO OMHUCAHO YYEHBI-
mu D. Beaven u coast. [L1] B 1959 r. (66 ciay4aeB), a
cmycts Heckoinbko net — N. Solomon u coast. [50] Ha
npumepe 113 ciryqaes. C. Carpenter [20] HaOmoman 142
marueHToB ¢ cubaapoMom IlIMuara, y KOTOPBIX, Kpo-
Me toro, umen Mecto CJI 1. Ilonnas tpuaga (Oone3Hb
Anmucona, A3 mmroBuaHon sxenesbl (LK) u CJI 1
THTIA) TOMyYrMila Ha3BaHWe cuHApoma Kaprentepa [4].

B. ocHOBe 0O0JBIIMHCTBA PHIOKPUHHBIX AWN3 e-
JKUT pa3BUTHE IUMQONMTapHOH W MakpodaraibHO
WHQUIBTPAIMM TKaHW OpraHa-MHUIICHH, CBS3aHHOE
¢ HapymeHHeM T-KIeTOYHOTO WMMYHHTETa, a HMEH-
HO =~ C TCHEPAIM30BAHHBIM JE(PEKTOM pETryIATOPHBIX
T-1uMpoOIUTOB, B HOpPME KOHTPOJHUPYIOMIUX CHIY |
IIPOJIOIKUTEIEHOCTh IMMYHHOTO OTBETa 4epe3 peryJisi-
muto ¢pyaknmun T-3¢dexropHpx kireTok (T-xemmepos u
T-nuTOTOKCHYECKUX KIETOK). IIOBBIIICHNE aKTHBHOCTH
KWIIEPHBIX M XEJIEPHBIX CyONOMYJIALIUA MPUBOIUT K
Pa3BUTHIO IECTPYKIMH TKAaHH, aTPO(UH OpraHa U yMEHb-
LIEHUIO MPONYyKUMU ropMoHoB. Kpome Toro, B-nmum-
¢ounTH HAYMHAIOT MPOAYIHPOBATH AayTOAHTUTENA K
KOMITOHEHTaM TKaHEeil SHJOKPHHHBIX JKeJle3, IPeCTaB-
nsrone co0oi BHYTpUKIeTO4HbIe (epmeHTsl [4,55].

B 1980 r. M. Neufeld u coaBT. BepBBIe mpencTa-

B Knaccupukanuio AllC, BKIIOYaBHOIYIO YeTHIpE
ocHOBHBIX THma. B 2001 r. ata knmaccudukanms Obuia
monudumnmposana C. Betterle m coaBT., KOoTOpBIe pac-
mmpwin kinaccudukanuio AIIC 3-ro tuma. B TeucHue
JKM3HU TAlMeHTa TIPH NPHUCOCAMHEHUH HOBBIX KOMIIO-
HEHTOB cuHapoma .oauH tuil AIIC B3pocibIx MoOXKeT
OBITH TIEpeKITacCCH(UIMPOBAH B Apyroit [4, 12, 32, 41].

B nacrosimgee BpeMsi Ha OCHOBaHHMH JIaHHBIX 3apy-
OeXHBIX UCCIIeJOBaHUN Hapsiay ¢ MaHudecTHOW popmoit
3a00JIeBaHMUS BBIICISIIOT HETIOJHYIO (JJATEHTHYIO) (hopmy
AIIC, KoTOopas mompas3mensieTcsi Ha CYyOKIMHIYECKYIO H
noteHIuaabay0. CyOKInHUYecKas popMa IpeaCcTaBIs-
eT coboii Hammuue oHoro A3 B coueTaHUU C OJJHUM U
OoJiee CEPOIIOTUUECKIMHU MapKepaMH JIPYTUX OCHOBHBIX
coctaBirronx ATIC, a Takke cyOKITHHIYECKOE HapyIIe-
HHUe QYHKIMU BTOPOTO OpraHa-muiieHu. [loreHnnanpHas
¢dopma AIIC xapaxkrepusyercsi HaTMYMEM OJHOTO JHJIO-
KprHHOTO AM3 B COYEeTaHNY € aHTUTEIAMU K IPYTHM TKa-
HAM, HO 6e3 HapyIeHus ux QyHKiun. JlareHTHBIC (POpMBI
TAHHOTO 3200JIeBaHNS BCTPEYAIOTCS B MOMYJISLIUN ropas-
10 HaIe, 4yeM KIMHUYeCKH posiisitonuecs [3, 4, 12,13].

