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Pe3srome. MHOXeCTBEHHbBIE ay TOUMMYHHBIE HIOKPUHOIIATAY — TPYTITIa CHHAPOMOB, XapaKTEPU3YIOIINXCS Ay TOMMMYHHBIM TIOpaskeHUeM
NBYX ¥ 00Jiee 9HIOKPUHHBIX XeJe3, TTPUBOISIINX Yallle BCero K uX runodyHKI. Hepenko 3T CMHAPOMBI COUETAIOTCS C Pa3IMYHBIMU
opraHocrenupruIecKuMI HeSHIOKPUHHBIMY 3200 IeBAHUSIMY 2y TOMMMYHHOI TpUpozibl. B HacTosiTIee BpeMst BBIIEISIOT 4 THITa ay TOUMMYH-
HBIX MOJUSHIOKPUHHBIX CUHAPOMOB: I0BEHWJIbHBIN TUII (1-r0 TUIIA) 1 O0Jiee YaCcTO BCTpeYatolUiics B3pOCblii TUM (2-ro, 3-ro, 4-ro TUIa).
AYTOMMMYHHBbI MOJM3HAOKPUHHBII CUHAPOM 1-ro THIIa — MOHOTE€HHOE ay TOCOMHO-PELIECCUBHOE 3a00JIeBaH1E, B OCHOBE KOTOPOT'O JIEKUT
HapyieHue cTpyKTypbl reHa AIRE. Kiaccruecknmu npusHakamMu ay TOMMMYHHOTO TTOJTUAHAOKPUHHOTO CUHIPOMa 1-ro TUIIa SIBIISIIOTCSL:
XPOHUYECKU 1 KAaHIM03 KOXKU Y CIM3UCTBIX, TPUOOPETEHHbII XpPOHMYECK WA TEPBUYHBII TUTIONApaTHPeo3 U ayTOUMMYHHas TepBUYHAS
XpOHUYECKasi HAAMOYeYHMKOBasi HeIOCTaTOUYHOCTh. KpoMe Toro, KIMHUYECKUMU MPOSIBACHUSIMU @y TOMUMMYHHOTO MTOJTU9HIOKPUHHO-
T0 CUHJpOMa 1-ro TUMa MOTYT SIBJISIThCS MEPBUYHBII TUTIOTOHAIN3M, TIEPBUYHBII TUTTOTUPEO3 Ha (pOHE ayTOMMMYHHOTO TUPEOUTUTA,
caxapHblit nuabet 1 Tuna. Cpeny HeSHIOKPUHHBIX 3200I€BaHU I B TeUEHME XU3HU Y TALIMEHTOB C ay TOMMMYHHBIM TIOJIMOHIOKPUHHBIM
CHHIPOMOM 1-TO THTIa MOTYT BO3HUKATD APYTHE Ay TOMMMYHHBbIE 3a00JIeBaHUSI — aJIOTIELIN ST, BUTUJIUTO, TIEPHULIMO3HAS aHEMU ST, CHHAPOM
MaTbabcopOIy, ay TOMMMYHHBIN TEMAaTUT, AHOMAJKSI 3yOHOI dMain, SKTOoAepMabHasl NUCTUIA3UST, U30TMPOBAHHBIN nedunur IgA,
OpoHXMaTbHAS aCTMA, TIIOMEePYJIOHE(DPUT. AyTOMMMYHHBI TIOTVIHIOKPUHHBIN CHHIPOM 2-TO TUTIA OTHOCSAT K pa3psiy MHOTO(aKTOPHBIX
TaTOJIOTU A, BBI3BAHHBIX MyTallMel TeHOB U BIMSTHUEM BHEIITHE ! cpelbl. BoImensioT 1Ba HanboJee 4acThIX KIIMHMYECKUX BapUAHTa Ay TOUM-
MYHHOTO TTOJIM3HIOKPUHHOTO CUHIIpOoMa 2-To ThTa: cuHapoM LlIMuaTa — nepBuuHast XxpoHMUeCKasi HAATIOUeUHUKOBAsT HEOCTATOYHOCTh
B COUYETAHUU C XPOHUUYECKUM ayTOMMMYHHBIM TUPEOUTUTOM WK OoJie3HbIo ['peiiBca u cunapom KaprnieHtepa — XxpoHUYecKast Haimoveu-
HUKOBAasT HEIOCTAaTOYHOCTh B COYETAHWH C CaXapHBIM IMabeToM 1 Thma. AyToMMMYHHBIE TIOJTUIHIOKPUHHBIE CUHIPOMBI 3-T0 1 4-T0 TUTIA
OTJIMYAIOTCS OT 2-TO TUIIA JINIIb KOMOMHAITUSIMU COCTaBJISTIOLINX — 9HIOKPUHHBIX M HEOHIOKPUHHBIX 3a00JIeBaHMI1. B HUX OTCYTCTBYIOT
XpOHMYECKasl MepBUYHAsI HAANIOYEYHUKOBAsT HEAOCTATOYHOCTh M XPOHUYECKU I MEPBUYHBII rumnonaparupeos. Kpome Toro, u3BecTHbI
pelKue HacJAeACTBEHHble MaTOJIOrM U, TPOTEKAIOUIUe C MOJUIIAHAYISIPHBIM CUHIIPOMOM, Takue Kak cuHapoM KepHca — Celipa, cuHApOM
IPEX, cunapom POEMS, cunapom Bonbdpama u ap. [inarHocTika ayToMMMYHHOTO TTOJIMHIOKPMHHOIO CUHIPOMA 3aTPyIHEHA B CBA3U
C MHOT0OOpa3ueM KIMHUYECKON CUMIITOMAaTUKY U TPYAHOCTBIO TuddepeHInaabpHoro Anardosa. J1jist ayTouMMyHHOTO MOJUMIHA0KPUHHOTO
CUHAPOMA XapaKTEePHO MPUCOENNHEHE HOBBIX ay TOMMMYHHBIX KOMIIOHEHTOB B TEUEHNUE JIUTETBHOTO BPEMEHU, UTO 3aTPyIHSIET qra-
THOCTUKY BapuaHTa cuHApoma. [1pu mosiBieHust ay TOMMMYHHOTO TIOPaKeH U sl OMHON SHIOKPUHHOM XeNe3bl CeayeT UCKITIOUUTD APYTUE
KOMITOHEHTHI a3y TOUMMYHHOTO TIOIM9HIOKPUHHOTO CHHAPOMA Ha dTarle TaTeHTHOTO TeueHusI. B HacTosIee Bpemst IeiiCTBEHHBIX METOIOB
IUTsT GJIOKMPOBAHMS ayTOATPECCU U HeT. Teparusi MHOTOYMCIIEHHBIX SHIOKPUHHBIX M HEOHIOKPUHHBIX TUCHYHKIINI TTPU Ay TOUMMYHHOM
TTOJIN3HIOKPUHHOM CUHAPOME 3aKJTI0UAeTCs B JICICHUU OTIEJIBHBIX €0 KOMITOHEHTOB.

Karouegwie croea: ayTouMMYHHBI€ TTOJIMOHIOKPUHHBIE CHHAPOMBI 1-T0, 2-10, 3-T0, 4-TO THUIA, cuHApOM KepHca — Celipa, cMuHApOM
IPEX, cunnpom POEMS, cunapom Bonbdpama.
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Abstract. Autoimmune polyendocrine syndromes (APS) are a group of syndromes characterized by autoimmune damage of two or more
endocrine glands, leading most often to their hypofunction. Often these syndromes are combined with various organ-specific non-endocrine
diseases of an autoimmune nature. Currently, 4 types of APS are distinguished: APS 1, APS 2, APS 3, APS 4. APS 1 is a monogenic autosomal
recessive disease based on a violation of the structure of the AIRE gene. The classic signs of APS 1 are: chronic candidiasis of the skin and
mucous membranes, primary hypoparathyroidism and autoimmune primary chronic adrenal insufficiency. Moreover, clinical features of
APS 1 can include primary hypogonadism, primary hypothyroidism with a history of autoimmune thyroiditis and type 1 diabetes. Among
non-endocrine pathology, other autoimmune diseases may occur during patient’s life: alopecia, vitiligo, pernicious anemia, malabsorption
syndrome, autoimmune hepatitis, enamel abnormality, ectodermal dysplasia, isolated IgA deficiency, bronchial asthma, glomerulonephritis.
APS 2 is a multifactorial pathology caused by mutation of genes and the influence of the environment. Two of the most common clinical
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options of type 2 APS are identified: Schmidt — chronic primary adrenal insufficiency in combination with chronic autoimmune thyroiditis
or Graves disease and Carpenter — chronic adrenal insufficiency syndrome in combination with type 1 diabetes. APS 3 and 4 differ from
APS 2 only in combinations of components — endocrine and non-endocrine diseases. They lack chronic primary adrenal insufficiency
and chronic primary hypoparathyroidism. In addition, rare genetic pathologies occurring with polyglandular syndrome are known, such
as Kearns-Seir syndrome, IPEX syndrome, POEMS syndrome, Tungsten syndrome, etc. Diagnosis of APS is difficult due to the variety of
clinical symptoms and the difficulty of differential diagnosis. APS is characterized by the incorporation of new autoimmune components
during long period of time, which makes it difficult to diagnose a variant of the syndrome. If the autoimmune damage of an endocrine gland
appears, other components of APS should be excluded at the latent stage. Currently, there are no effective methods to block auto-aggression.
Therapy of numerous endocrine and non-endocrine dysfunctions in APS consists of the treatment of particular components of the syndrome.
Keywords: autoimmune polyglandular syndromes, APS 1, APS 2, APS 3, APS 4, Kearns — Sayre syndrome, IPEX syndrome, POEMS
syndrome, Wolfram syndrome.

