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AyTOMMMYHHBIIi T€ATHT — XPOHUYECKOE BOCHAIMTEIbHOE 3200/IeBaHNe TeYeHH HEesICHOM ITHOJIOTHH; PACTIPOCTPAHEHHOCTD K0Be-
HUJIBHOTO AYTOMMMYHHOTO TelaTHTA HEM3BECTHA. AYyTOMMMYHHbIH renatut Berpeyaercs y 10—20% namueHToB ¢ ayTOMMMYHHBIM
NOJIM3HIOKPUHHBIM CHHAPOMOM 1-ro Tunma — peakum (opdannbivM) 3a00/1eBaHueM, 11 Kotoporo B 70—100% ciyuaes xapakrepHa
KJIMHAYECKasi TPHAJA: XPOHHYECKHUIi KOXKHO- CITH3UCTBI KAHANI03, THIIONAPATHPE03 H HAMOYEYHNKOBASI HEIOCTATOYHOCTD, 4 TAKIKE
0oJiee 25 BO3MOXKHBIX AYTOUMMYHHBIX HAOKPUHHBIX M HEIHIOKPUHHBIX NPOSIBIECHMUIA.

B npuBeeHHOM HAOJIOEHUM AYTOMMMYHHDIIi T€NATUT Y JI€BOYKH 5 JIET CTAJ MEPBbIM KIMHHYECKAM MPOSIBJIEHHEM 3200/1€BaAHMS.
IosBieHne y pedeHKa CUMITOMOB XPOHHYECKOr0 KOJKHO-CIU3HCTOr0 KAHIH/1032 MO3BOJIMIO MPEITOJIOKHTD U MOATBEPAUTH reHe-
THYECKH JUATHO3 AyTOMMMYHHOTO MOJUIHIOKPMHHOIO CMHAPOMA 1-ro THNA 0 NPUCOeTMHEHNS TTOPAKEHUS SHIOKPHHHBIX OPTraHOB.
Y neBouku BbisiB/IeHbI HOHCeHC-MyTauuu R257* u p.Q94* rena A/RE B koMnayH-reTepo3urotHom cocrossnuu. ITosnuee nosisunoch
elie 0OJHO AayTOUMMYHHOE PACCTPOIICTBO — PACHIPOCTPAHEHHOE BUTHJINIO.

CBoeBpeMeHHAs TMATHOCTHKA AYTONMMYHHOTO MOJU3HIOKPUHHOTO CHHAPOMA 1-ro Tuna y peGeHKa ¢ mepBbIM HeSHIOKPHHHBIM ayTo-
MMMYHHBIM NPOSIBJIEHHEM, HAYAJI0 TEPANHH U AaJbHeililee MeTUIMHCKOE BeleHHe MO3BOIHIN NPeJOTBPATUTD TSKEJble OCT0KHEHHS
 YJIYYIIUTb KAYeCTBO JKU3HH NANMEHTKH.

Karouesvte caoea: demu, aymoummyHHbll eenamum, aymoumMmyHHbLI NOAUSHOOKPUHHbLI cuHOpom [-eo muna, een AIRE mymayus
R257%, mymauyus p.Q94*, xponuueckuil KONCHO-CAUZUCMbLI KAHOUOO3, BUMUAULO, Ne4eHUe.

Ans umtnposBanus: sibnokosa E.A., Pumckasi A.M., lpbuHueswny KO.T1., Butebekas A.B., bopucosa E.B., LLlaBpos A.A., bparvmos C. /., Opnosa E.M.,
Cosaea J1.C., [pammaroryno M.U. AyTouMMyHHbIV renatuT Kak nepBoe nposiB/IeHne ayToMMMYHHOIO MoJIM3HAOKPUHHOIroO cuHapoma 1-ro tuna
y neBoykun 5 net. Poc BecTH nepuHaton v neavatrp 2021; 66:(4): 101-108. DOI: 10.21508/1027-4065-2021-66-4-101-108

Autoimmune hepatitis is a chronic inflammatory liver disease of unknown etiology; the prevalence of juvenile autoimmune hepatitis
is unknown. Autoimmune hepatitis occurs in 10—20% of patients with type 1 autoimmune polyendocrine syndrome, a rare (orphan)
disease, which is characterized by a clinical triad in 70—100% of cases: chronic mucocutaneous candidiasis, hypoparathyroidism and
adrenal insufficiency, as well as more 25 possible autoimmune endocrine and non-endocrine manifestations.

This study describes a case of a 5-year-old girl with autoimmune hepatitis as the first clinical manifestation of the disease. The symp-
toms of chronic mucocutaneous candidiasis enabled us to suggest and genetically confirm the diagnosis of autoimmune polyendocrine
syndrome type 1 before the lesions of endocrine organs. The girl had nonsense mutations R257 * and p.Q94 * of the AIRE gene in a
compound heterozygous state. Later, there appeared another autoimmune disorder — common vitiligo.

Timely diagnosis of type 1 autoimmune polyendocrine syndrome in a child with the first non-endocrine autoimmune manifestation, initiation
of therapy and further medical management made it possible to prevent severe complications and improve the patient’s quality of life.

Key words: children, autoimmune hepatitis, type 1 autoimmune polyendocrine syndrome, AIRE gene R257 * mutation, p.Q94 * muta-
tion, chronic mucocutaneous candidiasis, vitiligo, treatment.
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YTOUMMYHHBIE 3a00JIeBaHUS TIEUeHU — XPOHUYE-

CKWe BOCHMAJUTEIbHbIE OOJIe3HW TeYeHU HESICHOM
STUOJIOTUU, JUISI KOTOPBIX XapaKTEepPHbI HAJIWUJUe IUpP-
KYJTUPYIOIIUX ayTOAHTUTEN W TOBBIIIeHUe YpoBHsS IgG
B KpoBU. [pymnma BKJIIOYaeT ayTOMMMYHHbBIE TeTaTUTHI,
XOJIeCTaTUYeCKUe 3a00JIeBaHWSI W TIEPEKPECTHBIN CUH-
npoM (overlap-syndrome). AyTouMMyHHbIE€ 3a00J1€BaHUS

rneyeHu OoJiee arpecCUBHO MPOTEKAIOT B IETCKOM BO3pa-
CTe U B OTCYTCTBHME CBOCBPEMEHHON UMMYHOCYIPECCHB-
HO Teparnuu MOTYT OBICTPO TIPUBECTU K PA3BUTUIO LIUP-
posa neuenu [1, 2].

PacripocTpaHeHHOCTh ~ ayTOMMMYHHBIX — TelaTUTOB
B MUpe BapbupyeT oT 4 1o 25 ciyyaeB Ha 100 Thic. Hace-
neHust [1-3]. WctuHHasg pacrpocTpaHEeHHOCTh OBe-
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HWIbHOTO ayTouMMyHHoro renaruta (AWT) HeusBecTHa,
3a00J1eBa€MOCTb TMHAMUYHO PACTET B IETCKOM U B3pOC-
Jioit momynsitusx [1-3].