B ximHHMYecKol MpakTUKE Yy TMAIHMEHTOB C O-
HuM AU3 ppyrme xommoneHTH! AIIC warmme mposBis-
IOTCSl JIMIIb TIOCTE€ Pa3HOTO MO MPOAOJDKHTEIBHOCTU
JaTeHTHOro meproja. IloCKONbKY pa3BUTHIO  KIIH-
HUYECKOH KapTHHBI 3a00JI€BaHUS IPEALIECTBYET -
TenpHas (aza CKPBITBIX HW3MEHEHWH Ha KIETOYHOM
ypoBHe, TO Hambojee 3(P(HEKTUBHBIM SIBISCTCS CKpH-
HUHI Ha HQJIMYUE [UPKYJIUPYIONIMX aHTHUTEN, peje-
BaHTHBIX Juisd Ipyrux kommoHeHToB AIIC [4, 13, 48].

B 1946 r. Yurakep u coaBT. ONHCAIN KIACCUICCKYIO
TpHagy: THUIONApaTHPEO3, KOXKHO-CIM3UCTBIA KaHIH-
JI03 ¥ TIEpBUYHAsI HA/AMOYCYHUKOBAs HEAOCTATOUYHOCTD,
KoTopas sBisiercs KiaccuueckuM moptpetom AIIC 1
Tuna. B nmTepaType MOXKHO BCTPETHTH CIETYIOIIHEC
HaszBanusi dToro cuHapoma: APECED — autoimmune
polyendocrinopathy, candidosis, ectodermal dystrophy,
MEDAC — multiple endocrine deficiency autoimmune
candidiasis, cuHApOM VYWTaKepa, KaHIUIOIIOIUIHIIO-
kpuHHBIA cuHApoMm [1]. AIIC 1-ro Tuma BcTpedaeTcs
OYEeHb DPEIKO, OJHAKO B HEKOTOPBIX TreorpaduuecKux
00J1acTSIX €ro PacIpOCTPaHEHHOCTh 3HAYUTEIHHO BHIIIE.
Pacmpoctpanennocts AIIC 1-ro tuma Bapsupyet ot 1:9
TBHIC. B MOMYJISIIMM UpaHCKUX eBpeeB a0 1 Ha 90 ThIC. —
B HOpBekcKoW momyisiuu u 1 Ha 200 Teic. B ceBepHOH
Wramuu. 3aboneBaemocts AIIC 1-ro Tuma cpeau >xeH-
IIFH 110 OTHOIICHHUIO K MyX4nHaMm coctasiseT 0,8-2.4.

ATIC 1-ro Tuma — MOHOTEHHOE 3a00JIeBaHUE C AyTO-
COMHO-PELIECCUBHBIM TUIIOM HaCJIEOBaHMs, BHI3BAH MY-
tanueil B rene AIRE, koTopblii pacnonoxkeH Ha ATMHHOM
miede 21-it xpomocomsl (21q22.3). NU3BectHo Gomee 50
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myTauuii rena AIRE. BonbIIMHCTBO U3 HUX HACIEAYIOT-
Csl PEIIECCHBHO, HO €CTh JI0Ka3aTeNIbCTBA JJOMHHAHTHOTO
HaclleIoBaHMus HEKOTOphIX MyTanuii (G228W). I'enoTum
AIRE — 3T0 HE eJMHCTBCHHAsI ETCPMHUHAHTA (DEHOTH-
ma nanueHaToB ¢ AIIC 1-ro Thma, ogHON U3 HUX MOXKET
BeIcTymath Takoke HLA xmacca II. Maandectanus AIIC
1-ro THma MPOMCXOAUT B JIETCKOM BO3pAcTe B OTJIMUHE
ot AIIC 2 u 3 TUIIOB U TOATOMY HOCHT Ha3BaHUE IOBe-
HWIBHOW ayTOMMMYHHOH TONHMIHAOKpHHOMNATuu [1, 4].