For citation: Smirnov V. V., Gurova I. D. Autoimmune polyglandular syndromes // Lechaschi Vrach. 2022; 12 (25): 51-58. DOI: 10.51793/

08S.2022.25.12.009

HOXECTBEHHbIE ayTOMMMYHHBIE SHIOKPUHOTIATU N
(MAD) — rpynma CMHIPOMOB, KOTOPbIE XapaKTepu-
3yI0TCSl Qy TOMMMYHHBIM ITOPaKeHUEM JBYX U Oosiee
SHJIOKPUHHBIX XeJe3, yalle BCero NpUBOAS UM

K X rTunodyHKUunu. Hepenko aTv CMHIPOMBI COUETAIOTCS C pa3-

JIMYHBIMU OpraHocnenudrnyecKuMU HEIHIOKPUHHBIMU 3a00J1e-

BaHUSIMU ayTOUMMYHHOU npupoasl. B HacTosiee Bpems Bbie-

JISIIOT HECKOJIBKO TUTIOB @y TOUMMYHHBIX TTOJTU9HIOKPUHHBIX

curapoMoB (ATIC). I HUX XxapaKTepHO MPUCOSTUHEHNE HOBBIX

AyTOMMMYHHBIX KOMIIOHEHTOB B TeUCHUE XU3HU, UTO 3aTPYAHSIET

MMAarHOCTUKY BapraHTa cHHApoMa. [1pu mosiBIeHnn ayTOMMMY H-

HOTO TMOpakeHUsI OMHOUN SHIOKPUHHOM XKeJe3bl CIeyeT UCKITI0-

4yaTh npyrue komrmoHeHThl AI1C Ha aTarme JJaTeHTHOTO TeUeHUs.

MaroreHeTnueckKne acneKrTbl Pa3sBUTUA ayTOUMMYHHbIX
3aboneBanum

AyTouMMYyHHBbIe 3a00sieBaHus (AW 3) BbI3bIBAIOT MATOJOI U~
YeCcKUe MPOLIeCChl, 0CHOBOW KOTOPBIX CIAYXKUT CAMOIOAIEP-
JKMBAIOLIMIICSI UMMYHHBI OTBET Ha COOCTBEHHbIE AaHTUTEHBI
(AT') opranusma. B ceiBOpoTKE KPOBM 3A0POBBIX JTIOIEIH MOXET
00HapyKMBaThCsI HOHOBOE KOJMUYECTBO «€CTECTBEHHBIX» ayTO-
aHTUTEJ, KOTOpbIe B cuiy ciaboro cpoactsa K A" u orpanu-
yeHHOCTU 3P GeKTOpHBIX PyHKIINI T-KJIETOK HE CITOCOOHBI
BBI3BIBATH MOBPEXIEHUE 3M0POBLIX TKaHel. B ocHOBe ayTonm-
MYHHOU MAaTOJIOTU U JIeXaT TOJBKO Te (POPMBI UMMYHHOTO OTBETa
Ha cobcTBeHHBIE AT, KOTOpBIE TPUBOIST K TIOBPEXICHUIO KIIETOK,
HeCyIIUX ayTOAHTHUTEH.

KurroueBast poJib B matoreHese ayTOMMMYHHOTO ITOBPEXICHU ST
MPUHAIJICKUT Ae(HEKTY MMMYHHOU PETyJISIIUH, TTPOSIBIISIOIIEMY-
csl B TIOTEpe TOJIEPAaHTHOCTU K coOcTBeHHBIM AT. B HopMme GanaHc
MEX]y ayTOTOJIEPAHTHOCTbIO M Ay TOUMMYHUTETOM MOAAEPK U BA-
eTCsl peryasaTopHbIMU T-TuMdonmTamMu, KOTOpble CYyNPecCUpyIoT
OTBET UMMYHHOU CUCTEMBbI Ha Ay TOAHTUTEHBI, KOHTPOJIUPYIOT
CUJIYy U TPOAOJIXKUTEIBHOCTh UMMYHHOTO OTBETa Yepe3 pery-
JISIIMIO TIpoaudepalnu, arnonTosa u @yHkuio T-tumdounToB
(xenmepoB U 3G GeKTOpHBIX T-KIETOK).

Hapymenus manHoro 6ajlaHca MOTYT IPOUCXOAUTH KakK
Ha YPOBHE IIEHTPaJTbHBIX OPTAaHOB KPOBETBOPEHU I (KOCTHBII MO3T,
TUMYC), TaK U Ha TieprudepruIeckoM YpoBHe (B OpraHaX-MUILIEHSIX
U TUMbaTUYeCcKO TKaHU). AyTOMMMYHHBIH MTPOIIECC MOXET JIOKa-
JIN30BAThCS B OJTHOM OpTraHe WJIM pa3pacTaThCs 10 CUCTEMHOTO
npouecca. OcodeHHocT TeueHust AU 3 3aBucAT OT peobaagaHust
KJIETOYHOTO BApMaHTa UMMYHHOTO OTBeTa (LLUTOTOKCUYECKUX
T-numdounTOB) MM ryMOpaJibHOM peaklMu Ha ayToaHTUTeH [1].

B cBsI3U ¢ HEBO3MOXHOCTBIO yAaJleHUS ayTOaHTUTEeHa
13 OpraHu3Ma JJisl BceX ayTOMMMYHHBIX 3200JIeBaHU I XapaKTep-
HO IJTUTEJIbHOE, XPOHUYEeCKOe TeYeHUE C MepuoiaMy PEMUCCUI

52

1 obocTpeHMii. TKaHU OpraHOB-MUILIEHE NHUIBTPUPYIOTCS
JuMbonuTaMu 1 Makpodaramu. [TapeHXMMaTO3HbIC 3JIEMEHTHI
norubaroT. B ¢puHane pazBuBaercst puOpo3 u arpodust opraHoB,
HapylraeTcs uxX GyHKIIMS.

B natorenese opranocneunduyeckux ANU3 yyacTByIOT reHbl
IJIABHOTO KOMTLJIEKCA TUCTOCOBMECTUMOCTHU, PACTIOOXKEHHbIE
Ha 6-i1 XxpoMocoMe. DTa 00J1aCTh HOCUT Ha3BaHMeE JICHKOLIMTaPHBIX
AT uenoBeka (HLA), Tak Kak OTKpbITa B IEMKOLIMTAX Y Pa3HbBIX
moneit. Cucrema AI' HLA — Gosibliioe ceMeicTBO TeHOB HAXOMUTCS
Ha MTOBEPXHOCTH KJICTOK 1 YYaCTBYeT B PACTIO3HABAHUH 1Y KEPOTHBIX
areHTOB U 3aITyCKe UMMYHHOT0 oTBeTa. CIeKTp aJljiesiell KaXKI0ro
reHa komriekca HLA yHuKkaneH ns kax aoro opranusma. Jlist MHO-
T'UX 13 HUX BBISIBJICHA CBSI3b C HaceOBaHeM orpeneeHHbIX HLA-
TeHOB UMMYHOTIJIOOYJIMHOB M aHTUTEHPac-TI03HAIOIIETO pelienTopa
T-mumdounton. Ot Habopa AI' HLA 3aBUCUT NpenpacnooxXeH-
HOCTB K pa3HbIM 3a00JIcBAHUSIM, B TOM YKCJIE U ayTOUMMYHHBIM.

T'ennt 1-ro knacca (iokycel HLA-A, HLA-B, HLA-C) otniuyaooT-
¢s1 BBICOKMM MoJuMopdu3MoM. OHU KOHTPOJIMPYIOT SKCIIPECCUIO
TpaHCIUIAaHTALIMOHHBIX TeHOB. A’ 3TUX reHOB B HaMOOJIbIlIEM
KOJIMYECTBE MPEACTaBICHBI Ha TMMGMOIMTAX, SNMUTEJINATbHbIX
M SHIOTENMANbHBIX KJIeTKaX. A’ mokycoB 1-ro Ki1acca 3aHUMAIOT
1% 1oBepXHOCTH 3TUX KJIeTOK. OHU SBJISIIOTCS PELIEITOPAMU ISt
yykepomnHbIX AI. UM mpuHaIJIeXUT BeayIiasi pojb BO B3aUMO-
NIEeCTBUU MEXIY KJIETKON-3(P(PEeKTOPOM M KJIETKON-MUIIIEHbIO
B IIpoIiecce UMMYHHOTO OTBETa.

I'ennl 2-ro knacca (1okycsl HLA-DR, HLA-DQ, HLA-DP) xoHT-
posaupyioT cuHTe3 mosiekya HLA 2-ro knacca.

T'eHbl 3-TO KJ1acca KOOMPYIOT MOJIEKYJIbI BPOXKICHHOTO UMMY-
HuTeTa (KOMITOHEeHTHI KoMIieMeHTa C2, C4, (hakTop HeKpo3a
onyxonau (PHO), nTMMGOTOKCHH U 1Ip.).

Haubonbliee 3HaueHre B pa3BUTUU OpTaHOCHELMPUISCKUX
ayTOMMMYHHBIX 3a00eBaHu i uMeroT HLA xknaccoB 1 u 2.

MonekynsipHoe reHoTunupoBanue HLA no3Bojnio BEIIBUTb MHO-
TUe MOATHUIIBI aJIeNIei, KOMUPYIOIIUX KaXK 1y10 TOTUMOPMHYIO LIeTb
MOJIEKYJI TUCTOCOBMeCTUMOCTH. [TokazaHo, uTo Mojiekysna DQ Haun-
0oJiee CBsI3aHa ¢ ayTOMMMYHHBIMU SHIOKPUHHBIMU HApyIIIEHUSIMH.

OmnpeneeHHYIO POJIb B pa3BUTUM MAD B3pOCIBbIX UMEET PSII
reHoB, He oTHocsmuxcs K Komraekey HLA. K takuMm kannuna-
TaM, IIPeIpacroiaralolliuM K ayTOMMMYHHBIM PeaKIUsIM, OTHO-
carredbl CTLA-4u MICA [2].

T'enbl CTL-A4 NOBEpXHOCTHOIO aHTUTEHA IIMTOTOKCUYECKUX
T-numdorutos Koaupyot 6enok-perentop CTLA-4. OH nogas-
JISIeT Ype3MEPHOE Pa3BUTHE LUTOTOKCUYECKUX T-TUMGOLIUTOB.
Huskas akcnipeccus 9TOro reHa npejapacioJsiaraet K pa3BUTHIO
AMWN3 (ayTOMMMyHHBI TUPEOUAUT, OoJie3Hb ['peiiBca u np.).

T'en MICA obecnieunBaeT CUHTE3 OesiKa, KOTOPbIM SKCITPECCUPY-
eTcsl B BUJIIOYKOBOM xkesese u T-numbonurtax (CII8+). Beisiiena
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acconuanus noaumopdusma reHoB MICA ¢ caxapHbIM 1UabeToM
1 Tuna, neanakuei u 60Je3HbIO AIIMCOHA.