Boinensiior nBa TMMNa IOBEHWIBHOTO ayTOMMMYHHOTO
renatuta: AWI-1, ceporno3uTUBHBII 110 aHTUTEIAM
K raakuM meiiam (SMA) u/unv aHTUSIAEPHBIM aHTU-
tesaM (ANA), K pacCTBOPUMOMY aHTUTEHY MeYeHU (aHTU-
SLA/LP); AWI-2, ceporno3uTUBHBII IO aHTUTEJIaM
K MUKpoOcOMaM Moyek u rnedyeHu l-ro tuna (a-LKM-
1) u/vnu aHTUTENaM K LIMTO30JI0 MEYEeHU 1-ro Tuma
(a-LC-1). YkazaHHbIe THUIIBI pa3IMYAlOTCS HaJIUYUEM
crieludUUecKnx ayTOAHTUTEN, TSKECTbIO TMPOsIBIie-
HUH, KJIMHUYECKUM OTBETOM Ha Tepanuio. [IporHos
st AWT-2 meHee 6aronpusTHelii [ 1, 2].

IlepBble KIMHUYECKUE MPOSIBICHUSI ayTOUMMYHHOTO
rernaruTay aetei KpaliHe BapuadeabHbl — OT 0ECCUMITTOM-
HbBIX opM (10% caydaeB) 10 GYTBMUHAHTHON MeYeHOY-
HOI HeJ0CTaTOYHOCTH, Oosbllie XapakTepHoit a1 AWUT-2
[1, 4]. Hau6onee yacto (10 50% ciydaeB) oTMeUaeTCs OCT-
phiii reratuT; y 25—40% maiueHToB 3aboJieBaHNEe TeueT
HE3aMETHO C HapacTaHUEM Xajlo0 B TEYEHUE HECKOJIbKUX
MecstieB; B 10% ciydaeB 3a00s1eBaHTE BBISIBIISICTCS TTOCIIE
Pa3BUTHUSI OCJIOXKHEHU I MOPTAIbHON TMIIEPTEH3UU — LIUP-
po3a TMeYeHU, KeJYIOYHO-KUILIEYHOTO KPOBOTEUEHUS
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KJINMHUYECKUE CJ1YHAU

u tuniepcriennsma [1—6]. Tlo kpaitHeit mepe y 1/3 6071b-
HBIX ayTOUMMYHHBIM TE€MTaTUTOM UMEETCSI LIUPPO3 TICUEeHU
Ha MOMEHT ITOCTAaHOBKM quarHo3a [1].

OCHOBOI1 TarHo3a ayTOMMMYHHOTO TeraTuTa CIIy>KAT
KOMOMHAIMST KIMHUYECKUX, OMOXUMUYIECKUX, UMMYHO-
JIOTUYECKUX 1 MOPGOJIOTMYECKUX TIPOSIBJIEHUN: TOBBI-
IIEHWEe YPOBHS LMPKYJIUpPYIOIIUX ayroaHTuten u IgG
B KPOBH, TMIIEpraMMarioOyJIMHEeMUs, a Takke Mopho-
JIOTUYECKHEe TIPOSIBJICHUSI TIEPEropoJ0YHOro rermaTuTa
[1—3]. Jl;ist iMarHOCTUKY MCTIOJIb3YIOTCSI OalIbHBIE YIIPO-
meHHble auarHoctudeckue Kputepum IAIHG [1-3],
JIOCTOBEPHBI TMarHO3 ayTOMMMYHHOTO TeraTuTa BO3-
MOXKEH TIOCJIe UCKIIIOUEHUST BUPYCHBIX renatuTtoB (A, B,
C, E, Omreitna—bapp BupycHoro), 6oie3uu Buiibcona—
KonoBanoBa, HeaIKOTroIbHOM XXKMPOBOI 0OJIE3HU TIEYSHH,
snekapcTBeHHoro rerarura [1]. Tutp ayroanturen 1:40
CUMTAETCSl AUArHOCTUYECKUM [IJIS B3POCJbIX, UISl JeTei
9TOT ypoBeHb HUXKe — 1:20 npu onpenenenun ANA u SMA
w 1:10 npu onpenenenuu antu-LKM1 [1-3]. Buorncus
MEeYeHU CUMTaeTCsl 00s3aTeIbHOM ISl TIEPBUYHOM Iuar-
HOCTUKM ayTOMMMYHHOTO TeTaTUTa W JUTsSl JaJbHeMIIei
OTMEHBI UMMYHOCYTIPECCUBHOM Teparuu.

MmMmyHocynpeccuBHast Tepanus ayTOMMMYH-
HOTO TremaTtuTa TIpedrojaraeT JJIMTeIbHOEe Ha3Ha-
yeHue mnmokokoptukocrepounos (I'KC) — mnpen-
HU30JIOHA B J03¢ 2 MI/KT/CYyT M a3aTUOIpUHA B 03¢
no 2 Mr/kr/cyt. JUIMTeIbHOCTh UMMYHOCYNPECCUBHOMN
Teparnuy 10 TMOTBITKM €€ OTMEHbI OOBIYHO HE MeHee
2—3 net [1, 2]. Y OonpIIMHCTBA MAIMEHTOB CHIDKEHNE
B KpOBU YpOBHsI aMUHOTpaHcdepa3 Ha 80% mocTuraercst
B nepBbie 2 Mec Tepanuu. be3 geyeHus: mporHos3 Heba-
TOMPUITHBIA — CMEPTHOCTh B TedeHUe 10 JleT MOXKeT
nocturath 90% [2].

B 61,8% cnyyaeB ayTOMMMYHHBIN TeNaTUT He €IMH-
CTBEHHOE ayTOMMMYHHOE 3a00JieBaHMEe TTallMeHTa U acco-
LIMMPOBAH C HAJIMYKEM IIIMPOKOTO CITEKTpa APYTUX BHETIE-
YEHOUHBIX ayTOMMMYHHBIX WJIM UMMYHOOTIOCPETOBAHHBIX
3aboneBaHnii — cuHapoma IllerpeHa, cucrtemMHol Kpac-
HOI BOJIYaHKHW, PEeBMATOUIHOTO apTpuTa, CaXapHOTO J1a-
OeTta 1-ro TMMA, BOCTIAIUTEJIbHBIX 3a00JIeBaHUI KUIlIeU-
Huka, nenvakuu [1-3, 7]. KpoMme Toro, ayrouMMyHHBI
rermatuT Betpevaetcst y 10—20% malneHToB ¢ ayTOMMMYH-
HBIM TTOJIMHAOKPUHHBIM CUHAPOMOM 1-ro tumna [1, 7, 8].

