KuweuHbIU KaMy(bI\FI)K: KaK I'IGpBM'-IHbIﬁ MMMyHOAe(bMI.IMT MOXeT
CKpbIBaTbCA NOA MacCKOU A3BEHHOro KOAUTA

CranHuK AAMHa AnekceeBHal, LibiranoBa Onbra UBaHoBHal, UsoTtoBa Hatanba AneKcaHApPOBHa?

HayuHble pykoBoauTeAM: A.M.H., AOLEHT, podeccop Cypkos AHaper Hukonaesnul 2, datyaaes Caaur Tanex Orabl2
1 POCCUICKMIA HALMOHAAbHbBI UCCAEAOBATEABCKUI MEAULIMHCKUI YHUBEPCUTET MM. H.M. Muporosa (M1poroscKuii

YHuBepcuteT), MockBa, Poccuiickaa depepaums

2 HWU neanatpumn 1 oxpaHbl 350p0BbA AeTeit HKL, Ne2 ®TEHY «PHLIX nm. akaa. 5.B. Metposckoro», Mocksa, Poccuiickas

depepaumsa

Intestinal Camouflage: How Primary Immunodeficiency Can Hide Under

the Mask of Ulcerative Colitis
Alina A. Stadnik, Olga I. Tsyganova, Nataliya A. Izotova

Pirogov Russian National Research Medical University, Moscow, Russian Federation
Pediatrics and Child Health Research Institute in Petrovsky National Research Centre of Surgery, Moscow, Russian Federation

AKTyanbHOCTb. [lepBuyHble MMMyHoAeduumTbl (MUA) —
HaCAeACTBEHHble 3ab0AeBaHUs, CBSiI3aHHble C HapylleHWEM
bYHKUMOHUPOBAHUS MMMYHHOM CUCTEMBI, BCAEACTBME Yero
MOBbILLIAETCA BOCMPUUMUMBOCTE K MHOEKUMAM M PUCK pas-
BUTUA ayTOMMMYHHbIX W ayTOBOCMAAMTEAbHbIX MPOLECCOB.
Y peTelt NposiBAEHUSI pa3HOOOpasHbl: OT YacCTbIX TSHKEAbIX
MHOEKLMI A0 NpeobrapaHus deHoTUna MMMYHHOW AMcpery-
Aumn. Ocobble TPYAHOCTM BO3HMKatOT, koraa MUA nmutnpyet
BOCNaAuTeAbHble 3aboAeBaHus kuwedHuka (B3K), Hanpumep
A3BEHHbIN KOAMT (FK). 3anopo3putb MUA no3BoaseT naoxon
OTBET Ha CTAHAQPTHYIO MAM YCUAEHHYIO Tepanuto B3K. Owmnbku
B TAKTUKE AEYEHWA BEAYT K OCAOXKHEHUSAM U YXYALLAIOT MPOrHO3,
yto Tpebyet obazaTenbHOro uckatoueHus NMUA y aeten ¢ B3K-
NOAOBHBIMW COCTOAHUAMM.

Lenb uccnepoBaHuA. [PeACTaBUTb KAMHUYECKUIA CAyYal
nauneHTkn ¢ MUA — XpOHUUYECKOW rpaHyAeMaTo3HOM BOAE3HbIO
(XTB), npoTekaBLUen Noa Mackon AK.

MauueHTbl U MeToAbl. 3a60AeBaHME y NaLMEHTKH P. pebto-
TMPOBaNO B 6 AET C PasBUTUA TEMOKOAUTA Ha GOHE AMXOPaAKMU.
Mo mMecTy XWTeAbCTBA AMArHOCTMPOBAH MHAEKLMOHHbIN 3HTe-
POKOAUT, NMPOBeAeHa aHTUbaKTepuanbHaa Tepanus ¢ KPaTko-
BPEMEHHbIM 3ddekToM. B 6 AeT 2 mMeC MOBTOPHO rOCMNUTaAKU-
3MpoBaHa C COXPaHSIOWENCA CUMNTOMATUKOM. o AaHHbIM
konoHOckonuKu (KC) anarHoCTMpoBaH ToTaAbHbIM FK, Ha3Haue-
Hbl Npenapat 5-aMUHOCAAMLMAOBOIN KUCAOTbI U CUCTEMHbIE TALO-
KokopTnkouAbl (I'K), opAHaKO coxpaHsinacb BbICOKAA aKTMBHOCTb
3aboneBaHuA. B TeueHne 1,5 AeT OTMEYaAAOCb HEMPEPbLIBHO-
peuvanBupytoee TeyeHme AK € yacTbiMM CPEAHETSXKEABIMU
U TAXKEAbIMU aTakaMu. NabopaTopHO-MHCTPYMEHTAAbHbIE UCCAE-
AOBaHUA He MPOTUMBOPEYUMAM AMarHosy FK: rematorormyeckue
rnoKasaTeAu OTpaXaAu BOCMAAEHWE W XeAe30AedUUMT, npu
KC — AeBOCTOPOHHEE NOpaxeHue TOACTOM KULLIKK. [IpoBOAMAACH
3TanHas MMMYHOCYNpPeCcCHMBHanA Tepanua: cucteMHble MK (npea-