AyTOMMMYHHbI€ NOAU3HAOKPHHHDbIE CHHAPOMbI

B HacTosiee Bpemst BoiaesitoT yetbipe Tuna AINC: 1oBeHUb-
Hblil (ATIC 1) u 607ee yacTo BcTpevatoluiics y B3pocibix (ATIC 2,
ATIC 3, ATIC 4).

AITIC 1 pa3BuBaetcsi BclieACTBUE MOHOreHHo mytauuu, AIIC 2-4,
HaIpOTUB, SIBJISIIOTCSI MHOTO(aKTOPHBIMU 3a00J1€BAHUSIMU C ITOJIU-
TeHHBIM TUIIOM HacJIeMOBAHM S U HOCAT KJIMHUYECKU I XapaKTep.
AIIC 3 u 4 ornuyatorcs ot AIIC 2 nuib KOMOMHALIMSIMU COCTaB-
JISTIOLIMX SHAOKPUHHBIX M1 HEOHAOKPUHHBIX 3a00JieBaHU . B HuX
OTCYTCTBYIOT XpOHMYECKasl IEPBUYHASI HAATIOUCYHUKOBASI HEIO-
CTaTOYHOCTh M XPOHWYECKU I TIEPBUYHBIM TUITOMTapaTHUPEO3.

AIIC 1

ATIC 1 — MOHOTEHHOE ayTOCOMHO-peleCCUBHOE 3a00JieBaHUe,
B OCHOBE KOTOPOTO JIEKUT HApYyIlI€HUE CTPYKTYPbl FeHa ayTo-
UMMYyHHoOro peryasTopa (A/RE), Konupyoliero oiHOMMEHHbI I
AHTUTCHIPENCTaBSIOMM I O€JI0K. DTOT I'eH BBITIOJHSET KJII0ue-
BYIO pOJib B GOPMUPOBAHUU LEHTPATBHON UMMYHOJOTMUYECKON
tonepaHTHOCTH [3]. [Ipennonaraercs, uro nedekT reHa AIRE
TMPUBOIUT K CHUKEHU IO dKCIIPECCUU AyTOAHTUTEHOB B TUMYCE
U HapylIeHUIo cefekuuu T-nuMbo1UTOB, BbI3bIBasl pa3BUTHE
AYTOMMMYHHOU peakiuu.

B HacTos1ee Bpemst MyTaniuu B reHe A/RE oGHapyXKUBaIOT
y OOJIBIITMHCTBA MALIMEHTOB C TUTTMYHON KapTUHOM CMHIpPOMA.
CaMolii paclipoCTpaHEHHOU B pOCCUMCKOM TIOMYJISILIAY SIBIISICTCS
myTanust R257 [4]. DTu myTanium 3aTparnBaioT o0JIacTH reHa,
KOTOpbIE OTBETCTBEHHBI 32 hopmupoBanue I HK-cBs3biBatommx
noMeHoB. [Ipu cemelitHbIX hopMax MPOSBIASIOTCS Y CUOCOB.
OtcyrcerByeT accouuanusi ¢ HLA. Mytanuu B reHe A/RE BbI3bI-
BalOT MYJIBTUOPTaHHOE ayTOMMMYHHOE IMOpaXeHue ¢ IUPOKUM
CMEKTPOM KJIMHUYECKUX MPOSIBICHUA.

Knaccuueckue npusHaku AIIC 1, koTopbie 0OHApYXKUBaIOTCS
y 70-100% nauueHTOB:

® XpOHUYECKU I KaHIU 03 KOXU U cu3ucThiX (XKKC);

® NMPUOOPETEHHBIN XPOHUYECKU I TIEPBUYHBI TUTIONApaTUPE03
(XMNTumnollT);

® ayTOMMMYHHas IepBUYHAS XPOHUUECKAsT HAATIOUeTHUKOBAsI
HenoctaTouHocTh (ITXHH, 60e3Hb Annucona) [5].

3aboJsieBaHUEe OOBIYHO HAaUMHaeTCcs B Bo3pacTe g0 10 yerT.
Paszputue ATIC | mpoucxoauT nNocTeneHHo, B TeYeHE HECKOIb-
KMX UJIU 1axe necsaTKoB jieT. CTporoi nocjieoBaTeibHOCTU BO3-
HUKHOBEHU ST KOMIIOHEHTOB CUHAPOMA HE CYIIECTBYET.

XpoHuueckuil KOJCHO-CAU3UCMbLI KAHOUOO03

Yarie Bcero nepBeIM MpPOsIBIEHUEM 9TOr0 CUHIPOMA CTAHOBUT-
Cs1 XPOHUYECKU I CIU3UCTO-KOXHBIN KAaHAUI03, KOTOPBIii MOXET
00Hapy>KMBAaTbCs yXKe B IPyJHOM BO3PACTE, HO PEIKO BCTPEUALTCs
y B3pocabiX. [IpnunHoii 3a6051eBaHUS SABISIOTCS JPOXKKEOT00-
Hble MUKpoOopraHu3mbl pona Candida.

B ocHoBe maroreHe3a KaHI1M103a JiexXaT U3MeHeHe hyHKITUT
T-numdouunTos, parouurTapHoit aAKTUBHOCTU HEUTPO(DUIIOB,
MOHOIIMTOB, Pa3BUTHE CEHCUOMIN3ALINY U Ay TOCEHCUOMIN3AIIN T
opraHu3Ma K KaHIUJI03HOMY aJlJIepTeHy.

3aboieBaHUE OTHOCUTCS K TPyTITe NEPBUYHBIX T-KJIETOUHBIX
UMMYHOIeDUIIUTOB, CBSI3aHHbBIX C HapyllleHUeM GYHKIIMU UHTEP-
JeiikuHoB. [TokazaHo, 4To MHTepJeliKuHbI-22 u 17F gaBasiorcs
OCHOBHBIMY LIUTOKMHAMHM, OKa3bIBAIOIIMMHU 3aL[UTHOE IEICTBHE
oT rpu6oB pona Candida Ha TOBEPXHOCTH CIM3UCTHIX U KOXMU [6].

KnuHuka kananno3a xapakTepusyeTcsl mopakeHUueM CIU3U-
ctoii 060s09ku (CO) poTOBOI1 MOJOCTH, KOXKHU, HOTTE, FeHUTa-
smii. Ha CO poToBOIt MOJIOCTY MOSBASIOTCS O€JIble TBOPOXUCThIE
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OJISIIKY, KOTOPBIE TTPY cOcKabaMBaHUM KpoBoTOoYaT. basimku
BIIOCJIEICTBUY BO3HUKAIOT TAKXKe Ha sI3bIKE, TeCHaX, MIUH AT~
Hax 1 HEOe. BocmanuTenbHBIN TTPOIiecC MOXET IMopaxkaTh Kpac-
Hy10 Kalimy, CO 1 KoXy T'y0, YTO BbI3bIBAET X XKEHUE U OOJIb TPU
OTKPBIBAHUM PTa W TIpUEMe TTUIIIH.

I'pubKoBast nHMEKIIMSI MOXKET OpaXaTh JIOObIE yUaCTKU KOX-
HOTO MTOKPOBA, HO Yallle BCEro JOKAJINU3yeTCs B MOIMBbILIEYHbIX
U TTaXOBBIX 00JIACTSIX, ATOAUYHBIX CKIAIKaX U MEXITaIbLIEBbIX
npomexyTtkax. [Ipoliecc HauMHAaeTCs1 ¢ MOKpPaCHEHU s, HeOOJIb-
LI0¥ OTEUHOCTU KOXHU Y pa3IMYHbIX 2JIEMEHTOB ChIMH (MTamyJbl,
MYCTYJIbI, ITy3bIPbKU U 3p03un). Benencteue nepudepryecko-
r'o POCTa 3PO3UU OBICTPO YBEAUUYNBAIOTCS U CIUBAIOTCSI MEXY
co0oi1, 00pa3yst oOLIMpHBIe yuacTKu nopaxeHus. [IposBieHusiMu
TeHUTAJIbHOTO KaHINI032 SIBJISIOTCS TUTIEPEMUSI M HaJIeT OeJIoTo
LIBETa HA CIIM3UCTOMN, KXKEHUE U 3y, 0COOEHHO YacTO Y IeBOYEK.
I'puOBI MOTYT MOpaXaTh HOTTEBYIO TIJIACTUHKY Ha pyKaX U HOTaX.
Hortu nedopMupytoTcst 1 yToJaoTcs, CTAHOBSITCS OeJIbIMU
VT KEJITBIMU.

Pexe B mpoliecc BOBJIEKAETCs XKeJTYAOUHO-KUIIEUHbI I TPaKT
(KKT), nbixatesibHble U MOUYEBbIBOISIIIME TYTH. CUMIITOMBI 3200-
JIeBaHUSI BapbUPYIOT B 3aBUCUMOCTH OT JIOKQJIU3aLUU. DTOT KJIU-
HUYECKU T CUMIITOMOKOMILJIEKC XapakTepeH Toabko mist ATIC 1.
ITpu XpOHUUYECKOM KOXHO-CIIM3UCTOM KaHIUI03€ TpeOdyeTcs
IJIATeNbHAsl IPOTUBOTPUOKOBast Tepanusi. 115 3TOro ucnoib3y-
I0TCS OpajibHbIe TPOTUBOTPUOKOBBIE JIEKAPCTBEHHbIE CPEICTBA.
[MpenapaTom BrIOOpa siBiIsIeTCST (DIIYKOHA30, a TAKXKE MECTHAsI
00paboTKa MOJMEeHOBBIMY aHTUMUKOTHUKAMU (aMpoTeputiuH B,
HUCTATUH IJIsI MECTHOTO TIPUMEHEHUS).

Xporuueckuii nepguuHblii 2unonapamupeo3

XIITunollT siBasieTcs BTOPbIM KOMIIOHEHTOM 10 YacTOTe
u pa3BuBaetrcs y 70-80% nanuenTtos ¢ AIIC 1, gare B mepByto
NeKamy XXU3HU.

HecMmoTpst Ha ayTOUMMYHHYI0 IPUPOIY U CPEAHU I BO3paCT
MaHUbeCTalny 5 JIeT, KIMHUYECKE CUMIITOMBI THIIONIapaTupeo-
3anpu ATIC 1 onucaHbl U y MJIaIeHLIEB, YTO BbI3bIBAET TPYAHOCTU
B IMarHOCTUKE TaHHOTO CUHAPOMA.