AYTOUMMYHHBI ~ TIOJIMOHAOKPUHHBIA  CHUHAPOM
1-ro tuna (autoimmune polyendocrine syndrome type
1; autoimmune  polyendocrinopathy-candidiasisec-
todermal dystrophy/dysplasia — APECED; OMIM
240300) — peakoe MOHOTeHHOe 3a00JieBaHUE C ayTo-
COMHO-PEIIECCUBHBIM TUIIOM HacljieqoBaHus. 3aboJieBa-
HUE BCTpPEYaeTcsl BO BCeM MUpPE ¢ HauOoJIbIlIel pacipo-
CTPaHEHHOCTHIO B CKaHAWHABCKMX cTpaHax (1:25 Teic.),
B Utanuu (1:14 400), cpenu upanckux espeeB (1:9000)
[9, 10].

Pa3zButne maHHOro cHUHApoOMa OOYCJIOBJIIEHO Oua-
JIeJIbHOW MyTallueld reHa ayTOMMMYHHOTO peryisitopa
AIRE, pacmonoXeHHOro Ha XpoMocoMe 21, B permoHe
21g22.3. Ten akcnpeccupyercsi B TUMyce, JumMdaTrnie-
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Sbnoxosa E.A. u coaem. AyTOMMMYHHBIH TEMATUT KaK MEPBOE MPOSIBICHNE ayTOMMMYHHOTO TOJMIHIOKPUHHOTO CHIPOMA |-T0 TUTIA Y IEBOYKH 5 JIET

CKMX y3/1aX U cejie3eHke [9], ero oTcyTcTBHE TPUBOIUT
K TIOJABJIEHUIO 3KCIIPECCUM ayTOAHTUTEHOB B THUMYCE,
HapylIeHUI0 HeTaTUBHOW cejieKiuu T-1uMGbOoLUuTOB,
MOTEHLIMPYS Pa3BUTHE MHOXECTBEHHBIX ayTOMMMYHHBIX
9HJAOKPUHHBIX U HEOHIIOKPUHHBIX TTposiBieHuit [11].

AYTOUMMYHHBIX  TIOJIMOHAOKPUHHBIA  CHHAPOM
l-ro TMnma uMeeT TOJMMOP(HYI KIMHUYECKYI Kap-
TUHY C TTIOpakeHHEeM MHOTHX OpraHOB, TeueHUe 3abore-
BaHUs O4eHb BapuabesbHO. [1o MaHHBIM MCClIeIOBaHUIA
Ha OTHOCHTEJIbHO MHOTOYMCJCHHBIX KOTOPTaX TMallleH-
TOB, KJIacCU4ecKasi Tprajaa — XpOHUYECKUI KOKHO-CITH -
3UCTBI KaHIWI03, TUTTONApaTUPe03, HAATOYEeTHUKOBAST
HEJI0CTaTOYHOCTh — TposiBiisieTcss y 70—100% mnaumeH-
ToB. Hanmnume ABYX CMMIITOMOB M3 TUITUYHON TpHamIbl
TTONTBEPKIACT AMAarHO3 CHHIpPOMA NMaxe 0e3 TeHeThde-
cKoro uccienoanusi mytauuii B reHe AI/RE. OnnHaxko,
MMOMMMO 3THUX TpeX Hamboyiee YacTO BCTPEUAFOIIMXCS
CHMIITOMOB, BO3MOKHO pa3BUTHE 0oJjiee 25 IpyTrux KOM-
rmoHeHToB. Cpey HUX SHIOKPUHHBIE (caXapHbIi quaberT,
AyTOMMMYHHBIN TUPEOUIUT, HEMOCTATOYHOCTh (DYHKIIUU
SSUIHUKOB/SIMYEK, TUTOTTUTYUTAPU3M) W HEIHIOKPUH-
HBIe TIposiBiieHus [9—13].

HesHpokpruHHbBIE ayTOMMMYHHbBIE TIPOSIBJICHUSI MOTYT
3aTparuBaTh pa3HbIe CHCTEMBI OPTAaHOB: Yallle HaOJo-
JTAlOTCA U3MEHEHMST KOXM M €€ TIPUJIATKOB — BUTUJIUTO
(15-30%), anomneuus (25—40%), tumnoriasust 3yOHOI
smamu (25—75%), ounxomuctpodus (20—50%); 3aboe-
BaHUS XeJYJIOYHO-KUIIEYHOTO TpaKTa — 3JHTEPOTaTHSsI
(25-30%), arpocduueckuii ractput (10—-30%) u ayrto-
nMMyHHBIHA TertaTuT (10—20%) [10—13]. Pa3HbIif Bo3pacT
U TIOPSAAOK MaHM(bEeCTallu OCHOBHBIX U 0OJiee PeIKUX
MPOSIBICHUI TIPUBOAAT K CIOXHOCTSAM KIMHUYECKOM
nuarHocTuku. [lomo3peHne Ha ayTOMMMYHHBIN TIOJH-
SHIOKPUHHBINA CUHAPOM 1-TO THTA CIIYKUT MOKa3aHUeM
K moucky myrauuii reHa A/RE, orpenesieHUIO YPOBHSI
ayTOaHTUTEJl K omera-uHTephepoHy U aibdha-uHTep-
depony (anti-IFN-a,0), cneunduyHbIX 1151 yKa3aHHOTO
cuHapoma [11—14].

AYTOMMMYHHBI ~ TeMaTUT TpU  ayTOUMMYHHOM
MOJTUIHIOKPUHHOM CUHIpPOMe 1-ro THUIIa BbIAEJEH
B OTHEJIBLHYIO TPYIIY, He OTHocsIytocs HU K AUT-1,
Hu K AWT-2, MocKojabKy B 3TOM Cilydyae 4acTO BBISIB-
JISIIOTCST Ipyrue ayroaHturtesna — Kk urtoxpomy CYP450
(CYPI1A1, CYP1A2, CYP2B6) u oueHb crienrbpUIHbIE
I 3TOTO BapyWaHTa ayTOMMMYHHOTO TeTaThTa ayTo-
antutena K AADC (mekapbokcuiaze apoMaTUUYeCKUX
L-amunokucnot) [10—15] — aHTUreHY, KOTOpBI 3KC-
npeccupyercsi B 1Mrososie renarouuta. Cpean HaO10-
JTaeMBIX KOTOPT MAallMeHTOB C ayTOMMMYHHBIM TIOJIM-
SHIOKPWUHHBIM CUHAPOMOM |-ro THUIa 3HAYUTEIBHO
BapbUpyeT 4YacTOoTa ayTOMMMYHHOTO TeraTuta — OT 4
1o 43%, a Takke BBIPAXKEHHOCTh KIIMHUYECKUX TPOSIB-
JIECHU — OT 6ECCUMMTOMHOTO TOBBIIIEHUSI aKTUBHOCTH
TpaHcaMMHa3 10 (YIbMUHAHTHBIX (DOPM C JIeTATbHBIM
ucxonom [10, 12, 13, 15].