[Mpusaaku AIIC 1-ro THma MOSBISIOTCS MOCTETICH-
HO, MHOTJIa MY PAa3BUTHEM OT/ICIIEHBIX KOMIIOHEHTOB
MPOXOAAT Tojel U Jecatku jer. CTporoil mocienosa-
TENBHOCTU BO3HUKHOBEHHS] KOMIIOHEHTOB CHHAPOMA He
cymectByer. Juarno3 AIIC 1-ro tuma oObYHO ycTa-
HABJIMBACTCS MPHU HATWYHMH IBYX KOMIOHEHTOB U3 YHCIA
CIEYIOLINX: THIIONapaTUPe03, HEAOCTATOUHOCTh HA/IO-
YEUHUKOBBIX JK€Je3, KaHAUA03 KOXKH U CIU3HCTBIX [1].
Kannnmo3 KoXn ¥ CIM3UCTHIX B OOJNBIIMHCTBE CIy4acB
MPEIIECTBYET Pa3BUTHIO APYTUX KOMIIOHEHTOB CHH-
JpoMa U MOXKET MPOSIBIISITHCS C NMEPBBIX MECSIIEB KU3HH,
XOTs yallle pa3BUBaeTcs B Bo3pacte A0 5 net [4]. [Ipexa-
MOJIaraoT, 9TO KAHANWAO3 KOKH M CIU3HCTBIX CBSA3aH C
mucynkimei T-kneTok. BeipakeHHOCTD KaHIU103a Ba-
PBUPYET OT JIETKOTO TEYEHUS ¢ NOPAKECHUEM OJHOTO WU
HECKOJIBKUX HOTTEH 0 MACCUBHOTO MpoIiecca ¢ mopaxe-
HHEM CIIM3UCTBIX O0O0JIOYEK pTa, MHUIIEBOJA, KETyAKa,
kumeyHuka [1]. XpoHuueckuil KaHANI03 MOXKET JOJIToe
BpeMsl OCTaBaThCsi HEAUArHOCTHUPOBAHHBIM [4, 12]. T'u-
TIOTIApaTUPEO3 SIBISCTCS CaMBIM YacThIM KOMIOHEHTOM
AIIC 1-ro Tnma u BcTpedaeTcs y OONBIIMHCTBA NAIHeH-
TOB. XpOHUYECKUI THIIONApaTUPEO3 BBIABIISETCS M1OCIIE
XPOHMYECKOTO KaHAN03a U MaHu(ecTupyer B Bo3pacre
ot 3 mecstueB 110 40 steT, ojHaKo varie 1e010T 3a00IeBaHms
MIPOUCXOUT 110 15 net. XpoHuueckasi HaJOUYEeYHUKOBAs
HepocratouHocTh (XHH) 00b14HO MaHH(ECTHPYET KaK
TpeTuil KOMIIOHEHT CHHApPOMA, Mocjie KaHAWA03a U T'd-
nonaparupeosa [1]. XHH pa3BuBaercs udare B Bo3pacte
1o 12 sret. IToMmumo 3 OCHOBHBIX NMPH3HAKOB Y MAIIICHTOB
BO3MOYKHO HAJTMYWE U IPUCOCTNHECHNE B TEUCHNE KU3HN
JIPYTHX ayTOUMMYHHBIX 3a00J1€BaHUH — QJIONENnH, CHH-
JpoMa MaibabcopOLNK, ayTOMMMYHHOTO THPEOUINTA
(AWT), nepuummosHoit anemun, CJ1 1 THma, mepBHIHOTO
THIIOTOHAM3Ma, BUTHIINTO, AyTOMMMYHHOTO TelaTUTa,
BacCKyJUTOB. J[JIs1 MOCTaHOBKU AWArHo3a J0CTaTOYHO Ha-
T4us 2 13 3 KOMIIOHEHTOB KIMHUYECKOW TPUa/Ibl, a €CIH
y TAIMEHTa UMEEeTCsl POJACTBEHHUK MEPBON JMHUU POI-
CTBa C yCTaHOBJIEHHBIM auarHo3oM AIIC 1-ro Tuma, To
JUTSL IMarHo3a JOCTaTOYHO M OJIHOTO KOMITOHeHTa [1, 4].