Knunnueckue npossieHus: XI1T'unollT oGycioBiieHbI CHU-
KeHUEM YPOBHSI NIOHU3UPOBAHHOTO KaJIbIU I, BBI3BIBAIOIIETO
TOBBIIIIEH e HEPBHOM U MBIIIEYHO! BO30ynUMOCTU. CUMIITOMBI
XIIT'unoll1T MoryT BappMpoBaTh OT JOCTATOYHO JIETKUX PO~
SIBJIGHU 1, TAKUX KaK YYBCTBO OHEMEHW I, CKOBAHHOCTH MBIIIII,
TOXO0JIOTaHVe KOHEUHOCTE, IPOXb U TTOKaJbIBAHUE B KUCTSX,
MaJyibliaX, MUMHIECKUX MBIIIIIAX, JO TSKETBIX MBIIIEUHBIX CITa3-
MOB, TETAaHUU U T€HepaJIn30BaHHbBIX cyaopor [7].

[Ipu TeTaHWM MBI HUKHUX KOHEYHOCTE ITpeBaupyeT TOHYC
pasrubareneil 1 mogoIBEeHHbIX crubaTesneit. Cyqoporu MbIliLL
JIMLIEBOI MYCKYJIaTypbl XapaKTePU3YIOTCSl CXKaTUEM YeTIOCTEH,
OIyCKaHUWEM YIJIOB PTa, CIBUHYTHIMU OPOBSIMHU, MOJTYONYILIEH-
HBIMM BEKaMU («CapIOHMYECKasl yIbIOKa» UJIU «PBIOUIA POT»).
[Ipu cokpaieHnn MexXpeOepHBIX MBI U AUadparMbl MOSIB-
JITI0TCS 00U B TPYIHOM KJIETKE, PACCTPOUCTBO ABIXaHMUSI.
[ToBblIeHHY0 HEPBHO-PE(hIEKTOPHY IO BO30YIMMOCTH BO BHE-
MTPUCTYTTHOM TIEPUOIE€ MOKHO BBISIBUTH ITyTEM TECTUPOBAHU S
Ha cumnTombl XBocTeka, Tpycco, Beiica u lllne3uHrepa.

JleyeHue TumnonapaTupeo3a MPOBOAUTCS TI0 TEM K€ TPUHIIU -
rnam, 4TO U IMpu TUIonapaTupeose Apyroi 3TUOJOTUH.

llepsuunasn xponuueckas Hadno4euHUK08as HedoCMmamo4HOCMb

ITXHH B 60abIIMHCTBE CyYaeB IJIUTEIbHOE BpeMs TpoTeKaeT
B JJATEHTHOU (popMe 1 Y OOTBIIMHCTBA MAaLlUEHTOB MaHUbeCTUpy-
€T B TeYEHUE BTOPOro AECITUIETHUS XKU3HU OCTPOI HAATIOYEUHU-
KOBOI HEIOCTaTOUHOCTBIO, HO MOXET MPOsIBUThCS U nociie 20 JeT.
Mapkepom ayTOMMMYHHOTO Mpoliecca B TKAHU HaAMOYeYHUKOB
SIBJIsSIETCS OOHapy>KeHUe ayToaHTUTeN K 21-ruapokcuiase [8].
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SHAOKPHUHOAOIUA

B narorenese [IXHH ocHoBHOe 3HaueHUE UMEIOT BbIpaXkKeHHast
TUTIOHATPUEMUSI, TUTIEPKATUEMU ST, TUTIOTIUKEMUSI, TUTIOK-
CUSI U CHUKEeHUe aHa0oIM3Ma MBIIIIEYHBIX OeTKOB 13-3a Aedu-
IIUTA TIIOKOKOPTUKOUIOB. OMHUMU U3 TIEPBBIX CHMIITOMOB,
Ha KOTOpbIe 00JIbHBIE 00paIIaloT BHUMaHUE, SIBJISTIOTCS BSJIOCTh
U MBITIe9Hast c1a6ocTh. OHM HETTOCTOSTHHBI, HO CO BpeMeHeM
HapacTaloT, 0COOEHHO B BeUepHee BpeM sl UJIM B CBSI3U C MUHTEP-
KYPPEHTHBIMU 3200JIeBAaHUSIMU, ONIEPATUBHBIMU BMEIIaTENb-
CTBaMU, ICUXUYECKUMU cTpeccaMu. bonbHbIe TEpsIOT B Bece,
YTO CBSI3AHO C OTCYTCTBUEM amIMeTUTa, TOIIHOTOM, PBOTOM, 11a-
peeii. JlaHHbIE CUMIITOMBI BBI3BaHbI 1€ (DUIIUTOM aJIbI0CTEPO-
Ha, CHUKEHUEM COEPKAaHUS COJMSTHON KUCIOTHI U MerncruHa
B xxenynke. B cBs3u ¢ necduiutom HaTpus y HEKOTOPBIX OOTBHBIX
BO3HMKAET MOCTOSIHHAS TOTPEOHOCTH B COJIEHBIX TPOAYKTaX.
Cucronnyeckoe M IMaCTOINIECKOe apTepruaIbHOe TaBlIeHUe
(A1) cHUXAIOTCS, UTO KIMHUYECKU TIPOSIBISIETCS TOJIOBOKPY-
KEHUEM 1 0OMOpOKaMU.

OnHUM 13 TIePBHIX BaXKHBIX CHMIITOMOB 3a00JIeBAaHUS STBIISIETCS
TUTNIEPITUTMEHTAI M KOXHU U CAU3UCTBIX. YTPOXKAIOIIUM KU3HU
oosbHbIX ¢ [IXHH gBisieTcst pazBuTre ocTpoit HaaMoyeuHu-
KOBOI HEOCTATOUHOCTU. DTO COCTOSIHUE MOXET BOSHUKHYTh
Jlaxe rmocje MHOroJjieTHero cyokanuuyeckoro teuenus [IXHH
13-3a OCTPOil MHGbEKIINY, HEPBHOTO CPbIBA, TPABMBI, OMEPaALIUU.
Benymumu KIMHUYECKUMU CUMIITOMaMU KpU3a SIBISIIOTCS
r1yookoe cHuxkeHue AJl, myabc c1aboro HarmoOJTHEHU S, TIIYXHUe
TOHBI Ceplia, OJIeqHbIe CITU3UCTHIE, TepudepuIecKuit aKpoIu-
aHo03, TPOQY3HBI MOT, XOJIOMHBIE KOHEYHOCTH, TUTIOTEPMUSI.
ITpu I[TXHH npoBoauTcs rnoxxu3HeHHas 3aMeCTUTeIbHas Tepa-
MU Sl TITIOKO- U/WJIM MUHEPAJIOKOPTUKOWIHBIMU TIperapaTaMH,
KOTOpBIE TIONIEPKUBAIOT XKM3HEHHO BaXKHbIe (DyHKIIUH, 0Oec-
TeYnBast afarTalnio OpraHN3Ma K CTPECCOBBIM BO3IEUCTBUSIM
BHEULIHEN cpe/ibl U COXpaHEHUE BOIHO-COJIeBOIo OajlaHca.

Jlpyeue aymoummynHoie sH0okpunHbie 3a60reeanus npu AIIC 1

Knaccuueckoii puane ATIC 1 MoryT conmyTcTBOBAThH NEPBUY-
HbIIl TUTIOTOHAAM3M, MIEPBUYHBII TMITOTUPEO03 Ha (OHE ayTO-
MMMYHHOTO TUpeouauTa, caxapHeiii nuadet (CJ1) 1 Tumna u np.

Tunoeonadusm

CaMoii 4acToii 93HIOKPUHHOM HEMOCTATOYHOCTHIO ITOCTIe OCHOB-
HBIX KOMTTOHEHTOB SIBJISIETCS] HEIOCTATOUHOCTh SINYHUKOB, KOTO-
past pa3BUBaeTcs y ABYX XXeHIIWH 13 Tpex 10 30 net. [lepBuaHbIi
TUTIOTOHAIN3M MOXKET Pa3BUTHCS ellle 0 HACTYTUIEHUS TTyoep-
TaTta, TOrJa 3TO TpeOyeT Ha3HAYeHU ST TepaITiy 3CTPOTeHAMY JIJIST
WHUILIMAIMU U CTAaHOBJIEeHU S yOepTaTa. B O0JBIIMHCTBE ClyyaeB
MMpeXIeBpeMeHHOE UCTOIIEHNE SUIYHUKOB (hOPMUPYETCS yKe
MocJjie HacTyIJeHus MeHapxe [9].

TecTukynsipHast HEAOCTaTOYHOCTD Y TUIIOTOHAM3M Y MY XKUMH
pa3BMBAIOTCSI TOPA3/l0 pexe U B OoJiee Mo3HEM BO3pacTe.

Caxapuuiii duabem

CJ1 1 Tuna siBsieTCs OMTHUM M3 TUTTMYHBIX MaJIbIX KOMITOHEH-
toB AIIC 1, yacToTa KOTOPOTO IMPU JaHHOM CUHAPOME, T10 TaH-
HBIM Pa3HBIX aBTOPOB, Kosebiercs ot 2,5% mo 18% [10]. ITpu CJ
1 Tuna nuarHoctupytorcs anturena (AT) K KJIeTKaM OCTPOBKOB
Jlanrepranca (ICA), muacynuny (IAA), rmytamaTtaekapOoKcHia-
3e-65 (GADA), Tuposundocdarase (IA-2) u TpaHcIOPTEPY LIMHKA
8 (ZnT8). Y yactu 6osnbHbIX C/] mporpeccupyet MeajIeHHO, CeKpe-
LU MUHCYJIMHA UTUTEJIbHO OCcTaeTcsl HopMasbHOI. Tpedyercs
MOCTOSTHHBI1 KOHTPOJIb 32 COCTOSIHUEM YTJIEBOAHOTO OOMEHa.