[TaroreHeTruecKast Tepanusi CHHIPOMa He pa3pado-
taHa. OObeM JIeYeHUsI OIpeeNsieTcsl Tepanuei Kax-

JIOTO M3 WMEIOUINXCS COCTAaBHBIX KOMITOHEHTOB 3a00-
JIEBaHUS: 3aMECTUTEbHAsl Teparusl TIpU SHIOKPUHHOM
MopaXkeH!, Tpernaparthl alb(a-KaablIua0ga U KaJabIUs
MpU TUIOTNApaTUpPeo3e, MMMYHOCYIIPECCUsT TIPU ayTo-
WMMYHHOM TeIaTUTe W ayTOMMMYHHON 3HTepOmnaTuu,
MPOTUBOTPUOKOBAs Teparus MPU XPOHUIECKOM KOKHO-
CITM3UCTOM KaHAUI03e.

IlporHo3 mpu ayTOMMMYHHOM TOJUIHIOKPHUH-
HOM CHHIpoMe |-To THMa TakKe BapuabesieH U 3aBUCUT
OT couyeTaHUWsI KOMIIOHEHTOB 3aboseBaHus. HecBoeBpe-
MEeHHasl IMArHOCTHUKA, TSDKeIoe TeYeHHWe C Pa3BUTHEM
JKU3HEYTPOXKAIONINX, TPYAHOKYPAOEIbHBIX COCTOSTHUIA,
HeaJeKBaTHasl 3aMeCTUTEIbHAsi TOPMOHAIbHAsT Teparust
Ha (oHe TICUXOJIOTMYECKUX MPOOJIeM Y TAKUX TTALIMEHTOB
0o0ycoBIMBaT paHHO cMepTHOCcTh [10]. TlpuBeneH-
HOe KJIMHHWYECKOe HaOIoJeHNE NEeMOHCTPUPYET CIOXK-
HOCTh JMArHOCTUKW ayTOMMMYHHOTO TOJU3HIOKPUH-
HOTO CUHApoMa 1-To TUIa y pebeHKa ¢ MPOSIBICHUSIAMU
ayTOMMMYHHOTO TernaTuTa B 1e0ioTe 3a001eBaHus.

Knunnyeckuii cayyaii. /leBouka 13 et mocrynuia
noBtopHo 08.20191. B OTHEleHUE TracTPOIHTEPOJIOTUU
VHUBEpPCUTETCKON JETCKON KIMHWYECKON OOJIbHUIIBI
(YAKDB) ®TAOY BO Ilepsbiit MITMY um. .M. Ceue-
HOBa C XajobaMM Ha SIM30IMYECKUEe HOIOIINe 60NN
B OMUTACTpaIbHON 00J1acTH O€3 CBS3U C TIPUEMOM TTUIIIH,
60/ B KOJIEHHBIX U TOJIEHOCTOITHBIX CyCTaBaX HETOCTO-
STHHOTO XapaKTepa, yTOMJISIEMOCTb, U3BMEHEHUSI HOTTEBOM
mactuHbl 11 magbia mpaBoi KMCTH, paciipoCcTpaHEHHOe
M3MEHeHMe MUTMeHTaluu Koxu. PebeHok HaOmonaeTcs
B oTaeeHuM ractposnTeposiorun YAKD ¢ 7 nert.

Anamues xcusnu. JleBouka OT TpeTbeil (pusuro-
JIOTUYECKON OepeMEeHHOCTH, POIbl CaMOCTOSTEIbHBIE
Ha 40-i1 Hemenme. Macca Ttenma mpu poxaeHum 4580 T,
JumHa 58 cM. PaHHee ICMXOMOTOpHOE pa3BUTHE TTO BO3-
pacty. B meprone HOBOPOXIEHHOCTH W B paHHEM BO3-
pacte He Oonena. I[lepeHeceHHBIe aeTCKHe WHOHEK-
uu: BeTpsiHas ocrna B 2016 . Bakuuuauust mposeaeHa
COTJIaCHO HAIMOHAJLHOMY KaJleHAapio 0 pa3BUTHUSA
OCHOBHOTO 3aboJieBaHUs, 0e3 peakuuii. JImacKUHTECT
Bcerma oTpuIaTeNbHbINA. HacneacTBeHHOCTD TIO 3a0071e-
BaHUSIM XeJTyTOUYHO-KHUIIIEUHOTO TPAaKTa He OTSTOIICHA.

Anamues 3abonesanus (puc. 1). Hauano 3aboneBaHust
¢ 08.2012 1. (5 net) ¢ anu30n0B (heOPUILHOMN JINXOPAIKH,
COMNPOBOXIABIICIACS  PacIpOCTpaHEHHBIMU — TIITHUCTO-
MaryJie3HbIMU BBICHITIAHUSIMUA, apTPANTHSIMU, JIETYYUMU
apTpUTaMHU MeX(haJlaHTOBBIX CYCTaBOB KHUCTEM M KOJICH-
HBIX CYCTABOB, HOIOIIMX OOjell B JXMBOTE B TapayMOu-
JIMKAJTbHOM 0071aCcTH, SIBJIEHWIA TermaTWTa — yMepeHHast
TermaToMerajusl I0 JaHHBIM YJIBTPa3BYKOBOTO 00C/IEN0-
BaHMSI, CUHIPOM IIUTOJIM3a — TIOBBIIIEHNE aKTUBHOCTU
acrapraramuHoTpaHchepsl (AcAT) no 104 en/n, ana-
HuHamuHoTpachepassl (AnAT) mo 128 en/n, C-peak-
TUBHBIN Oenok +++. HeomHoKpaTHO TOCTIMTAIM3UPO-
BaHa TI0O MECTY JKUTEIbhCTBA (IeTCKOe WHMOEKIMOHHOE
otnenenne . Cmonencka B 08.2012; kapamoiormyeckoe
otneneane OI'BY3 «JleTckoil KIMHWYECKO OOJBHULILI»
. CmoneHncka B 10—12.2012) s ycTtaHOBIEHUST Aua-
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KJINMHUYECKUE CJ1YHAU
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Puc. 1. JuHaMHKAa OCHOBHBIX KJIMHHYECKHX CHHIPOMOB 3200/1€BAHMU.

Fig. 1. Graph of dynamic changes in clinical disease syndromes.

XKCK — XpoHn4ecKHii KOKHO-CIM3UCTbIi Kanauao3; I1p — npexunsonon; Aza — asaruonpun; Mtx — metorpekcat; ACT — acnap-
TaramuHoTpancdepasa; AJIT — ananmnamunorpancdepasa; FOMA — roBennibHblii nanonarmdeckuii aprput; AIIC — 1 —ayToum-
MYHHBIii OJTMIIAHAYISAPHbIA cuHApoM-1; DBB — Dnmreitna-bapp supyc MII; Ilc — mynbc-Tepanus MeTuimpeaau3ononoM; ABT —
anTubakrepuasbnas tepanusi; HIIBIT — nectepounnsie nporusoBocnanuTelbHbie npenaparbl; YIKb — yauBepcuteTckas nerckas
Kinnnyeckas 0oabHuna (CeuenoBckuii Yausepeurert); DHII — annokpunosioruueckuii Hayunblii nentp (HMUILL snnokpuHoorum).

