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AKTyaJIbHOCTh

CestekTUBHBII 1eUIUT UMMYHOTIO0YIMHA A OT-
HOCUTCS K CAMBIM 9aCThIM TIEPBUYHBIM UMMYHO/Ieh-
iutaM. Ero pacripoctpaHeHHOCTb B MUPE 3aBUCUT OT
THUYECKOTO MTPOUCXOKIEHUS U B CPEeTHEM COCTaB-
aget 1 cayyait Ha 700 yenosex [1, 2]. Knuanueckas
KapTUHA CEJIEKTUBHOTO Je(bUIIUTa UMMYHOTJIO0Y M-
Ha A reTeporerHa — 0T HECCUMITTOMHBIX JI0 TSKEJIBIX
MpOsIBIEHNH. BoIziessioT HeCKOIbKO (PeHOTHUIIOB 3a-
6osieBaHust: OECCMMIITOMHBIN, JIETKIE HH(MEKIIUH JIbl-
XaTeJbHBIX MTyTeH 1 JKeJTyI0UHO-KUTIIEYHOTO TPAKTa,
TsKeJsible MHMEKINY, aJllepruiecke U ay TOMMMYH-
Hble 3a00s1eBanust, omyxosu [1-3].

Hean: mpeacTaBUTh peKUil ciaydail MEHUHTO3H-
nedamuTa y MaJbunKa ¢ CEJIEKTUBHBIM 1ePUITUTOM
[gA (SIgAD) u BposkieHHOM AMCTINIa3uel KOPbI HAJI-
noueunnkos (B/IKH).

Manbunk, 9 ser. B ne6iote 3ab6oseBanug — 60Jb
B TOpJIe, puHopes, poTa. Yepes JIBoe CYTOK — JINXO-
pajika, MHOTOKpaTHast pBOTA, CYZIOPOTH, COTIOP, B TIO-
caemyrorneM — KoMa. [ocnurasnsnpoBaH B peaHuMa-
IMOHHOE OT/IeJIeHNe IeTCKOU KpaeBOW KIMHUYECKON
60sbHMIIBI T. CTaBPOIIOJIS.

Pebenok ot 2-ii 6epeMeHHOCTH, POKIeH Ha 35-i
HeJleJie TeCTalluu ¢ OTeHKOoN 1o 1rkane Anrap 8—9
6asmoB. C mepBbIx aHel xusnn — npusHaku B/IKH.
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B 10 mecsames ycraHoBieHa jenenus B 3-M 9K30-
He TeHa, Kogupyoliero ¢hepmenT 21-ruporcuiasa
(CYP21A2). BeisaBnennast MyTaius acCOIMUPOBaHA
¢ TsKeNIoN cosbrepsonieil popMoil 3a060/1eBaHK.
B pannem u fonkoabHOM BodpacTte — yacteie OPBU,
pPenUIUBUPYIOIINNA CTOMATUT, 3HTepoKkosuT. B 2017
rojly BepuUIUPOBAH MEPBUYHBIN UMMYHOIePUITAT
¢ HapyIIeHueM antTuteroo6pasoBanust: SIgAD.

[Tpu nocTymrennu cocrosinue Tsoresnoe. JImxopa-
Ka, CyZIopoTH, KoMa 1-ii cTernen, s THUCTO-TTaITyJIe3-
Has CBITIb HA TYJOBUIIE, KOHEYHOCTSX, TPU3HAKH JTbI-
XaTeJbHON HeJ0CTaTOYHOCTH, moTpebosasinne VBJI
B TeueHue 7 JIHeH, 9HTEPOKOJIUT, 0UaroBasi CUMIITO-
MaTuKa (aHU30KOPUS, TEBOCTOPOHHUI TeMUTIApE3).

Ha pentrenorpacduu jserkux npusHaku JABYCTO-
pOHHEN MMoJIcerMeHTapHOM THEBMOHUH C TOPaKeHU-
eM 1IpaBoro Jierkoro 10 50—60 %. [To ganubiM MarHu-
TOPE30HAHCHOW TOMOTpagu¥ MPU3HAKKU BUPYCHOTO
sriedanmnra. B obiem aHanuse KpoBU JIEHKOIUTO3
no 38%109/x1, neiitpodpunes no 90 %, ymepentoe
yBennuenne CPDB, HopMmanbHbIe MMokasatesan mpo-
KaJblIIMTOHUHA. JIMKBOP NPO3payuHblii, HU3KUI Heil-
TPOPUIBHBIN TIJICOTINTO3, YBETNIeHNe MaKpO(haros,
TJTIOKO3bI, XJIOPUI0B. bakTepuaibHbIil ToceB OTpuIla-
teabubiil. JHK BIIT, IIMB, BOB — He o6Hapy KeHbl.
[TIIP Covid-19 — otp. PebeHok mosydan mpoTuBO-
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BUPYCHbIE, aHTHOAKTePUAIbHBIE, IETHIPATUPYIOTITIE
Ipernaparhbl, BHyTPUBEHHbBII HMMYHOTJIOOYJIMH, TJIIO-
KoKopTukouibl. CocTogHre HOPMAIN30BaI0Ch. Of1-
HaKo copMUpPOBaach CTPYKTypHas (okaabHaAS
SIUJIEIICHs], TOTpeboBaBIIAs TEPallun ABYMsI MHO-
pesakcaHTaMy — JieBeTHPAIeTaMOM M BaJIbITPOEBOIA
KHCJIOTOM.