AymoummynHbli mupeououm

AYyTOMMMYHHOE MOpakeHue MU TOBUIHOMN KeJie3bl B OOJBIINH-
CTBE CJIy4yaeB COMPOBOXIAETCS CHUKEHUEM PYHKIIMU, U OYEHb
penxo HabofaeTcsl runepTupeos. [Mnotupeos yaiie mposiBsi-
eTcsl B IOAPOCTKOBOM U B3POCJIOM BO3PacTe, COMPOBOXKAAETCS
BBICOKMM TUTPOM ayTOaHTHUTEN K Tupeornepokcunase (AT-TTI10).
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[Mpu3Haku runepTUpeosa onucanbl y manueHToB ¢ AIIC 1, Ho Kak
cTanus ayTOMMMYHHOTO TUPEOUAUTA (XaITUTOKCUKO3).

Tunonumyumapu3sm

lumonuTyuTapru3M B KCXO/Ie Ay TOMMMYHHOTO TUTTOGMU3UTA
pa3BUBAETCS TOCTATOYHO PEAKO U ONMUCAH B €AUHUYHBIX Cyyda-
siX. ECTb MOMBITKY ONpeneJuTh cenuuduyecke ayToaHTUTEa
K aHTUreHaMm rumnodusa. Habnrogaercss B3auMOCBSI3b MEXY
HaJu4ueM ayToaHTUTea K aHtureny TDRD6 (tudor domain
containing protein 6) u runonuTyutapusmom [11].

AymoummyHnbvle HeandokpurHvle 3abonreeanus npu AIIC 1

K criucky HeaHIOKPUHHBIX 3a00J€BaHUI B TeUEHUE KU3HU
MOTYT ITPUCOEAUHAThCA npyrue A3 — anoneuusi, BATUINUTO,
MEPHULINO3HAS AHEMUSI, CHHIPOM MaTbabcopOLnu, ayTOMMMY H-
HbIii rematut (AWT), aHomManust 3yOHOIT 5Maiu, SKToaepMab-
Hasl IUCTUIA3UsT, U30JMPOBAHHBIN nepununt IgA, 6poHxunarbHast
acTMa, riomepysioHedpur [5].

OuaroBas (THe3Hasl) aJIOTeI NS sIBJISIETCS OMHUM U3 CAaMBIX
yacTeix KoMmoHeHTOB ATIC 1 u BcTpeuaercs y 25-40% naiimeHTOB.
[lepBble 0yaru MOTyT MOSIBASTHCS B pa3HOM Bo3pacTe (OT ABYX
110 copoKa JieT). MecTHbIe MPOSIBJAEHU S OTJIMYAIOTCS 11O CBOEH
BBIPa>KEHHOCTH — OT €AMHUYHBIX 04aroB A0 TOTAJbHOI ajonennu
C BbIMIAJIEHUEM PECHULL U OPOBEil.

AyTOMMMYHHasl 3HTeponaTus (MaababcopOLMs) y MallMeHTOB
¢ ATIC 1 nposiBasieTcsl He TOJBKO XPOHUUYECKOM JUapeeii, HO
1 XpOHMYECKOI obcTunalyeit. IBjaeHunst sHTeponaTum pa3BuBa-
1ores y 25-30% nauueHToB. OnHuMm u3 nposiBieHuit AIIC 1 sipns-
erca Bj,-neduunrHas anemus, Koropas crpevaerca y 10-12%
nauueHToB. B GonbinHcTBE ciiyyaes npu By,-neduiurHoii ane-
MUY BBISIBIISIETCS TAKKE aTPOPUIECKUI TaCTPUT. AyTOUMMYHHBI
renaTtuT B OOIIEeN MOMYJSIUU SIBJSETCS TOCTATOYHO PEIKUM
3a6oneBaHueM neyeHu. AVT nipu ATIC 1 BbIIENSIOT B OTACIBHY IO
rpymnmy, He oTHocsiuiytocst HU K AUT-1, uu k AWUT-2 [12].

TlosiBieHue BoillIeyKa3aHHbIX 3a001eBaHu il ipu ATIC 1 moxeT
pacTIr1uBaThCsl HA MHOTHE TONbl, BBI3bIBASI TPYJHOCTHU JUATHOCTHU-
K4. 17151 TOCTaHOBKY 1MarHo3a 10CTaTOYHO IBYX U3 TPEX KOMIIO-
HEHTOB KJIMHUYECKOI TPUabl, a €CIU Y MAallMeHTa UMEeTCs pOJI-
CTBEHHUK MEePBON TMHUY POACTBA C YCTAHOBJICHHBIM JUarHO30M
AITIC 1, To 119 1MarHo3a JOCTaTOYHO U OJHOTO KOMIIOHEHTA.

[pu nmranHupoBaHUY CEMbU MTALIUEHTAM MOTYT ObITh PEKOMEHI0-
BaHbI KOHCYJIbTAIMsI TEHETUKA U MCClieoBaHue MyTauii reHa AIRE
IUTSI MUHUMU3AIN Y PUCKA POXIIEHU ST peOeHKa C TAKOU TSKEIoit
natosorueit. [lanuenTs! ¢ nuarHoctupoBaHHbIM ATIC 1 Hy ) natTcs
B IMHAMUYECKOM HAOIIONEHUU Y 9HIOKPUHOJIOTa HE TOJIBKO TS
nondopa ajieKBaTHON 3aMeCTUTEIbHOU TepaIivu, HO U TSI pAHHETO
CBOEBPEMEHHOTI'O BbISIBJIEHUSI HOBbIX KOMITOHEHTOB.

AIIC 2

ATIC 2 nuarHocTupyeTcs y B3pocibix yaiie B Bo3pacrte 20-40 sier.
V nereii onucaHbl TUib efMHUYHbBIE cinydau [13]. ATIC 2 otHocAT
K pa3psiiy MHOTO(aKTOPHBIX MAaTOJIOT U1, BBI3BAHHBIX MyTalleit
T€HOB 1 BIMSHUSMU BHEITHEH cpelbl. DTOT BApUMaHT CUHApPOMa
MOXeT HOCUTb CEMEIHBI XapaKTep, HO BCTPeuaeTcst U CaMOCTOSI-
TenbpHO. Ha reHeTuecKyro npeapacnoyioxkeHHocTh K ATIC 2 yka-
3bIBACT MOJUTEHHBIN TUIT HACJIeIOBaHUS. Bemyyio poyb urpaet
sKcnpeccus anneneit renos HLA 11 xnacca (DR3, DR4), reHOB
HLA I'knacca (BS), a Takxe He oTHocsi1erocs K komriekcy HLA
reHa CTLA-4, cHuxXeHre aKk THBHOCTU KOTOPOI'O Tpeipacroiaraet
k pazputuio AM3. B coctaB ATIC 2 Bxonsat [IXHH, ayroummyH-
Hblii Tupeonaut (AWT), CJ 1 Tuna. [TocneaHue nBe cocTaBisio-
LIMX CUHIPOMA MPUCOCIUHSIIOTCS MO3Ke (B cpeHeM yepe3 7 JIeT).

B xpoBu 6onbimHceTBa nauueHToB ¢ [IXHH o6HapyxuBaroTcst
AT k pepmenty 21-ruapokcunase (P450c21) [14]. B 50% ciny4aeB
y ponCcTBEHHMKOB MaiieHToB ¢ AUT oOHapyXKMBarOTCS LIMPKYIUPY-
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foue AT K mmuToBrHOIM Xese3e (moBbieHne ypoHs AT-TT1O nnun
AT k Tupeornodynuny, TT'). Kpome Toro, Habnionaetcs couetraHue
AWT y omHOTO ¥ TOTO 3Ke TTallieHTa NN B ITpeaesiaX OMHONU CeMbU
¢ npyrumu AU3 — CJI 1 Tumna, BATUJIUTO, MEPHULIMO3HON aHEMUET,
xpoHunvyeckuM AUT, peBMaTOMIHBIM apTPUTOM U ApP. DTU ayTO-
WMMYHHBbIE TPOSIBJIEHU S MOTYT MPEAIIEeCTBOBATh SHIOKPUHHOMN
MaTOJIOTMU WJIU MIPUCOSIUHSTBCS B TabHeem [15].
l'ucronornyeckas KapTuHa XapakTepusyeTcst TMMGbOLMTAPHOMN
M TIJIa3MOLUTAPHOM MH(UIBTpaLIMeit, OHKOLIMTapHOI TpaHc(opMa-
LYei TUPOLMTOB (0Opa3oBaHMe KJIETOK [TopTiie — ALLIKeHa3H), pa3-
py1eHreM (POTMKYIOB U Ipoudepalueil CoenMHUTEIbHON TKaHU,
KOTOpasi 3aMellaeT HOpMaJbHYIO CTPYKTYPY IIMTOBUTHOM XKeIe3bl.

JoBoabHo penko AUT moxxeT MaHU(eCTUPOBATh TPAH3UTOP-
HOM TUPEOTOKCHYECKO (ha30il (XallMTOKCUKO3), HCTOYHUKOM
KOTOPOI MOXET ObITh KaK JeCTPYKIIMS IIUTOBUIHOM XKeJIe3bl, TaK
¥ €€ CTUMYJISIIUS 32 CUeT TPAH3UTOPHOM BEIPAOOTKU CTUMYJIH-
pytomux AT k petieritopy TupeoTponHoro ropmona (AT-pTTT).

Briaenstor 1Ba Hanbosee yacThix KIMHUYeckux BapuanTa ATIC 2:
cunapom Imunra (XITHH B couetanuu ¢ xponunyeckum AUT unu
oone3nblo ['peiiBca) u cunapom Kapnenrepa (ITXHH B couetanuun
¢ CJI 1 Tuna). ¥ aTuX nauuMeHTOB OOHApYyKMBaIOT ayTOAHTUTE1a
k TTIO, TT, AT-pTTT unu ICA, IAA, GADG65, 1A-2 [16].

JIJ19 MHOTMX HapyLIEHU I, COCTABJISIOLINI 3TOT CUHIPOM,
XapaKTePHBI ATUTEbHbII TPOAPOMAJIbHBIN MEPUO U aCCOLIU-
alus C CHHTE30M ayTOATUTEN 10 BOSHUKHOBEHU ST KITMHUYECKHUX
mposiBaeHunit AIIC. AT MmoryT 0OHapyXUBaThCs Y POACTBEHHUKOB
OOJILHBIX ¥ B OTCYTCTBHUE KJIMHUYECKUX ITPOSBIIEHU 3a00J1eBa-
Hus. Y nauueHToB ¢ AIIC 1 1 2 BaXKHBIM KOMIIOHEHTOM SIBJISIETCS
I[TXHH, koTopast MOXeT BCTpeyaThCsl U B U30JIMPOBAHHOM BUJIE.

