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Pesome

Ckneposvpytowmit xonaHrut (CX) — pekoe XxpoHUueckoe 3aboneBaHue, xapakTepy3yioLLleeca BOCNaneHnem v nporpeccvpy-
foLLMM 06nMTEPUPYIOLIMM GUOPO30M BHY TPUMEUYEHOYHbIX U/WAM BHENEUEHOUHbIX XEeNYHbIX MPOTOKOB. [IarHOCTVKa OCHOBbI-
BaeTCA Ha XONaHrorpamme, MoKasblBaloLLel paclLMpeHyie XXenuHblx MPOTOKOB, Cy»KeHNe 1 0bnmTepaLmio XeNYHoro epesa,
a TaKXe MICTONOMMUECKM Ha HalMuMM BOCMANNUTENbHOO MOPAKEHUA KENYHbIX MPOTOKOB, NPUBOAALLETO K NepuayKTanbHOMy
dunbposy. Y aeteit Hanbonee pacnpocTpaHeHHbi CX CBA3aH C BblpaXkeHHbIMU ay TOUMMYHHbIMY MPOABAEHWAMY, NEPEKPbI-
BaIOLIMMMCA C TaKOBBIMM NPK ayTOMMMyHHOM renatute (AU); 3Ta dopma M3BECTHA Kak ay TOMMMYHHbI CKNepo3npyoLLnii
xonaHruT, ACK. V1 HaobopoT, nepsuurbiin CX (MCX), cocToaHne, Npu KOTOPOM TEPMUH «MNePBUUHbIA» YKa3bIBAET Ha TO, YTO
STVONOMWA 1 NaTOreHe3 HeW3BeCTHbI, B NeAMATPUM BCTpedaeTca peako. BropuyuHbii CX (BCX) onpeaenseT xonaHrionaTtuio,
CBA3AHHYI0 C UAEHTUOULMPYEMOV STUONOTUEN, TAKON KaK UMMYHOAEDULINT, MHDEKLMM UAK TEMATONOMUYECKIE HAPYLIEHUS.
ACX 1 TCX TecHo cBA3aHbI C BOCNAnuTeNbHbIMM 3ab0neBaHuAMK kueurnka (B3K). ACX 6roxmmmyeckn XopoLo pearvpyet
Ha MMyHOZenpeccaHTsl 1 ypcoaesokeuxonesyto kucnoty (YAXK). MepuuHble Gopmbl leuatca MCKNUNTeNsHO nepopanb-
HbIM NpumeHeHrem YIIXK, Torna kak npy BTOPUUHbIX GOpMax MeMKaMEHTO3HOe fleueHwe 3aBUCUT OT OCHOBHOW STUONOTN.
HecmoTpa Ha nedenue, CX yacTo nporpeccupyeT o BUANapHOro LMppo3a v TepMI1HaNbHONM CTaann 3aboneBaHna neyexn,

EDN: MJTCCK TpebytoLLel TpaHCnnaHTaLmmn neveHw. 3aboneBaHre MOXET peLnAMBMPOBATL NOCEe TPAHCMAHTaLMW. [Ina yiydlieHna npo-
E a E FHO3a 3TOro MHBANUAM3MPYIOLLErO 3a00NeBaHUA NeUeH HEOOXOAMMO Nyylllee NOHUMaHWe NaTOreHeTUYECKMX MeXaHU3MOB
11 COBEPLIEHCTBOBAHME METOLIOB NeYeHUs.

KnioueBble cioBa: ayTOVMMYHHbI CKNEPO3VPYIOLLMIA XONAHTUT, NEePBUYHbI CKNEPO3MPYIOLLMIA XONAHT T, ETH
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= KoHOnuKT mHTEpecoB. ABTOpbI 3asBNAIOT 06 OTCYTCTBUN KOHGMKTA MHTEPECOB.
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summary

Sclerosing cholangitis (SC) is a rare chronic disease characterized by inflammation and progressive obliterative fibrosis of the
intrahepatic and/or extrahepatic bile ducts. Diagnosis is based on a cholangiogram showing dilatation of the bile ducts, nar-
rowing and obliteration of the biliary tree, and histologically the presence of inflammatory lesions of the bile ducts leading to
periductal fibrosis. In children, the most common SC is associated with prominent autoimmune manifestations, overlapping
with those of autoimmune hepatitis (AlH); this form is known as autoimmune sclerosing cholangitis, ASC. Conversely, primary SC
(PSQ), a condition in which the term “primary” indicates that the etiology and pathogenesis are unknown, is rare in pediatrics.
Secondary SC (SSC) defines cholangiopathy associated with an identifiable etiology, such as immunodeficiency, infection, or
hematologic disorder. ASC and PSC are closely associated with inflammatory bowel diseases (IBD). ASC responds biochem-
ically well to immunosuppressants and ursodeoxycholic acid (UDCA). Primary forms are treated exclusively with oral UDCA,
whereas in secondary forms, drug treatment depends on the underlying etiology. Despite treatment, SC often progresses
to biliary cirrhosis and end-stage liver disease requiring liver transplantation. The disease may recur after transplantation. To
improve the prognosis of this disabling liver disease, a better understanding of the pathogenetic mechanisms and improved
treatment methods are needed.
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BBepeHune