rHo3a. [lpu obciaenoBaHuM o0Opalliago BHUMaHUE Clie-
nytoiee: COD 33—41 mMm/4, remorioouH 109 r/n, AcAT
117 en/n, AnAT 146 en/nm, ANA oTpuuaTeNbHble, anti-
LKM 5 ME/mMn (Hopma). UckiioyeHO TeueHHe Hepcu-
Huosza, ximamummosa (PIITA), Tokcorutazmoza (MDA),
OOHapyXeHbl aHTUTeNlla K BUpycy OJmiureiiHa—bapp
(OBbB): IgG-EBNA >500 en/mi, 1mMTOMeraJoBUpPYCHOM
(IMB) undexumu IgG 95,6 en/mi. YcTaHOBIEH KIMHU-
YEeCKUI MUATHO3: I0BEHWJIbHBIM MIANONATUYECKUI apTpUT
(KOHA), cucremHast (popma (ayieprocenTuIecKuii Bapu-
anr), aktuBHocTh III crernenu, DBB-renatut, ymepeH-
Hoit aktTuBHOCTU. Teparust Bkmovana ['KC (Metunmnpen-
HU30JIOH B BUIE MYyJIbC-TepaAIiiu B 103€ 5 MT/KT, Ha Kypc 3
WHBEKIIMM), METOTPEKCAT 5 MI/He MHBEKIIMOHHO, HeCTe-
POMIHEIE TTIPOTUBOBOCITIAIUTENIbHEIE TIperapaThl, aHTHOAK-
TepHabHBIE TIPeTapaThl, IperapaThl ypCcoae30KCUXOJIEBOM
KUCITOTHI.

ITpn MOBTOPHOI TOCTIUTANIM3ALIMU B KapAUOJOTHYE-
ckoe otaenenue B 03.2013 (6 neT) HabIIOMAIACH BBICOKAST
LIMTOJTUTUYECKAsT aKTUBHOCTb, TIPEBBINIAIONIAs HOPMY
nmout B 35 pa3 (AcAT 1178 en/n, AnAT 1273 en/n).
MertoTrpekcaT ObUI OTMEHEH, Ha3HaueH IMPeIHU30-
JIOH BHyTpuMmbIieyHo 30 mr, 4 MHBEKLUMU, 3aTEM Tep-
opasibHO B 03¢ 1 Mr/Kr (25 Mr/cyT) 10 2 Hef ¢ TToceny-
fotieit ormeHoi 1o 10 Mr, 3aTeM 1Mo 5 Mr MpeaHU30JI0Ha
B HEJENI0 — CO CHUXEHUEM LIMTOJTUTUIECKON aKTUB-
HOCTH, npeBbiatoiieit Hopmy B 10 pa3 (AnAT 394 en/n,
AcAT 393 en/nm). Ilocne oTmeHBbl Tipernapara BHOBb

HaOJIo1aI0Ch HapacTaHUE IIUTOJIUTUIECKOM aKTUBHOCTH
JI0 YPOBHS, TIpeBbIlIawoliero HopMmy B 33 pasza (AnAT
1172 en/n, AcAT 782 en/n). Bo3oOHOBIeHa Teparusi
npeaHusogoHoM 45 mr/cyt (1,5 mr/kr) — 1 mec, ¢ Mea-
JIECHHBIM CHUXEHMEM 10 5 Mr/cyT, Ha ¢oHe JeueHUs
Kk 02.2014: AcAT 75 en/n, AnAT 73 en/n, menouHast poc-
daraza 202 en/n, y-rayramuarpaHcnentuaasza 27 ea/n.

[Ipu TIepBOIf TOCTIUTANA3AIIUN B TaCTPOIHTEPOJIOTH -
yeckoe otaesenre YIKDbB B 05.2014 (B Bo3pacte 7 jieT) BO
BpeMsl 00CJIeIOBaHUS OTMeYanoch cieaylolee: KIMHU-
YeCKWI aHaJTN3 KPOBU Oe3 IMaTOJIOTUIECKUX U3MEHEHMH,
ANAT 103 en/n, AcAT 95 en/n, ANA 1:80, y-T100yaMHBI
23%, IgG 21,7 r/n. YcraHOBJIEH OUArHO3 ayTOMMMYH-
Horo renatuta 1-ro tuna (ANA-M0N0XUTENbHbII), yMe-
peHHoIl aKTWBHOCTU. [IpoBommiach KOMOWHWPOBAH-
Hasi WMMYHOCYIIPECCHBHAsI Tepamusi — TIPOIOJIKeH
TpUeM TIPETHU30JI0HA 5 MT/CYT, Ha3HaueH a3aTUOTIPUH
25 mr/cyT ¢ yBenuueHuem no3sl 10 50 mr/cyt (1,5 Mr/Kr)
U TIperapaT ypcoae30KCUX0JaeBOi KUCIOTh 250 Mr/cyT
(9 mr/kr). B TteyeHue 5 Mec oTMeueHa HOpPMaIU3aLIMS
ypoBHeit AcAT, AnAT.

ITpu noBropHoii rocniutanu3anuu B YIKbB 10.2014 1.
0OHapyXeHBbI TIPU3HAKW TPUOKOBOTO TTOPAKCHUS CIIU-
3UCTON OOOJIOYKM TOJOCTH PTa, OHMXOMUKO3a Tajlb-
1IeB pyK. BriepBble OBUT TIPEIIONOXEH ayTOMMMYHHBIN
MOJIM3HIOKPUHHBIN CUHApPOM I-Tro Tuma. JleBouka Obuia
koHcyasTpoBaHa B DPI'BY «HMMIL sHIOKpHHOIO-
run» Mun3snpasa Poccuu. Ilpu oOcnenoBaHuM TaHHBIX,
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Sbnoxosa E.A. u coaem. AyTOMMMYHHBIH TEMATUT KaK MEPBOE MPOSIBICHNE ayTOMMMYHHOTO TOJMIHIOKPUHHOTO CHIPOMA |-T0 TUTIA Y IEBOYKH 5 JIET

MOATBEPKIAIOIINX SHIOKPUHHBIE HapylIeHUs], Hanbo-
Jiee TUMTMYHBIC JIJIs 9TOTO 3a00JieBaHMS (TUTIONapaTUpeo3
W TUTTOKOPTULIM3M), HE MOJYYeHO — YPOBHU KaIbILIUSI,
docdopa, agpeHokopTuKoTporiHOro ropmoHa (AKTT),
KOpPTU30Jla U peHUHa B Mpeneax pedepeHCHbIX 3Haye-
HUit. OgHAKO MO JAHHBIM TeHETUYECKOTO UCCIIeTOBAHUS
JIUAarHO3 ayTOUMMYHHOTO MOJUAHIOKPUHHOTO CUHAPOMA
1-To TuMa GBI MOATBEPKAEH. BHISIBIIEHBI MyTalluy TeHa
AIRE B KOMIIayHII-T€TEPO3UTOTHOM COCTOSIHMU: HOH-
ceHc-myTtauuu R257* u p.Q94*.