[TporHo3 pa3sutus ayroummyHHoit [IXHH, a rak:xe nposeneHue
nuddepeHIMaabHON TMarHOCTUKY MEX 1Y UMMYHHBIMU U HEUM-
MYHHBIMU (pOpMaMU BO3MOXKHBI ITPU OMOIIU oOHapykeHust AT
K (hepMeHTy cTepounioreHe3a B HailmouyeyHuKax — 21-ruipokcuase.

AIIC3

ATIC 3 — 3T0 nepBUYHOE MOpaxXeHUe cpa3y HECKOJIbKUX Mepu-
depuuecknx SHA0KpUHHBIX XeJie3 momumo [TXHH u XITTunollT.
Brigensor Tpu nontuna (ABC) aToro cuHIapoma, B KaXXa10M
13 KOTOPBIX BCTpevaeTcst Kakoe-11u60 AW 3 MUTOBUIHOM XKeJle-
3bI B COYETAHUM C IPYTUMU Ay TOUMMYHHBIMU 3HJIOKPUHHBIMU
W HEOHJIOKPUHHBIMY MAaTOJIOTUSMMU.

3aboJieBaHKE BCTPEYAeTCs Y B3POCIBIX, TTPU 3TOM BBISIBIISIOTCS
AT K TKaHU IIMTOBUIHOM XeJie3bl. B HacTOSIIIMIT MOMEHT ornuca-
HO MHOXECTBO FeHETUUECKMX BADMAHTOB, UMEIOIINX OTHOIIIEHNE
K pa3putuio A3 muroBumHoM xenessl [17].

Puck ATIC 3 BbICOK ITPU HAJTUYUU T€HETUUYECKUX MapKe-
poB — ramjotunoB HLAII-komninekca (DR3-DQBI-0201).
IIpenpacnonokeHHOCTh K pa3BUTUIO Ay TOMMMYHHOTI'O racTpuTa
M TIEPHULIMO3HOM aHEMUU B paMKaX 3TOr0 CUHAPOMa CBSA3bIBAIOT
B IIEPBYI0 ouepenb ¢ Hajnuuuem rartotura DQAI1*0501 [18].

[Montum 3A Bkitovaet CJI 1 Tumna (ayTOMMMYHHBI MHCYJIUT),
0071e3Hb XMpaTa, TUIIePTrOHATOTPOITHBI TUTIOTOHAIN3M, TUM-
douuTapHbIi TUTTOGU3NT. DTO HanboJIee YacTast KOMOMHAIIM S
3aboneBanuii. [logtum 3B mpencTaBieH XpOHUUECKUM TacTpU-
TOM, TIEPHULIMO3HOM aHeMUel 1 ap., a moaTun 3C — BUTUIIUTO,
ajonenunen, MuacTeHuen 1 ap.

AIIC 4

K ATIC 4 oTHOCSIT MOJIM3HIOKPUHOIIATU U, KOTOPbIE HE COOT-
BeTcTBYIOT KputepusiMm AIIC 1, 2 u 3 (nist 1-ro Tuna — KaHIUA03,
rurnonapatupeos; 2-ro tuna — [IXHH, ayroummyHHBIe 3a001e-
BaHU S IIMTOBUIHOM xene3nl, C/1 1 Tumna; 3-ro Tuma — ayTouM-
MYHHBIE 3a00JieBaHU S IUTOBUIHOM XKene3bl, C/I 1 Tumna).
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ATIC 4 Bkmtouaet [IXHH B coueTaHnu ¢ OMTHUM MJIU HECKOJTb-
kumMu AW3 (rurmoroHaansm, aTpoOUIECKUN TaCTPUT, LeTra-
KW, MepHUIIMO3HAS aHEM U, MUACTEHU S, aJIOTICIIM s, BATUJIUTO
u np.) [16].

Manudecranus AIIC penko NpoucxoauT ¢ OJHOBPEMEHHOTO
rosiBJieHust AByX 1 6osiee AU3. Y 9T0ii rpyIinbl naliueHTOB BaXKHO
MPOTrHO3UPOBAHUE BOSHUKHOBEHUS NPYTUX ayTOUMMYHHBIX
9HIOKPUHHBIX U HEOHTOKPUHHBIX 3a00sieBaHuil. [IepBUYHBII
TUIIOTUPEO3 SIBJSIETCSl HauboJiee paclipoCTpaHEHHBIM ayTOMM-
MYHHBIM 3HJIOKPUHHBIM 3a001eBaHueM B cTpykType AIIC 2-4.

B HacTos111ee BpeMs BoIACASIOT 1aTeHTHBIM TuM ATIC, oTinuun-
TEJbHOI YePTOl KOTOPOTO SIBJISIETCS HAJIMYME OMHOTO 9HIOKPUH-
Horo AW 3 B coueTaHUM ¢ ayTOAHTUTEAMHU K IPYTUM OpraHam,
HO 6e3 HapylIeHUs uX QyHKIMU. JIaTeHTHBIe (DOPMBI TaHHOTO
3a00JIeBaHUST BCTPEUAIOTCS B IOMYS MY Topa3ao vaie [19].

JInarHOCTHUKA 3TOTO BapMaHTa OCHOBBIBACTCS Ha MCCJIC-
NOBaHUU reHeTuyeckux mapkepos ATIC (ranjoTuros cucrte-
Mmbl HLA I u 11 knaccos, mytauuu reHoB CTLA-4 u PTPN22),
opraHHbiX AT K TkaHsam nomxenynouHoii (ICA, IAA, GAD, 1A2)
u mwutoBuaHou xenesbl (AT k TITO, AT x TT, AT k peuenTo-
py TTT), HagnoyeuHukaMm (21-Tugpokcuiiaze) U ayToaHTUTE
K HEOHJIOKPUHHBIM OpraHaMm C ofnpeaeieHMeM UX OCTaTOUHOMI
(byHKIIMU. DTO BO3MOXHO TOJIBKO MYTEM TMHAMUYECKOTO CKPU-
HuHra Ha cnieuuduuHblie AT, xapaktepHbie mist ATIC [20].

Peaxue ayTouMMyHHbl€ CUHAPOMbI, CONPOBOXXAAIOWUECHA
NOAMTAAHAYAAPHOH HEAOCTATOUYHOCTbIO

Cundpom Keprca — Ceiipa

DTO MUTOXOHIpUATbHOE 3a00JIeBaHNE, MAHU(ECTUPYIOIICE
B Bo3pacTte oT 4 o 18 set. [Ipu MoneKynsipHO-reHeTUYEeCKUX
WCCIIeTIOBAaHUSIX OB 0OHAPYXEHBI NeJIeIIN MUTOXOH IPUATbHON
JHK. bosplMHCTBO cllyyaeB 3a00JeBaHUSI HOCUT criopaaunye-
ckuii xapakTep [21]. KnuHuyecku nposipiseTcs oragibMoriie-
rueii, KoTopasi CoOYeTaeTcs C IBYyCTOPOHHUM CUMMETPUYHBIM
YacTUYHBIM NMTO30M. C1ab0CTh MUMUYECKUX MBIIIL TPUIAET
JIMIy MacKooOpa3Hoe BhIpakeHue. BAaocTh MBIl rOpTaHU
U TJIOTKM HapyliaeT TeMOp rojioca, BbI3bIBaeT MOIMEPXUBAHUE
IIpH efe.

Bo3MoXHO pa3BUTHE HEITPOCEHCOPHOI IITYXOThI, MO3KEUKOBOIM
aTaKCUU C UHTEHIIMOHHBIM TPEMOPOM, HUCTATMOM, TUTIEpKUHE-
THUYECKOTO CHHIPOMAa, KOCTHO-CYCTaBHBIX AeopMaInii. ¥ 60Jb-
HBIX BCTpeYaeTcs HapylIeHUe TICUXUYeCKUX (PYHKIIUIA, BBIpa-
>)KEHHOE€ B pa3JIMYHON CTeIeHU. DHIOKPUHHBIE pacCTPOCTBA
pa3Hoo6pasHbl: CII, runoronanusm, ruHekomacTtust, XITT'unollT,
TUTIONTUTYUTApU3M, TIepPBUYHAST HAAITOYCTHUKOBAST HEMOCTATOU-
HOCTb. YacThIM CUMIITOMOM, OCOOEHHO MpH AebloTe 3a00JeBaHU S
B paHHEM JEeTCKOM BO3pacTe, sIBJASIeTCS HU3KOPOCIoCTh [15].

T'ucroxuMuyeckue 1 yabTpacTPyKTYPHbIC U3MEHEHU ST MUO-
¢GubpusI B BUIe heHoMeHa pBaHbIX KpacHbIX BOJIOKOH (RRF)
SIBJISTFOTCS BaXKHBIM KPUTEPUEM MUTOXOHIPUATbHOM MaTOJOTHH.
Kpowme Toro, 66111 BEISIBJICHBI ayTOAHTUTEIA K TIEpeIHEN 10JIe
runodusa u cKeJIeTHBIM MbIam [22].

Cundpom IPEX

DT0 peakoe X-CleIJIeHHOEe pelieCCUBHOE 3a00JIeBaHE UMMYH-
HOU cucTtembl, BbI3BaHHOE MyTauueil reHa [PEX3. bonetoT
MaJTburKHU. Yalle manreHThl MOoruoaioT B TeYeHHe TIePBOTO roja
>KW3HU, HO U3BECTHHI CJTyYau JUarHOCTUKU NTaHHOTO CUHIPOMa
B 60Jiee IMO3THEM BO3PACTe C YCIIEITHBIM JICUSHUEM.