HU30AOH, METUATNIPEAHU3OAOH), TUOMYPHUHbI (a3aTUONPUH), UHTU-
6utopbl TNF-0 (MHPAMKCMMAB) ¢ ackanaumen pAo3bl A0 10 mr/kr
NMPU HU3KOW OCTAaTOYHOM KOHLEHTPALMKW, aHTUMHTETPUH (BEAO-
AM3ymab). Mpu 3TOM coxpaHsaAacb BbICOKAs akTMBHOCTb AK
C HebAaronpusATHOM 3HAOCKOMUYECKOW AMHaMUKOW. C yyeTom
pedpakTepHOro TeuyeHUs NPOBEAEH ABYKpaTHbiM BURST-TecT,
BbISIBUBLUWI BbIPAXEHHOE CHUXEHWE OKUCAMTEABHOM @KTMBHO-
CTW TPaHYAOLMTOB, YTO CBUAETEABCTBOBAAO O BbICOKOM BEPOAT-
Hoctn XI'b. MauneHTKa nepeBeapeHa B CneuManM3vpoBaHHbIN
LIEHTP, rAe NPOBEAEHA KOPPEKLUMA Tepanuu U Hayata NoAroToB-
Ka K aAAOTEHHOM TpaHCNA@HTaLMM KOCTHOTO Mo3ra.

Pesyabtatbl. KAMHUYECKUI CAyYal AEMOHCTPUPYET Teye-
Hue MWA ¢ B3K-nopobHbiM deHotTMnom. B ocHoBe natore-
Hes3a XIb — HapylweHWe NpoAYKUMKW daroumMtaMmyv akTMBHbIX
$OpM KUCAOPOAA, NMPUBOAALLEE K HEIDDEKTUBHOMY darouu-
TO3y 1 06pa3oBaHMIO rpaHyaeM. Ha paHHMX 3Tanax rpaHyne-
MaTo3HOe BOCMaAeHUEe B KULLIEYHUKE MOXET pacLeHWBaTbCA
KaK Khaccuyeckue MposBAEHWS WHOEKLMOHHOrO npouecca.
B panbHenLweM ann3oabl AMXOPaAKKU C AMAperHbIM U/MAK KOAW-
TUYECKUM CUHAPOMOM Y NauUMEHTOB, UMetoLLMX deHoTun B3K-
nopobHoro 3aboreBaHUsA, MOTYT TPAKTOBATLCA kak 060CTpeEHUA
B3K. PaHHee Hauyano, HenpepbIBHO-PELMANBUPYIOLLMI XapakK-
Tep TeyeHus 3aboneBaHWA U PE3UCTEHTHOCTb K Tepanun B3K
y NauneHTkn P. cTanM noBoAOM AAA UCKAoueHusA TTUA.

3akatouenue. Aebrot MNA MOXeT nNpor3onTv B AOOOM
BO3pacTe W MPOSIBAATLCA NOA pPasHbIMWU MackaMu, Hanpumep
kak AK. AaHHbIN KAMHUYECKUI CAyYal MOKa3biBaeT, YTo Mpu
paHHEM Hauyane, TAXEAOM TeyeHuu, pedpakrepHocTu B3K
HeobxoAMMa HaCTOPOXEHHOCTb B OTHoleHun MUA. B naaH
obcAeAOBaHMA HEOBXOAMMO BKAKOYATb KOHCYABTALMIO MMMY-
HOAOTa M CNeuuanM3MpoBaHHbIe MMMYHOAOTMYECKUE TeCTbl.
PaHHee BbiaBAeHWe TMNA NO3BOASET CKOPPEKTUPOBATL Aeve-
HWE M YAYYLIUTb MPOTHO3.
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