ITpu ummyHOOTMUECKOM 00OCIeT0BaHUU ObUT OOHA-
PYXEH BBICOKMIT MHAEKC HelTpanusytouux anti-IFN-
o,0. OnpeneneH MOJOXUTEIbHbIA WMHAEKC ayTOAHTU-
tea Kk AADC. YpoBeHb ayToaHTUTEN K 21-ruapokcuiaze
(QaHTUTeHY HaIlOYeYHUKOB) ObLI HM3KWUM, KJIMHUYE-
CKUe TIPOSIBIEHUST HAAITOYEYHUKOBOW HEIOCTATOUHOCTU
OTCYTCTBOBAJIU.

Ha ¢doHe npoTuBOrprOKOBOI Tepanmuu KymnupoBa-
Juch U Oosee roga He OECTIOKOWJIW SIBIEHUSI OHUXO-
MMKO3a, KaHJAuA03a CIM3UCThIX obosouek. basucHas

Tepanusi ayTOMMMYHHOTO TeraTuTa IpoJIoJiKalach
B MpPEXHEM 00beMe: TIPETHU30JIOH 5 MT'/CyT, a3aTUONPUH
50 mMr/cyT.

IToBTOpHO pedeHok rocrutanuzupoBaicsa B YIKb
¢ vactoroii 1—2 paza B roa. [penbsaBasiiuch 3MM3011-
YecKue Xajo0bl Ha C1aboCTh, YTOMIISIEMOCTh, HOIOIINE
0o B BMUTacTpajibHON 00JaCTU M TpPaBOM Moapede-
pbe, OTMEYAJIUCh SBICHUS OHMXOMMKO3a TaJlblIeB PYK,
1O TaHHBIM JIa0OPAaTOPHBIX MCCIIEI0BaHUI — 0e3 maTo-
Jlornueckux uaMeHeHuii. [1pu obciaemoanuu B 11.2016
(Bozpact 10 net): Tutp ANA 1:80, Mo maHHbIM (HUOPO-
9JIaCTOMETPUM TeYeHU BbIsIBIeH ¢Guopo3 | crereHu.
Koppekuust 1036l 6a3MCHOM Tepamuu He TTPOBOIMIIACS,
Ha3HAyYaJMCh TIOBTOPHBIE KYPChl TMPOTUBOTPUOKOBOIA
Tepanuu (GpykoHa3oJoM (BHYTPb), HATAMUIIMHOM, aMO-
poJiuHOM (MECTHO).

B 04.2017 r. (10,5 rona), uepe3 HeJeIo Mocie epeHe-
CEHHOI1 BETPSIHOM OCIbI OTMeYascst 3nu30.1 (peOpribHOM
JINXOpAJIKU B TeueHue 3 THel, 6oeil B KOJEHHBIX M TOJle-
HOCTOITHBIX CyCTaBax, HOIOIINX 00JIeil B 3MUTaCTPaTbHOM
00J1acTV U TIpaBOM IToApeOepbe 0e3 CBSI3M C MPUEMOM
. focnutann3npoBaHa Mo MecTy XuTeabcTBa (CMO-
JIeHCKasi o0JlacTHasl JeTcKasl KJIMHWYecKasi OOJIbHUIIA).
IIpu obGcnemoBaHMU: B OOIIEeM aHaIM3e KPOBU YBEIU-
yeHne COD no 42 MM/4, BBICOKMI OMOXUMUYECKUIA
cuaapom uuronusa — AcAT 566 en/n, AnAT 469 en/n,
neiikouutypusi 1o 120 B 11/3p., ciieapl Oejaka B 00IeM
aHanu3e Mouu. [leBouka rmoJjydyana npeaHu3ooH 30 mr
(1 Mr/kr) B TeueHue 2 Hell, 3aTeM PEKOMEHJOBaHbI CHU-
JKeHMeE JI03bI 110 5 MT B HelleJ1to 10 15 Mr/cyT, a3aTMOnpuH
25 wMr/cyt, mpemnapaTr ypCOAE30KCHXOJIEBOW KMCIOTHI
500 mr/cyt (15 Mr/Kr), MTHTMOUTOpP TIPOTOHHOM TOMIIBI
a3oMernpasoi 20 Mr — 8 Hexm, aHTUOAKTepuaabHas Tepa-
nus (ueduxkcum 7 nHeit). Ha ¢oHe Tepanuu uyepes 2 Hen
npeobiBaHus B ctauunoHape AcAT u AnAT crabununsu-
poBanuch B mpenesax Hopmbl, COD 8§—15 MM/4, aHanu3
MouM 0e3 maToJormdecknx n3mMeHenuii. [lom mabopartop-

HBIM KOHTposieM K 06.2017 . mo3a MpeaHn300Ha CHU-
JKeHa 10 15 Mr/cyT, a3aTMOTIpUH 25 MT/CYT, YPCOIe30KCH -
xoJieBast Kucjaora 500 Mr/cyT.

C 06.2017 (12 nmet) y pebeHKa OTMEUYEHO TOSIBJICHHE
MHOXECTBEHHBIX OYaroB BUTWJIUTO, Ha3HaYeHa MeCTHasI
tepamnus Takpoaumycom 0,1%. C 2018 . (13 neT) HabI0-
JAeTCsl PEUMANB OHMXOMUKO3a — T0JTydaia TTIOBTOPHBIE
KypChbl TIPOTMBOTPUOKOBOI Tepanuu. YpoBHU ANAT
u AcAT, kanbuus, dochopa, IgG, y-rnodynunos, AKTT,
KOPTHU30Jla U peHWHA COXPaHsINCh B TIpenenax pede-
PEHCHBIX 3HAUECHUA.

I1pu Hacrosmei rocnuTanu3aluu B Bo3pacte 13 yer
(08.2019 ) mpu ocMmoTpe oOpaillaeT BHUMAHKUE MOsIBIIe-
HUE MHOXECTBEHHBIX 0YaroB ACTTUTMEHTALUM — BUTHU-
JIUTO Ha KOXe JIMIA, HIKHUX KOHEYHOCTSX (Ha ThIIe
CTOT, KOJIEHSIX), €AMHMYHbIE — B JIOKTEBOM 0OJacTH,
Ha crinHe (puc. 2, 3). OTMeueH Mporpeccupyromnmit OHU-
xomuko3 Il manbua npasoit kuctu (puc. 4). I[Ipu ocmo-
Tpe TMOJOCTU PTa BBISIBIIEHAa TMIIOTUTIa3UsI 3yOHOI SMaJIH.
DyHKIMS cepala M JeTKUX He HapyineHa. JKUBOT yme-
pPEHHO B3/yT, OOJIe3HEHHBIN TPU MaJblallid B 3IHTa-
crpuu, 30He [Hloddapa, a Takxke B Toukax Kepa u Kaua.
Kpait mmedyeHr BBICTYIaeT W3-TIOA Kpash pebepHOM Iyru
Ha | ¢M IO MpaBo CPeAHEKITIOUYNIHON TUHUU, POBHBIN,
MSITKODJIACTMUHBIN, celle3eHKa He manbiupyercsa. CTyi
U INYype3 He U3MEHEHBI.