WM3-3a reHeTnyeckoro aedekra HapylaeTcsi CUHTE3 Oesika
FOXP3, siBasionierocsi TpaHCKPUIITOPHBIM PEryJITOPHbBIM
daxkTopoM ais cozpeBanust CD4+ u CD25+ T-numdpouuToB.
DTo BeleT K OeCKOHTpOJAbHOM npoludepaunun CD4+
T-muMbOMTOB U pa3BUTUIO ayTOUMMYHHBIX peakumii [23].
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SHAOKPHUHOAOIUA

OCHOBHBIMU TIPOSIBJICHUSIMUA CUHIPOMA SIBJISTIOTCSI UMMYHO-
IeUINT, SHTepOIaThsI, 3K3eMa U SHIOKPUHHBIEC HAPYIIICHU ST
(CH 1 tuna, AUT). UMeroTcs naHHBIC O BBISIBJICHUH Y ITAIlUEHTOB
¢ cungpomoM [PEX remonutnyeckoit aHeMuu, TpOMOOLIUTOIIE-
HUU, MEMOPAHO3HOTO TJIOMEPYJIOHEPPUTA, UHTEPCTULIUATBHOTO
HedpuTa, ayTOMMMYHHOT'O TenaTruTa. BoJTbITMHCTBO MAIIMEHTOB
¢ IPEX uMeroT ayToaHTUTEa K TApMOHUHY U BUJUIMHY — OesikaMm,
YYaCTBYIOIIMM B MPUKPENJICHUU KUIIEYHbIX BOPCUH, a Takxe AT
K riyTaMaTiaekapookcuiiaze, TMpo3uH@ocharase, TpaHCIIOPTEPY
LIMHKA, TUPEONEePOKCUIa3€e U TUPEOTIOOYIUHY.

VY nereii ¢ KIIMHUYECKOM KapThuHOM cuHapoma IPEX, Bbicokum
ypoBHeM IgE, cHUXXeHHBIM KOJTMUYeCTBOM T-peryasiTOpHBIX KJe-
TOK CJIenyeT IMIPOBOIUThL CeKBeHUpoBaHue TeHa FOXP3 ¢ ienbio
BBISIBJICHU ST €T0 Ie(heKTOB IJIs TTOATBEPXKICHU S IMarHo3a.

Cundpom POEMS

Cunapom POEMS (Polyneuropathy, Organomegaly,
Endocrinopathy, M-protein, and Skin Changes), njiv cuH1poM
Kpoy — ®dykasze, — pegkoe MyJIbTUCUCTEMHOE ITapaHeoria-
cTuyeckoe 3abojeBaHue, CBSI3aHHOE C TMCKpa3ueil mia3MaTu-
YyecKuX kjeTok. B 6osbiminHeTBe ciiyyaeB POEMS-cunapom
aCCOLIMMPOBAH C MapanpoTeuMHeMUusIMU (MaKpoOrjao0yJIuHe-
Mmueit BanbaeHcTpeMa, MOHOKJIOHAIbHBIMY FaMManaTusiMu).
BrigBnsercs y manueHToB 40-60 seT.

DTHOJOTMYECKUIi (haKTOpP OCTAaeTCsl HeM3BeCTHLIM. CuuTaeTcsl,
YTO OTIPEeAeJCHHYIO POJIb B ITaTOreHe3e 3a00JeBaHUS UTPAIOT
rpoBocnanuTeabHble nHTepaeAkuHbl (UJI-13 u UJI-6) u dpak-
Top pocta sHaoTenus1 cocynoB (VEGF). DTu UMTOKMHBI CTH-
MyJupytoT oopazoBaHue VEGF, koTopble BBI3BIBAIOT OBICTPOE
1 00paTUMoOE yBEeJIMUEHUE TPOHNIIAEMOCTHU COCYIOB.

VEGF Binuser Ha aHTUOTeHe3, YTO MPENNOJIOXKUTEIbHO MPU-
BOJIUT K OpraHOMeTaJlu, OTeYHOMY CUHApOoMY. CUuTaeTCs, 4TO
MMOJIMHEHPOTIATU Y CBSI3aHBI C OTJIOKEHHEM MMMYHHBIX KOM-
JIEKCOB B vasa nervorum v SIIAHEBPUU, Pa3pyLIAONINX MUETUH.
AT K 5HIOKPUHHBIM XeJjie3aM MoKa He oOHapyKeHbl. BeposTHOi
MPUYMHON SHAOKPUHHBIX HAPYILIEHU I SIBJISIETCSI MHTMOUpPYIollee
BO3/1€HICTBUE IUTOKHUHOB.

JlaHHBI CUHIPOM BKJIIOYAET B C€0SI MTPOrpeCCUPYIONIYIO CEH-
COMOTOPHYIO MOJIMHENPOIaTHIo, KOTopast IBJSIETCS BEAY UM
CUMIITOMOM, T€ITaTo- U CIIJICHOMETalnuto, TuMbaaeHOIaTH IO,
TUTICPIIUTMEHTALIM O KOXXY, TeMaHTMOMBI, TUTIEPTPHUXO03, OCTEO-
CKJIEPO3, OTEYHBIN CUHIAPOM U MOJULIUTEMHUIO.

DHIOKPUHOIIATUS IBJSETCS HEIOCTATOYHO U3YUYECHHBIM TTPH-
3HakoM POEMS-cunapoma. Yaiie Bcero y Takux 6071bHbIX 0OHA-
pyxuawT CII, runoroHajausm, rurotrupeos. OnucaHbl caydyau,
koraa ne6oT POEMS-cuHapoma HaYMHaJICS ¢ HaAMOYeYHUKOBOM
HEeIO0CTAaTOYHOCTHU, TUIIOTHUpEO3a U runoroHaauisma [24].
BaXXHbIMU TMarHOCTUUYECKUMU KPUTEPUSIMHU ITPU MTOA03PEHUU
Ha cunapom POEMS sBnsiioTcst moBbIlieHUE YPOBHSI M-TipoTenHa
un VEGF. B neyeHuun UCronb3yIoT J1y4eBYI0 Tepanuio, IIUTOCTATH-
KU1, UMMYHOMOAYJISITOPbI, MOHOKJIOHaJIbHBIE aHTUTeNa K VEGE,
a TaK>Ke ayTOTPAHCIIJIAaHTALIMIO CTBOJIOBBIX KJIETOK Iepudepu-
YEeCKOU KpOBU.

Cundpom Boavppama

Cunapom Bonbppama (DIDMOAD-cuHIpPOM) — penKoe ayTo-
COMHO-pelleCCUBHOE 3a00JieBaHNE, TPOSIBIISIONICECS B IETCKOM
BO3pacTe U coueTarollee B cede HecaxapHblii M caxapHblii nuaber,
aTpoGuIo 3pUTEbHBIX HEPBOB U HEHPOCEHCOPHYIO TYTOYXOCTb.

3aboneBaHMe cBSI3aHO ¢ MyTalueii reHa WESI, pacroyioxeH-
HOT'0 Ha KOPOTKOM MJieue 4-ii XxpOMOCOMBI, KOTOPbI KOAUPY-
eT TpaHCMeMOpaHHBI 610K BoJibdpaMuH (JIokyc 4pl16.1.116).
BonbdpaMuH pacroyioxeH B SHAOMIa3MaTUYECKOM PETUKYTY-
M€ HEMPOSHIOKPUHHOM U HEMPOHAJIbHOM TKAHU U YYaCTBYET
B peryisiiuu ypoBHs Kanbuus. [1pu nezopranuzanuu GyHKkuum
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BOJIb()paMMHA TTPOUCXOAUT ITOJIOMKA BHYTPUKJIETOYHOTO OOMeHa
KaJbIUSI — KJIIETKU ITOrubaror [25].

Cunapom Boibdpama — MeIJIeHHO porpeccupyloiiee 3a00e-
BaHue. KnuHnyeckas KapTWHa CMHApOMa pa3Hoobpa3Ha. Yarne
K 10 ronam paszBuBatotcs CI u aTpodust 3puTeIbHOIO HEPBA,
1o 20 ieT — HecaxapHbIil 1UabeT U HelPOCEHCOPHas TYTOyXOCTb,
mociie 30 J1eT — aTOHU ST MOYEBBIX TTYTel, HEBPOJIOTUYECKHE
U TICUX1YecKHre paccTpoiicTBa, nuaMeHeHu st MoTopuku KKT.

Berpeuaercs HenosHas (accoumnauust CJI v arpodum 3pu-
TEJIbHOTO HepBa Y JeTell) U MoJHas (Bce KOMITOHEHThI CUHIpOMa
y B3pociibiX) dopMbl cuHapoMa Boasdhpama. Coobiraercs
M O IPYTUX SHAOKPUHOMNATUIX CO CHUKeHHOM pyHKumeit (AKTT
1 TOPMOHA POCTa).

Pezucmenmuocms k uncyauny muna B

WHcynnHOpe3ncTeHTHOCTH THIIa B (akaHTOKepaTomepMusi) —
penkoe 3aboJjieBaHMe, CBI3aHHOE ¢ HannuneM AT K peuentopy
WHCYJIWHA U UHCYIUHY. [Tono6Hbie AT BbISIBISIN Y OOJIbHBIX
C CUCTEMHOI KpacHOI BOJIYaHKOM, BUTUIUTO, ajoneiueit, AUT.

1st TpeonofieHr ST MHCYJIMHOPE3UCTEHTHOCTY TTPUXOIUTCS
BBOJIMTh Ype3BbIUafHO BHICOKHE T03bl MHCYIMHA. HecMmoTpst
Ha TUNEePIIMKEMU IO KeTOalMA03 BCTpedaeTcs peako. Kak u apy-
rue ayTOMMMYHHBIE pacCTPOICTBA, 9TO COCTOSIHUE Yallle BCTpeva-
eTcs y XeHuH. CpeaqHWit Bo3pacT HavaJjia 3aboneBaHust — 40 ner,
HO 3aperucTpUpOBaHbI 1eOI0THI U B IE€TCKOM Bo3pacTe [26].