HawnGonee gacro Bcrpeuwaercst AIIC 2-ro tumna. Pac-
MIPOCTPAHEHHOCTh CHHAPOMA B MOMYJISIUN COCTABISIET
okoisio 1,4-4,5 na 100000 nacenenus. AIIC 2-ro Tuma
npeobiajiaet B 3 pasa yarie y JKeHIIHWH, YeM Y MYXKUHH,
- KpaiiHe penKo BcTpedaercss y xaereid. Manudecta-
nus 3a00JI€BaHMS TPOMCXOMUT B Bo3pacte 20-60 meT u
Hanboee yacto mpuxoautcst Ha 30-40 yet. ATIC 2-ro
TUIIA MOXKET BO3HUKATh KaK CMOPAJUUECKH, TaK U HO-
CHUTB CEMEHHBIH XapakTep, HaOMoIasch y pa3HbIX die-
HOB CEMbM B HECKOJIbKHMX IMOKOJeHusx [4, 6, 12, 21].

AIIC 2-ro Tuma mpeacTaBisieT coOOi coueTaHue
XHH u AU3 1K w/unu CI 1 tuma. I[lo nmarabiM M.
Neufeld, cpean mammenToB ¢ AIIC 2-ro Tuna Hamboee
yacTo B couetanuu ¢ XHH BcTpeuaroTcst ayTonMMyHHbBIE
3abonesanwust 1K (69%). CII 1 mpeacraBiieH HECKOIBKO
pexe. KinuHuueckas kapTuHa M J1a0OpaTOpHBIE TOKa3a-
TEJIN SHAOKPUHHOTO 3a00JIeBaHMsI ayTOMMMYHHON TIpH-
POABI B Cydae M30JIMPOBAHHON ()OPMBI MIIM B COCTaBE
AIIC wunentuussl. J[pyrue 3a0ofeBaHus ayTOUMMYHHO-
ro reHesa, Takue Kak BUTHWINTO, XPOHUUECKHH aTpodu-