JlaHHbIe JTAOOPATOPHBIX WCCIEIOBAaHWI: B 0OIIEM
aHaM3e KPOBU M MOYM 0e3 MaTOJOTMYECKUX U3MeHe-
HUI; B AUMMYHOJIOTUYECKOM M OMOXMMUYECKOM aHaJIn3e
KpoBU — runepxojectepuremust (6,11 MMOJIb/7); ypOBHIA
MEIOYHON  hocaTasbl, y-TIIyTaMUITPAHCTICTITUIAZHI,
AcAT, AnAT, nokasarenu kanbuus, ¢docdopa, y-Tjio-
oynunoB, IgG, AKTT, kopTusona 1 peHUHA B mpenesax
pedepercHbix 3HaueHuit. ANA 1:40. AyroaHTuTena
K 21-rugpokcuiase UCCAeAOBAINCH TPYKIBI C pa3HULICH
B 1—2 roga 3a mepuoj HaOIIOACHUSI, 1 OHU OCTaBaJuCh
HUXXe TTOPOTOBOTO YPOBHSI.

ITpu 330aroracTpoayoneHOCKONUU BbISIBJIEH KaH-
NUI03 MUIeBoaa (puc. 5), raCTpUT aHTPaJIbLHOTO OT/eNa,
Hp-HeratuBHbiil (ObICTpBIi ypeasHbiii TecT). [lo maH-
HBIM YJIBTPa3ByKOBOTO MCCIIEIOBaHUs OPraHOB OpIOII-
HOM TIOJIOCTM — 3XONMPU3HAKW HE3HAYUTETHHOTO YBe-
JIMYEHUST TIEUEHUW, DXOTEHHOCTh TMEeUeHW He M3MeHeHa,
MapeHX1uMa OJHOPOIHAS; YINIOTHEHNE CTEHOK XETIHOTO
My3bIPsi, CUMIITOM <«ILIABAIOIIMX XJOMbEB» B MPOCBETE
JKEJTYHOTO TTY3bIpst, AU GY3HbIE M3MEHEHUST TTOIKEITy-
JTOYHOM XKEJE3HbI.

COBOKYIMTHOCTh JaHHBIX aHaMHe3a, JIabopaTOPHOTO
¥ WHCTPYMEHTAJILHOTO 00CIeIOBaHUST TTO3BOJIIET cop-
MYJIUPOBATh OKOHYATETbHBIN KITMHUUECKUIA TNarHO3.

OCHOBHOW: ayTOUMMYHHBI  TTOJUIHIOKPUHHBIN
cuHapoM l-ro Tuna (Myrauuu reHa AIRE B KOMIayH[I-
reTepo3uroTHoM coctositHuu: R257* u p.Q94*): xpoHu-
YeCKUI KOXKHO-CITU3UCTBIN KaHAWI03 (peluanuBUPYIO-
A OHUXOMWKO3, KAHIUAO3HBIN 330(harut, CTOMAaTHT);
ayTOMMMYHHBIN TeTaThT, HU3KOM aKTUBHOCTH; BUTHIIUTO
cerMeHTapHoe; TUTOTIIa3usl 3yOHOI SMaIH.
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ConyTCTBYIOIINI AWATHO3: XPOHWUYECKUI TaCTPUT
aHTpaJibHbIN, Hp-He accoumupoBaHHBIN, 00OCTpe-
Hue. JAuchyHKiys OuamapHOro TpakTa ¢ OWJIMApHBIM
cajKeM.

PexomennoBaHo: npenHu3osioH 13,75 Mr/cyT co cHU-
>KeHrueM m03bl (1o 1,25 Mr mpeaHu3o0JioHa B HENeso)
1o 10 Mr/cyT; a3aTMONPUH 25 MT/CYT MOCTOSIHHO, Mperna-
paThl yPCOIE30KCUXO0JIEBOI KUCTOTHI 0,5/CYT IITUTENTBHO,
¢nykonazos, 150 Mr BHYTpb Ha 5 Hejl, Ha HOTTEBYIO TUIa-
CTUHY alMUIMKalWKU: HaTaMuuuH 2%, amopoidun 5% —
JI0 MCYE3HOBEHUST MOPaXKeHHBIX YYaCTKOB HOTTS; KaJIUs
M MarHMsl acraparnHaT, KapOoHaT KaJblUs, MHKPO-
KaTlCyJIMPOBaHHbBIM TIAHKpeaTUH, alioMuHusA ¢ocdar;
Ha oyard BUTWINWTO amrummkKamuu: takpoiaumyc 0,1%.
st mpoUIAKTUKA  XPOHUYECKOTO  KOXHO-CIIM3U-
CTOTO KaHIWI03a PEKOMEHIOBAaHbBI Kypchl (priyKoHa3o0ma
150 mr/cyT 7 nHeit 2—3 pasa B Toj.

0OO6cyxaeHue

B omnucaHHOM KIMHWYECKOM HaOMIOACHUU TIep-
BbIMU CUMMTOMaMM 3a00jieBaHUs y peOeHKa 5 jieT ObLIn
SMU301bl JUXOPAJKU, apTPUThl W apTpaJirTMd B CycTa-
BaX KOHEYHOCTEMH, TSITHUCTO-TAMyJIe3Hble BBICHITAHUSI.
ITo cOBOKYMHOCTM KJIMHMYECKUX TIPOSIBJIEHUI TIOC/e
UCKJIIOUeHUSI MH(EKIIMOHHON MPUYUHBI OB YCTAHOB-
JIeH 1uarHo3 cucteMHoit (popmbel FOUA, HavyaTa Tepanust

Puc. 2. Butmiuro Koxu Juna W med (YeTKas JIMHHSA
JEeNUTMEHTAINH KOXKH).

Fig. 2. Vitiligo of the face and neck skin (the line between the
depigmented and pigmented zones).

KJINMHUYECKUE CJ1YHAU

HECTEPOUIHBIMU TTPOTUBOBOCTAIUTETLHBIMU TIperapa-
TaMM, aHTHOAKTepuabHasl Tepalus, a B TOCIeAyIOIeM
nynbc-tepanust ['KC, meToTpekcatom.

CJIOXHOCTB TTEPBUYHOTO TUATHO3a B TaHHOM HaOJTIO-
JIEHUW OTpeesisyiach TOJUMOPMOU3MOM TTEPBBIX KIMHU-
YeCKUX CUMITTOMOB CHCTEMHOTO 3a00JIeBaHUST, BO MHOTOM
umetotiero macky FOMA. CrnenyeT oTMETUTh, YTO apTp-
anrun O6ecriokosIT moutu 80% TalMeHTOB B JeOi0Te
ayrouMMyHHoro remarurta [1, 3, 7] BHe 3aBHCUMOCTHU
oT ero akTuBHOCTU. CodYeTaHUe JIMXOPAIKU, apTpaj-
TMU W KOJIBLIEBUIHOW 3PUTEMBI OINMMCAHO KakK TepBOe
MPOSIBJIEHNE ayTOMMMYHHOTO MOJUHIOKPUHHOTO CHH-
npoma 1-ro TMma y AeTei Miamaiiero Bo3pacta B 15% ciy-
yaeB, naxe 0e3 mposiBiieHunit renatura [ 10, 12].