3abosieBaHME MOXKET ITPOTEKATh MTO-PAa3HOMY: B BUJIE CTOMKOM
TUTIEPTINKEMH Y, HE TIOITaI0IeiiCs ICUCHU IO MHCYJTUHOM, JTU60
3aKaHYMBAThCSI CIOHTAHHOM pPeMUCCHEl OT HECKOTBKUX MECSIIEB
IO HeCKOJIbKUX JeT. Hanbosee pacripocTpaHeHHBIM MECTOM Yep-
HOTO aKaHTO03a SABISIOTCS MTOAMBIIICUHBIC BIIAAUHBI, HO U3MEHEe-
HUSI MOTYT HaOJIIOAThCsI U B CTUOATETbHBIX 30HAX 3aTHEl YacTu
LIeH, B TIaXy, HaJ ThIJIBHBIMU IMTOBEPXHOCTSIMU ITaJbIIEB, BO PTY,
BOKPYT apeosI MOJIOYHBIX XKeJjie3. B mpoliecce 3a6osieBaHusI pa3Bu-
BaeTCs ManMJUIsIpHast TUTIIepTpodu s, TUIIepKepaTo3, yBeJIndeHe
KOJIMYeCTBa MEJIAaHOLIMTOB B MU IEPMUCE.

boaesznuv Xupama (cundpom uncyaunopezucmenmHocmu)

XapaKTepHbIMU KIMHUYECKUMHU MPU3HAKAMU CUHIPOMA
SIBJITIOTCSI CIOHTAHHBIE TUITOTJIMKEMU M, COIMTPOBOXK TAlOII e~
CsI TOBBIIIEHHBIM YPOBHEM MHCYJIMHA, HAJTUYUEM ayTOAHTUTE
K MHCYJIMHY ITPU OTCYTCTBUM TIPEIIIECTBYIOIIETO UCTIOJIb30BAHU S
9K30T€HHOT0 MHCYJINHA.

3aboJieBaHUE XapaKTEPHO AJIST JIUIL MPEeUMYIIECTBEH-
HO 60-69-11eTHEr0 Bo3pacTa, Jalle BCTpeYaeTCs y KEHIINH,
ay neteil — kpaliHe penko. Accouuupyercs ¢ reHaMu HLA-DR4
(B ocHOBHOM ¢ DRBI*0406, pexxe — ¢ DQAI1*0301, DOB 1*0302,
DRBI*0403, DRBI*0407), koTOpbIE Yallle BCTPEYAIOTCS y SMOHIIEB
U1 KOpeu1eB.

I1pu naGopaTopHOM 00CIeAOBAaHUM Ha (DOHE TUTTOIUKEMU i1
oTMevaloTcs KpaliHe BBICOKME 3HAaYEHUSI UMMYHOPEaKTUBHOTO
WHCYJMHA ITPY 3HAYMMOM, HO HE CTOJIb BBIPaXKEHHOM TOBBIIIE-
Huu C-mienTuaa.

B GonpimHCTBE c1yvyaeB Hayay 3a00JIeBaHU S MTPEAIIECTBYET
ITpUeM JIeKapCTBEHHBIX IIPeIapaToB, UMEIOIINX B CBOCI CTPYK-
type SH-rpymnmy, 3a 2-6 Hemerb 10 MaHU(ECTALIMKI: METUMA30JI
(TmamMa3soJ1), TIyTaTUOH, KATOIIPUJI, O-INTTOeBast KUCJIOTa (TMOK-
Tauun), uMuneHeM, neHuuyuinH G. Jlekapctsa ¢ SH-rpymnmnoit
CITOCOOCTBYIOT IUCCOIMALIN Y TUCYTHOUIHBIX MOCTUKOB B MOJIE-
KyJie MHCYJIMHA, OTKPBIBasI aibda-11ermb aHTUTEHTTPEICTABIISTIO-
IIMM KJIETKaM, YTO MTPUBOIUT K CTUMYJISAIINU T-KJIETOK.

Bbonesnp Xupara yacto coueraercs ¢ npyrumu AU3, Taku-
MM Kak 0oJie3Hb ['peliBca, peBMAaTOUIHBII apTPUT, CUCTEMHAs
KpacHasl BonyaHka. CunTaeTcs, YTO CUHAPOM MHCYJIUHOPE3U-
CTEHTHOCTHU Ha (poHe 6oJie3Hu ['peitBca 00yCI0BIIEH TPUEMOM
AHTUTUPEOUTHBIX TPENapaToB (METUMA301).
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[Ipenrmonaraemplii MeXaHW3M pa3BUTHUSI TUTIOTJIUKEMUIA: TTOCTIE
npueMa MUK ITOIKEeTYyI0UHAs XKeJle3a CeKPeTUPYET MHCYJINH,
00JIbIIIas YaCTh KOTOPOTo cBsi3biBaeTcs AT; 3TO IIposIBIsSIeTCS
TUMTUIHBIMY TTOCTIPAHINATbHBIMU TUTICPTITUKEMUSIMU, KOTOPHIC
MPUBOIIAT K TUTIEPCEKPEIINU MHCYIMHA. Yepe3 HeKoTopoe BpeM st
WHCYJIMH TMCCOIIMMPYET U3 KOMILJIEKCA C ayTOAHTUTEJIaMU, YTO
00YCJIOBJIMBAET 3HAYUTETLHOE TTOBBIIIICHWE YPOBHSI aKTUBHOTO
MHCYJMHA B IJIa3Me U pa3BUTHE TUTIOTJIMKEMUHU.

Bose3nb Xupara oObIYHO UMeET OJ1aronpusITHBIHA UCXO:
B OOJIBIIMHCTBE cllyyaeB yepe3 1-3 Mecsiia ¢ MoMeHTa MaHupecTa-
LIMY MTPOUCXOAUT CIIOHTAHHasl peMuccus 3aboaeBaHust. Haubonee
BaXXHBIM MEPOTIPUSITUEM B JICYCHUHU SIBJISIETCS OTMEHa TpernapaTa,
CIIPOBOIIMPOBABIIIETO CUHAPOM. [lalineHTam rmoka3aHa nueTa
C YaCTBHIMU APOOHBIMU ITPYEeMaMHU AT, TIOTPeOIeHNE CIOXHBIX
YTJI€BOJOB 1 OTpaHUYCHUE JIETKOYCBOsIeMbIX. Eclit HecMoTpst
Ha 3TO TUTIOTIIMKEMUU COXPAHSIIOTCS, UCITOJb3YIOT MEIUKAMEH-
TO3HYIO TePanuio — IIIOKOKOPTUKOWIBI I MMMYHOCYTIpECCaH-
THI (A3aTUOMPUH, 6-MEepKaTITOITyprH). BhIcOK02(DDeKTUBHBIM
METOJIIOM JIeUEHU Sl SIBJISIeTCS Tak ke niaasmadepes [27].

Onyxoau 6u104k08601i Jicene3bl

3abosieBaHU S, aCCOLIMMPOBAHHbBIE C TUMOMAMM, CXOXMU
¢ TakoBbIMU pu ATIC 2. Y maiiueHToB C TUMOMAaMU BbISIBASIOTCSI
myasthenia gravis, aniia3us 3pUTPOLIUTOB, TUTIOTJIOOYAMHEMU S,
A3 1UTOBUIHOM Kee3bl, HaAIoYeYHNKOBasI HEIOCTATOYHOCTb,
CJIIM3UCTO-KOXHBIM KaHana03. [Ipeamnonarator, 4To HapyIeHU ST
skcnpeccuu reHa AIRE v nepudepudyeckux AI' MOTyT yacTu4d-
HO OOBSICHUTD Pa3BUTHE ayTOUMMYHHBIX peaKIUil Y TaHHBIX
MalueHToB [28].

Xpomocommole Hapyuienus

VY neteii c cunapomom [layHa (Tpucomus 1o 21-it XxpoMoco-
Me) TIOBBIIIIeH PUCK Pa3BUTHUS TTOJTUIHIOKPUHOTIATU Y, B YaCT-
Hoctu, CII 1 Tuna, runotupeo3sa, ueanakuu. [lpu cuHapome
IIlepemeBckoro — TepHepa OTHOCUTENLHBIM PUCK PA3BUTH S
9HJIOKPUHHBIX 3a001eBaHU BhilIe B 4,9 pa3a, B TOM YUCJIE PUCK
passutus AUT Beie B 16 pa3, CJ1 1 tuna — B 11 pas, 2 Tumna —
B 4 paza [29]. CienyeT peryasipHO MPOBOAMTH CKPMHUHT Y 9TUX
O0O0JIbHBIX HAa Hanuuue ANU3.

3axknaloueHue

Juarnoctuka ATIC nMeeT CI0KHOCTH B CBSI3W ¢ MHOTOO0Opa3u-
eM KJIMHUYECKON CUMIITOMATUKMU. [{JIsT 3TOTO CUMHIpOMa XapakK-
TepPHO NIPUCOETNHEHNE HOBBIX ay TOMMMYHHBIX KOMTIOHEHTOB
B T€UEHUE XXKU3HU, UTO 3aTPYAHSET MOCTAHOBKY BapraHTa 3a00-
JieBaHus. [1pu nosiBieHUM ayTOUMMYHHOTO TTOPaKeH U1 OHOM
9HIOKPUHHOM XeJie3bl CIeyeT UCKIIOUUTD IPYyTHe KOMITOHEHThI
ATIC Ha 5Tamne JaTeHTHOTO TeYeHUSI.

Uccnenosanue ayToaHTUTEN, 001aAal0I X BBICOKOM CIIEL M-
GUYHOCTBIO K OMpeNieIeHHOMY OpraHy, ClefyeT MPUMEHSITh IS
CKPUHUWHTA MallUeHTOB C BBLICOKMM PUCKOM ayTOUMMYHHBIX
3a0oyieBaHUi. DTO aHTUTENA K 21-ruapokcuiase, TI1O, Tupeo-
rooynuny u AT-pTTT, K B-kKaeTKaM MoaKeaTyT09HOM KeJe3hl,
riyTaMaraekapookcuaasze-65, MHCYIMHy u Tupo3uHdocdarase,
MmapueTaTbHBIM KJIeTKaM Xeaynka (PCA), BHyTpeHHeMY pakTopy
Kactna, snmomusuio (EmA-IgA), TkKaHeBOI TpaHCTIIyTaMUHAa3€e
(tTGA) [8].

B Hacros1iee Bpems 1eiiCTBEHHbBIX METONOB /1151 OJIOKMPOBAHU S
ayToarpeccuu Het. Teparnusi MHOTOUMCIEHHbIX SHIOKPUHHbIX
U HEdHAOKPUHHBIX AuchyHkuunii mpu AIIC 3akioyaercs B jieue-
HUM OTIEIbHBIX KOMITOHEHTOB cuHapoMa [30]. [l

KOHOAUKT MHTEPECOB. ABTOpbI CTaTbn MOATBEPAWUAM OTCYTCTBUE
KOHOAMKTA MHTEPECOB, O KOTOPOM HEOHBXOAUMO COOBLLMTD.
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