YEeCKHH TacTPHUT, TUIEPTOHAJOTPOIHBIA THITOTOHA MM,
Takke BcTpedaroTcs y manueHToB ¢ AIIC 2-ro Tuma, of-
Hako pexe, yeM y nanueHToB ¢ AIIC 1-ro tuna [4, 41].
[To nannev C. Betterle [13], siBnsitomerocst B HacTosiiiee
BpeMs OJHMM U3 KpynHeWmmx wucciegonateneit AIIC
B3pOCHBIX, y Takux manuenToB ANU3 XK B cogeranmn ¢
XHH BcTpeuarotcst 3HaunTenbHo yainie, a CJ1 1 — pexe.
Kinnnueckne komOunarnuu B coctase AIIC 2-ro Tuma
MOTYT BapbUPOBATh B 3aBHCHUMOCTH OT ITPHUHAUIC)KHO-
ctu k nonysamun. Jpyraue AU3 y manmenTtoB AIIC 2-ro
TUIA IUATHOCTUPYIOTCS ¢ 9acToToi oT 1 10 12% ciygaes
[15]. Y manumentoB ¢ onuum AW3 pas3ButHe BTOPOro B
TEUYEHUE KU3HU NPOUCXOIUT B 25% cilydaes, a pH Ha-
nmanu 6onesan Anaucona — B 50% ciydaes. IIpu aTom
MaHupecTaruo 0gHoro A3 oT BOSHUKHOBEHHS APYTUX
KOMIIOHEHTOB CHHJPOMa MOKET OTAENSATh MHOTO JET
[14,25,26]. OngnoBpemeHHOE pa3BuTie AByX A3 1 Gonee
npoucxonut peako. Yame AIIC B3pocapix BHAYaNE Po-
SIBJISIETCS. M30JIMPOBAHHBIM SHAOKpUHHBIM AW3: Gomnes-
HbI0 AjicoHa, xponuueckum AUT, 6omesnsio ['peiiBca
(AT3) wmu C/1 1, a nHOT1a BTOPOCTENEHHBIMH TIPU3HA-
KaMH (BUTWJINTO, TIEPHUIIMO3HAS aHEMUs, OBapualbHas
JUCQYHKITUS, aJOUeIHsl, XPOHUICCKUN aTPOPUUCCKUI
TacTPUT), K KOTOPBIM B MOCJIEAYIOIIEM TIPHCOCIHHSIOTCS
JpyTHe KOMITOHEHTH cuHapoma. [To nanusiv D. Beaven
[11] m N. Solomon [50], CA 1 y mammentoB ¢ AIIC
B3POCJIBIX TpemiecTByeT pazsutuio XHH B 57-63% ciy-
9aeB, TOTAA KaK HaATIOYeYHUKOBAs HEIOCTaTOYHOCTh Ma-
Hudectupyer nepsoii B 23-35% cnyqae. Kimmanueckne
Tpu3HAKK 00ie3Hn ['pefiBca 9acTo BO3HUKAIOT MPEKIC
Oone3nn Anrcona, Toraa kak xpoanaeckuit AT BbIsB-
JSIeTCs OIHOBPEMEHHO Win nociie Mmanudecranun XHH.
Ipn aTom 1o nannsM B. Majeroni [40], y manuenToB ¢
maaupecTHsM AUT Tonbko B 1% ciydaeB mponcxoauT
passutne B nanpHeiimem AIIC 2-ro tuma [14, 18, 45]

AIIC 2-ro tuma sBisieTCsl MOJMI'CHHBIM 3a0oJieBa-
HHEM C ayTOCOMHO-JIOMHUHAHTHBIM THIIOM HacjeaoBa-
HUS C HEMOJHOH INeHeTPaHTHOCTHI0. O TeHEeTHYeCKOH
MPEIPACION0OKEHHOCTH  CBHJCTEIBCTBYET — CeMeiHas
knactepuzanust [23, 24, 32]. OaHy U3 KIIOYEBBIX poJeit
B pa3BuTuu AIIC B3pOCHBIX UrpaeT 3KCIPECCHUS COOT-
BercTBYtommx auieneil renoB HLA II kmacca, pacno-
JIO)KEHHBIX HA KOPOTKOM Iuiede 6-i xpoMocoMmbl [37,
38]. B paboTax OTHIENBHBIX ABTOPOB y TALMEHTOB C
AIIC 2-ro Tuma ompefeneHa accolManusl CO CIENu-
¢uarocteto HLA-DR3, B WacTHOCTH ¢ TramioTHIIOM
DRBI1*0301- DQA1*0501 — DQB1*0201, Torna kak
acconmanus co crnenuduunoctsio HLA-DR4 npencras-
JSIETCSI COMHUTEJILHOM 1 BCTpEYaeTCs JIMIIb TIPH COveTa-
Hun 6osiesan Ammucona ¢ CJI 1 WM aHTUTENaMH K TKa-
HU TIOJDKENTy0YHOM xkenessl [14, 17, 30, 34, 39, 46, 59].