Ot Harpysky pasaIMYHbBIMU aHTUTEHAMHU, IOCTYIIA0-
I[JIMY ¢ KPOBOTOKOM V3 IIOPTa/IbHOJ BEHBI, II€I€Hb
3aIMIAIOT CITOXKHBIE MMMYHOTOTMYECKIe IPoLjec-
CBI, UTO II03BOJISIET €I BBINOMHSATH HEIPEPHIBHYIO
MeTabonM4YecKy0 poab B 6moTpaHchopmManun
KCEHOOMOTUKOB. 30POBOMY TOMeOCTasy, HapsLy
C TIJaTe/IbHO OPraHNM30BaHHOII ABYHAIIPABIEHHO

9HTEepOrenaTN4ecKoil [UPKy/IALMei, CHOCOOCTBYeT
TONIEPAHTHOCTD NMEYEHOYHON MMMYHOPEryIATOPHOM
cetu. IIpu HapylmleHUM UMMYHOIOTMYECKOII TOJIE-
PaHTHOCTU Pa3BUBAIOTCA PA3IMIHbIE Ay TOUMMYHHbBIE
3abonesanus nedenn (A3II). Tpurreps! BO3HUKAO-
IMX UMMYHOJIOTMYECKMX HapyllIeHUI B HacTosllee
BpeMs He OIpeie/IeHbl, HO CUMTAETCs, YTO Pa3BUTHE
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A3II aBnA€TCA pE3yNIbTaTOM COYETaHM A TeHETUYECKIX
($aKTOpPOB pYCKa U BO3[EICTBI OKPY>KaIolell Cpefbl,
KOTOpbIe B 3HAUUTEIbHOI CTEIIeHN HaXONATCA BHE
KOHTpOJIA YenoBeka [1].

Cxneposupytomuit xonanrut (CX) - 9To XpoHude-
CKOe BOCIIa/IUTe/IbHOe 3a60/IeBaHIe, TOpakaolee Kak
BHYTpPUIIEYCHOUHBIE, TAK U BHEIICYCHOYHbIE XXeTIHbIe
IPOTOKM, XapaKTepM3yeTCs BOCIATeHUEM 1 IIPOrpec-
cupytomum obnurepupyromnum ¢ubposom, guia-
Talyei, Cy>KeHyeM 1 o0uTepaneil Mopa>keHHbIX
XKETYHBIX IIPOTOKOB, @ TAK)Ke TMCTOJIOTMYECKY Mepu-
IYKTaTbHBIM (puOpO30M, BOSHUKAIOIUM B Pe3y/IbTaTe
XPOHMYECKOTr0 BOCIIAIUTEIbHOTO Ipolecca [2, 3, 4].

ITepBOHAYaIbHO 06 3TOM KIMHUIECKOM COCTOSTHUI
COO006IaNoCh TOMBKO Y B3POC/IbIX MallMeHTOB. B Ha-
crosmee BpeMA CX ABIAETCA XOPOILIO M3BECTHBIM
3aboeBaHMEM IIeYeH Y, ONIVMICAHHBIM BO BCEX BO3PacT-
HBIX TPYIINaX, BKIOYasd JeTell, Y KOTOPbIX, OHAKO,
MMeEIOTCsI HeKOTOPbIe YHUKA/IbHBIE 0COOEHHOCTH 3TOTO
matonorudeckoro mpouecca [5]. CX cBssaH ¢ Bocma-
JuTeNbHBIM 3aboneBaHneM kuirednnka (B3K) npu-
MepHO y 70-80% mareHTOB [2]. MOXHO BBIJIETUTD