O6cyskaenne

B mpencraBsieHHOM KJIWHWYECKOM CJIydae y pe-
OeHKa /[Ba TEHETUYECKU OOYCJOBJIEHHBIX 3a60Je-
BaHus. Bo3nukaer Bormpoc, CyniecTByeT iU MEKIY
HUMU CBsI3b? V3BecTHO, 4TO TeH 21-Tuapokcuiasa
HaXOUTCS Ha 6-11 XpOMOCOME B HETIOCPEACTBEHHOM
6smzoctu ot okycoB HLA-B u DR [4]. 13BecTHbI
aJIJIeJIH BBICOKOTO PHCKA Pa3BUTHUST 3a00JIeBAaHUS —
HLA-B14, HLA-DR3 [4, 5]. CenextuBHbIil nedu-
UT UMMYHOIJIOOy/IMHa A — moJiMreHHoe 3aboJie-
BaHue. BUHOBHBIMU MOTYT OBbITh MyTallMK B T€HAX,
yuacTtBytomux B iuddeperinposke B-mmmbonnTos,
cunTe3upyionux IgA, a takxe eeKTbl MUTOKUHOB,
KOHTPOJIUPYIOIUX aHTuTeI006pasosanue |1, 6]. ITo
pesyJbraTaM CeKBeHUPOBaHUS (TTaHETb «<AMMYHOJIO-
rudeckasi» ), Bbinosinennoro 8 OI'bY HMUIL ITON
uM. [Im. PoraueBa, pacripocTpaHeHHbBIX My TN CUT-
HAJIBHBIX MOJIEKYJ 1 inddepertiupoBku B-mumdo-
IUTOB Y MaJIbuMKa He YCTAaHOBJIEHO.
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C 70-X ro10B TIPOIIIOTO BeKA N3BECTHBI aCCOIMA-
mu SIgAD c aaturenamu HLA [1, 6, 7]. Okazanocs,
yto nBa anturena HLA-B14, HLA-DR3 conpsixens
OJTHOBPEMEHHO KaK C BPOKIAEHHON TUTepIIaznei
KOPbI HA/IMOYEUHUKOB, Tak 1 ¢ SIgAD.

[ToueMy pa3BuJICSI MEHUHTO9HITE(DATUT ¢ HeGIaro-
npusiTHbIM ucxogoM? Ilpenpacnonararomumu gak-
TOPaMHU MOTJIM CTaTh: HAIUYKE 2 TEHETHYECKH 00Y-
CJIOBJIEHHBIX 3a00JI€BaHUI; IJTATEIbHBII, BEPOSITHO,
He BceTaa (PU3n0JOTUIECKUil PEeKUM BBEJICHUST TTH0-
KokopTukou10B. Otcyrersue [gA 1 KoMMeHCcaIbHON
(hstopBI, BEPOSITHO, CITOCOOCTBOBAJIO a/[T€3UN BUPYCA,
nedeKTy ero KOHTPOJISI U MTPOTPECCUPOBAHIIO 3200-
JIeBaHUs.

3akmoueHue

Takum 00pa3oM, TeHbI TPEAPACIIOTOKEHHOCTH
K BPOK/IEHHON JMCIJIa3UN HAATIOYEYHUKOB U CeJIeK-
TuBHOMY AeutinTy IgA HAXOASATCA B COCETHUX JIO-
KyCax XpPOMOCOMBI, 4YTO CBU/IETEIBCTBYET O BO3MOK-
HOM TeHEeTUYECKON B3aUMOCBSI3H [BYX 3a00JIeBaHUI.
ATunmaHOE TeyeHWe IHTEPOBUPYCHON MHGEKINN
y 6ospHOTO ¢ SIgAD 00ycioBIeHO Teparueil TJIio-
KOKOPTUKOM/IAMH, HapyIieHueM Oapbepa CJM3UCTBIX
060s104eK 1 TpoduIIsT KOMMeHcaIbHOI (uropbl. He-
00XOIMMBI TAJIbHENTITNE UCCIETOBAHUST JIJIST YTOUHE-
nus B3aumocsa3u B/JIKH u SIgAD.
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