C Oone3Hpl0 AJJIMCOHA KaK C W30JMPOBAHHOM, Tak
n B cocraBe AIIC, Takxe acconMMpOBaHbI MOIUMOPGh-
ubie Mapkepsl TeHoB HLA I xiracca: HLA-B8, MICAS. 1.
Oco6oe 3HaYeHne UMEET BBISBICHHE TOMO3UTOTHOCTH TI0
aymento 5.1 rera MICA [10,27,53]. Ognako Z. Gombos
M coaBT. [29] He OOHApy>KWIIM HE3aBUCHMOTO OT CIIell-
npuaaoctn HLA-DR3 Bmusaus rena MICA na pas3su-
THE MEPBUYHON HAANOYEUYHUKOBOM HENOCTaTOUYHOCTU B
poccuiickoii u ¢puHCKOU momysusix [4]. bonbIoe 3Ha-
yenue B pazButun AIIC B3poCIBIX UMEET psijl TEHOB, HE
oTHOcsmmxcsl Kk kommiuekcy HLA. K takum renam-kaH-
munatam oTHocST reH CTLA-4 (cytotoxicT-lymphocyte
antigen gene), KOAUPYIONHMIA TOBEPXHOCTHBIC aHTUTEHBI
IIUTOTOKCHYECKUX T-TMMQOIHUTOB 1 3aMeUISIOINHA aK-
TUBAIIO 3P PeKTOpHBIX T-KieTok. CHIKEHNE YKCIpec-
CUH WJIHM aKTHBHOCTH 3TOTO T'€HA, BEI3BAHHOE €T0 TOJH-
MopdusMomM, Tpenpacrionaraet k passuruio AU3 [31,
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52]. Merta-ananu3 eBponencKux nccie10BaHui noaTBep-
it ponb amens G momumopdmmoB +49 A/G u CT60
reHa CTLA-4 nns pa3BUTHS HAATIOYEYHUKOBON HEJIOCTA-
TOYHOCTH ayTOUMMYHHOT'O T€He3a, B TOM YHCJe B COCTa-
Be AIIC 2-ro tuna [16, 19, 54]. ['eHOM-KaHIUIATOM J1JIS
passutus AIIC B3pocnsix siBisiercs reH PTPN 22 (the
protein tyrosine phosphatase nonreceptor type 22), Koau-
pytommit Tuposungocdarazy 22, KOTopask HHIHOHPYeET
akTuBauio dpdexropupix T-knerok. Hammune ammens
T momumopdusma 1858C/T rema PTPN22 accommumpo-
BaHO C pa3BUTHEM Kak m3oiupoBaHHBIX AN3 (CH 1),
tak u ¢ AIIC 2-ro tuna [33, 49, 56, 57]. 'en CYP27B1
KOZIUpYyeT (epMEHT CHHTE3a KalbIUTPHOJIA, yIacTBYIO-
IIETO B PETYISIIAN IMMYHHOTO OTBETa U PO (epaun
kietok. [lomumopdusm C/A mpomorepa (-1260) rena
CYP27B1 BHOCHT BKJIaJ B Pa3BUTHE BCEX KOMIIOHEH-
ToB AIIC 2-ro tuna [35]. Kpome TOro, onpeneneHuyro
pOJTH B peaM3alii TeHEeTHYECKUX (PaKTOpOB, BUAMMO,
WrpaeT BO3/IeHCTBIE BHELIHEH CpeJibl, MPUBOAIIEE K Ha-
PYILICHUIO TOJIEPAaHTHOCTH UMMYHHON CHCTeMBI [6, 22].

AIIC 3-ro Tuna xapakTtepusyercs accounanuein A3
LK (AUT, OT3, samokpuHHAas OPTaTbMONATHS, WIH-
oraTHudeckas MHUKCEIeMa) C IPYTHMMH ayTOMMMYHHBIMU
KaK 9HJIOKPHHHBIMH, TaK 1 HEOHJAOKPUHHBIMHU 3200J1eBa-
HusiMH, 3a uckmouenneM XHH u runonaparupeosa [4,
5]. MarudecTupyeT NaHHBIH CHHIPOM BO B3POCIOM CO-
crostaun. OT ATIC 2-ro Tuma ATIC 3 oTnugaercs TOJNb-
KO KJIMHUYECKOM KapTuHOHU. COrnacHO OpUTHMHAIBHOU
knaccudukarmuun M. Neufeldu R. Blizzard [41], momno:n-
nennoit C. Betterle u coaBt. B 2002 1. [12], BBIIEISIOT
noarunel AIIC 3-ro Thma B 3aBUCHMOCTH OT HAJIAYHS
KOMITOHEHTOB, compoBoxnatomux AW3 LK [3]. Tox-
tun 3A Bikmroyaer CJ[ 1, Oone3np Xwupara (ayronm-
MYHHBI{ HWHCYJIWHOBBIM CHHAPOM), JHM(OIHATAPHBIA
runo(U3UT, NPEeKAEBPEMEHHOE yracanue (pyHKINY sud-
HUKOB (THUIIEProHaIOTPONHBIN TUnoronaansm). [loarnm
3B cocTouT N3 XpOHUYECKOTO aTpOpHIECKOTO FACTPHUTA,
TIEPHUIIIO3HON aHEMUH, TICTTHAKIH, XPOHHIECKUX BOCIIA-
JIUTENIbHBIX 3a00JIeBaHUN KUIIEYHUKA, ayTOMMMYHHOTO
rernaruTa, repBuYHOro OwimapHoro mupposa. [loarun