OnHakKo BBICOKUI TIEPCUCTUPYIOIINI LIMTOINU3 10 35
BEpXHUX TpaHWUI] HOPMBI 1o ypoBHIO AJIT mocmyxkut
OCHOBaHUWEM U OOCIeIOBaHWS pebeHKa B TacTpo-
9HTEPOJIOTMYECKOM oOTnejeHun, auarHod KOUA Obur
TTOCTaBJICH TIOA COMHEHUWE, TIPEATIONOXEeH W TTONTBEp-
KIeH JOWarHo3 ayTOMMMYHHOTO TermaTtuta [-To Twma
(ANA-nonoxurenpbHoro). Turp ANA nocturan 1:80
0 Havyajla WMMYHOCYIIpeCCUBHOM Teparmu. CorjaacHo
YIPOIIEHHBIM AuarHoctuueckum kputepusim IATHG [2]
CYMMAapHBII TTOKa3aTesib 10 JICUYCHUS B TaHHOM CITydae
COCTaBUJ 7 OAJIJIOB — «BEPOSITHBII ayTOMMMYHHBII remna-
TUT». Y TAIMEeHTKU B MOMEHT ITOCTAaHOBKW JWarHo3a

Puc. 3. BATHINIO KOXKH CTOI.
Fig. 3. Vitiligo of the feet skin.

Puc. 4. Onuxomuko3 Il manbia npaBoii KUCTH.
Fig. 4. Onychomycosis II finger of the right hand.

Puc. 5. Kanununo3s ciusucroii mumesoaa (DIIIC).
Fig. 5. Esophageal mucosa candidiasis (upper GI tract endoscopy).
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Sbnoxosa E.A. u coaem. AyTOMMMYHHBIH TEMATUT KaK MEPBOE MPOSIBICHNE ayTOMMMYHHOTO TOJMIHIOKPUHHOTO CHIPOMA |-T0 TUTIA Y IEBOYKH 5 JIET

oTMeyvascsl oJoXuTebHbI 3ddekT oT Tepanuu ['KC,
HO PEXUMBI UX TTPUMEHEHUST OTINYAINCh OT PEKOMEH-
JIOBAaHHBIX TIpU JIEYEHWH ayTOMMMYHHOTO TeraTuTa,
ypoBeHb AJTAT u AcAT He 1oCTUT HOPMBI U BHOBB TTOBbI-
mascs 10 ucxogHoro nocie otmeHbsl ['KC.

IlepBbie MpoOsIBIEHUST XPOHMUYECKOTO KOXHO-CJIH-
3UCTOT0 KaHAWAO3a Y TALWEHTKU C ayTOMMMYHHBIM
rernaTuToM OOYCJIOBWIM HEOOXOAMMOCTh KOHCYJIbTAllMU
SHIOKPUHOJIOTA [UIS1 UCKJTIOUEHUST Qy TOUMMYHHOTO TOJTU-
9HIOKPUHHOTO cuHApoma 1-ro tuma. CrieayeT OTMETHUTb,
yTo cpenu 138 maneHToB ¢ 3TUM 3a00JieBaHUEM, HAOTIO-
JaBmuxcst B ITHCTUTYTe SHIOKPUHOIOTUM DHAOKPUHO-
JIOTMYECKOTO HAydyHOTO 1LIeHTpa, B 67% cilydaeB TMepBBIM
MposiBIeHUEM 3a00sieBaHUsI ObUT HEHIOKPUHHBINA KOM-
TTOHEHT: 6ojiee ueM Y 50% — XpOHMUECKUI KOKHO-CITU3H-
CTBIN KaHIUA03, Y 2% — ayrTouMMYHHBII reniatut [10].

VY npencraBieHHON OONBHOW HaWAEHbI MyTallUU
reHa A/RE B KOMMayHA-reTepO3UTrOTHOM COCTOSIHUM —
MU3BECTHasi HOHCeHC-MyTalusi R257* u HOHceHc-MyTa-
s p.Q94*, He omucaHHas paHee Yy JIPYrux TaiueH-
ToB [10]. Mytanms p.R257* (c.769C>T) cuuraercs
camoit gacroit myrarueit reHa AIRE (mo 76% Hab6mone-
Huii [10]) st poccuiickoit MOMysIIUK, a TaKXKe TUTTUY-
HOI 111 (PMHCKOM, TTOJIbCKOM M CJIIOBEHCKOUW KOTOPTHI
nauueHToB [9—11, 13].

[Tpu uMMyHOJIOTMYECKOM 00C/IeIOBaHUM OOHAPYKEeH
BBICOKMIT WHIeKc HehTpanusytommx anti-IFN-o,0 —
JNIMAarHOCTUYECKUX MapKepoB ayTOMMMYHHOTO IIOJIv-
9HAOKPUHHOTO CUHApOMa |-TO THMA, YTO MOATBEPAUIO
nuarHos [14]. OnpenesieH MoaoXUTETbHBI MHAEKC ayTO-
anturen Kk AADC. Dty ayroaHTuTeNa ObUIM BbISIBICHBI
BIIEpPBbIE B €BPOINEMCKOM MCCJEIOBAHUM Y TAllMEHTOB
C ayTOMMMYHHBIM TIOJIM3HAOKPUHHBIM  CUHIPOMOM
1-ro tTuma u renatutom [15].

JleBouka monyvaeTr jgedeHue ['KC (mpemHu30J0H),
YTO MOXET «MacCKMUpPOBaTh» CUMIITOMBI HaAITOYEUYHNKO-
BOIl HEJIOCTATOYHOCTH, YACTUYHO 3amellasl HelocTaro-
Kt KopTu3oJ. B TakoMm cityyae ocoboe 3HaueHue mpu-
JTAeTCsl UCCIIEIOBAHUIO ayTOAHTUTEN K 21-runpokcuiase,
KOTOpbI€ JOTOJHUTEIbHO CBUIETEIbCTBYIOT 00 ayTo-
WMMYHHOM arpecCUy TPOTHUB HAATIOYETHUKOB U PUCKE €
pasButus. B tTaHHOM HaOJII0I€HUU YPOBEHDb ayTOAHTUTEN
Ha MPOTSKEHUN Tlepuoja HabMI0AeHUs OCTaBaJICs HUXeE
IMOPOTOBOTO 3HAUEHUsI, TaKKe OTCYTCTBOBAIW KIMHM-
YecKue TPOSIBICHUsS MaHU(ECTHON HaAMOYeUHUKOBOM
HEJOCTaTOYHOCTU. TeM He MeHee MallMeHThl C ayTo-
WMMYHHBIM TIOJIM9HAOKPUHHBIM CUHAPOMOM 1-TO THITa
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