Jlumepamypa

1. BonbmoBa, E. B. AyToMMMyHHBIM NOJUTTIAHAYJISAP-
Helid cuaapom 1 tuma / E. B. BonemioBa, A. A. JlepeBsiHKO,
J. W. Jlepessiako // 3nopoB’s. Ykpainu. Ileniatpis. BrnacHuit
gocsin. —2011. — C.52-53.

2. Jlapuna, A. A. /lnarnHoctuka u jeueHue ayTOUMMYHHOTO
MOJIUTIIAHTYJIIPHOTO CHHIpPOMA y B3pocibiX / A. A. JlapuHa,
O. C. llanoBanesun, H. B. Masypuna, E. A. Tpommna //
Kmnanueckas menumuaa. — 2012, — Ne§. — C. 64-66.

3. Jlapuna, A. A. JlateHTHBIC ()OPMBI Ay TOUMMYHHOTO T10-
JHTIAHYISIPHOTO CHHIPOMA B3POCIIBIX: 0COOCHHOCTH JTHArHO-
CTHKH ¥ BeJieHus anueHToB / A. A. Jlapuna, E. A. Tpomuna //
Tepanesruueckuii apxus. —2014. — Ne 10. — C. 73-76.

4. Jlapuna, A. A. AyTOUMMYyHHbIC IOJUIIAHIYJISPHbIC
CHHJPOMBI B3POCIBIX: T€HETHYECKHEe W HMMYHOJOTHYECKUE
Kkputepun jguarnoctuku / A. A. Jlapuna, E. A. Tpommna,
O. H. Usanosa // IlpoGnemsr sumokpuHonoruu. — 2014, —
Ne 3. -C. 43-52.

5. Hepcecsin, C. A. OcoOEHHOCTH KJIMHHYECKOTO Tede-
HUS ayTOMMMYHHOTO TIOJIMTIIAHAYJISIPHOTO CHHpoMa THIa 3 /
C. A. Hepcecsn, H. B. T'orsn, P. H. Kpratsia / MenunuaCcKas
Hayka Apmenun HAH PA. —2010. - Ne 2. — C. 87-92.

6. Ilerynuna, H. A. Kiunuyeckuil ciyuail ayroum-
MYHHOTO TIOJIHTJIAHAYJISIPHOTO CHHAPOMa BTOPOTO THMA /
H. A. Ilerynmna, JI. B. Tpyxuna, H. C. Maprupocsu //
KnuHuueckas u skcnepuMeHTanbHas Tupeoungonorus. — 2013.

0O0630pEI

3C cocTaBnsIOT BUTHIINTO, AJOMELHsI, MHACTCHUS, CHH-
JIPOM MBILIEYHON CKOBAHHOCTH, PACCESHHBIM CKIIEPO3.
B noxrun 3D BKITIOYEHBI CHCTEMHAsT KpacHasi BOJTYAHKA,
JIICKOM/IHAsl KpacHas BOJYaHKa, CMEIIaHHOe 3aboJieBa-
HHE COeTMHNUTENbHOM TKaHu (cuHapoM lllapma), cepone-
TaTUBHBIA PEBMATOUAHBINA apTPUT, CUCTEMHBIN CKIIEPO3,
cunapom lllerpena, 6one3np Bepibroda, antudocdoim-
MUIHBIA CUHIPOM, BacKyIuThl [24, 36, 42, 43]. 'enetu-
YyecKyro npenapacnonoxeHHocts K AIIC 3-ro tuna (AU3
X B couerarnu ¢ CJ] 1 Tuma) onpenemsieT mpexae Bee-
ro Hanmnyue ramaotuna DR3-DQB1*0201. B3aumocBs3b
MOJTBEPK/IeHA KaK NMPH Hanu4Iuu u3oauposanHoro CJJ 1
nnn A3 DK, tak u npu ux coueranuu [28]. Ilpeapac-
TIOJIOKEHHOCTh K Pa3BUTHIO LEINAKHH, ayTONMMYHHOTO
racTpHUTa U MEepPHUIINO3HOH aHeMuu B pamMkax AIIC 3-ro
TUIA OTNPEeIIAeTCs B EPBYIO OUepe b HAIMIKUEM ajuie-
s DQAT1*0501 [7,28,57]. [Ipu ucenemoBaHUN BIUSHHS
oTaenpHBIX ayurenel Ha passutue ATIC 3=ro THma BBISB-
JICHA TIOBBIIICHHAS BCTpeuaeMocTs ayteast DQA1*0301
Mo cpaBHeHHUIO ¢ u3onuposaHHeIMH A3 [51,58]. I'en
FOXP3 (forkhead box P3) kommpyert hakTop Tpanckpun-
UM, HEMOCPEICTBEHHO W KOCBEHHO pETYINpPYIOIIHHA
6omee 300 reHOB, HHTCHCUBHOCTh IKCIIPECCHUH KOTOPBIX
ofpeieNsieT CyIpPeCcCUBHYIO aKTUBHOCTh PETYISTOPHBIX
T-mamdornmros (Treg-kieTok) B oTHOmEHNH 3(hDHeKTOp-
HBIX T-mrMdorToB. JJocTOBEpHOE CHIKEHIE HHTEHCHB-
HocTH dKcnpeccun TeHa FOXP3 onpenensercs npu CJ1 1
u LADA. B psze ucciaenoBaHuii ycTaHOBIEHA B3aUMOC-
Bsi3p ramnoruna 10-T momumopdmsma FOXP3(TC)n ¢
passutaeM C/I 1.1 A3 DK mpu ATIC 3-ro Tuma [28, 44,
57]« Hamauwe amtesnst T monumopdusma 1858C/T rena
PTPN22 accounnpoBano c¢ pazsutueM AIIC 3-ro tuna.

AIIC 4-ro Tuma — CUHAPOM, BKIIOYAIONINH KOMOH-
Harmu AV3, He BOIIEIINX B YKa3aHHBIC BBIIIEC TPYTIIHI:
nepsruHast XHH B couetanuu ¢ 0JHOM WIIM HECKOIBKUMH
BTOPOCTENEHHBIMH ayTOMMMYHHBIMH NaTOJIOTUSMH (TH-
TIOTOHATN3M, aTPOGUUECKUI TaCTPUT, LIETHAKNS, TEPHU-
OHO3Has aHeMHus, myasthenia gravis, aJoTeIwst, BUTHIH-
r0), UCKITtouast ocHoBHbIE cocTaBistonue AIIC 1-ron2-ro
THUITOB (KaHan103, ruronapatupeo3, AU DK, C/A1)[12].
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ENDOCRINE ASPECTS OF POLYGLANDULAR AUTOIMMUNE SYNDROMES
Davydchyk E. V., Snezhitskiy V. A., Nikonova L. V., Tishkovskiy S. V.

Educational Establishment «Grodno State Medical Universitys, Grodno, Belarus

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.

Keywords: polyglandular autoimmune syndromes, diabetes mellitus type 1, autoimmune thyroiditis, autoimmune disease,
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