nupemuonoruna

W3-3a penkoctu 1 retreporenHoi atuonorun CX uH-
dopManuy 0 ero sNMUAEMUONIOTUN IMEETC MaJIo.
Y B3pOCIBIX 3aperucTpUpoOBaHHasA 3a00€BaeMOCTh
u pacpoctpaHeHHOCTb IICX BapeupyioT ot 0 mo 1,3
u ot 0 mo 16,2 Ha 100000 coorBeTcTBeHHO [9, 10, 11].
B Cesepnoit AMepuKe saperncTpyupoBaHHas 4acToTa
passutusa CX 'y mereit coctasiseT okono 0,2 crydas
Ha 100000 pereit [12]. B neguaTpudeckom nccieso-
BaHu, nnposefienHom B CIIIA, saperucTpupoBaHHasdg
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nepBuuHyio popmy CX, mpudnHa 1 maToreHes KOTO-
POt HeU3BeCTHBI, BTOpUYHY0 popmy CX, CBA3aHHYIO
C psAIOM APYTHUX 3a60/IeBaHNUIL, BK/TI0OYasi UMMYHO/IOTH-
JecK1e, TeMaTo/IOTYecKe 1 TeHeTIecKue Hapyie-
HuA, U popmy CX ¢ BBIpaKeHHBIMY Ay TOMMMYHHBIMU
XapaKTepUCTUKAMY, Ha3bIBaeMYI0 ayTOMMMYHHBI
ckneposupympomuit xonaHrut (ACX), KoTopblii yalle
IMAarHOCTUPYETCS Y [ieTell, 4eM Y B3pOC/IbIX [2, 3, 4].

JIInarnos CX ocHOBbIBaeTCA Ha BbIABIEHUU TUINY-
HBIX ITOPaKeH NI >KeTYHBIX TIPOTOKOB ITPY XOTAHT MO Pa-
¢un. Bonee mnpokoe UCIIONb30BaHME HEVHBA3WBHOM
BU3yanM3alMM KeTIeBbIBOMALINX yTell B TIOCTe[HUe
rofbpl HOKa3aso, 4To CX, paHee pefiKO AMarHOCTUPOBaB-
LINIICS Y feTell, IopaXkaeT U 9Ty BO3PACTHYIO TPYIIILY.
HeiicTBuTenbHo, CX ABNAETCA CePbe3HOI IPUYMHOI 3a-
60/1eBaeMOCTH ¥ CMEPTHOCTY, Ha KOTOPY 0 ITPUXOUTCS
0KO710 2% TpaHCIIAHTALINII IIeYeH M el B € TCKOM BO3-
pacre [6]. HecmoTps Ha pa3nuyHble TepaneBTUYeCKe
BMeIIaTebCTBa, CX 0ObITHO MeI/IEHHO IPOTpeccupyeT
1o GumMapHOTo LMpPpPO3a, TEPMUHATBHOM CTafuy 3a00-
JIeBaHM TIEYeHN 1, XOTA U PelKO B JeTCKOM BO3pacTe,
0 XOTTaHTMOKapLMHOMEI [2, 7, 8].

pacmpocTpaneHHocTh CX cocTaBunia 1,5 Ha 100000, B To
BpeMs KaK 3aperMcTpMpOBaHHasA 9acTOTa M PacIpo-
crparennoctb ACX cocrasisim 0,1 0,6 Ha 100000 [10].
CX gamje BCTpedaeTcs y My>K4MH, YeM Y )KeHII[IH, CO-
OTHOILIEHVe MY>K4JH Y KeHII[MH cocTasngeT 1,5 [3, 13].

Y mereit CX wacto HabM0OaeTCsI OZHOBPEMEHHO
¢ AUT. On cBasan ¢ B3K npumepno y 76% nereir, npu
3TOM OOBIYHO cOOObIaeTcsA 0 AMamnasoHe ot 33% mo
90% [11, 14-17].

Knaccudukauma CX y petent n TepmmHonorus

MepBUYHbIN CKNEPO3NPYIOLNIA XONaHTUT

TICX - 3aboneBaHye IIeYeHN, IPUBOJAIIee K BOCIIAIe-
HUIO ¥ pUOPO3Y >KETUHBIX IIPOTOKOB U, KaK CIe[ICTBIE,
XO0JIecTasy ¥ MyJIbTU(OKaTbHBIM CTPUKTYPaM XKeTd-
HbIX myTeit [13]. TepMUH «IepBUYHBIN» YKa3bIBaeT
Ha TO, YTO NPMYMHA ¥ ITATOT€He3 HEeM3BECTHBI, XOTA
KaK FeHeTUYecKHue, TaK M 9KONorndeckyue pakTopbl
PUCKa, BepPOATHO, CIOCOOCTBYIOT PasBUTHIO, IPOTpec-
CUPOBAHMUIO ¥ UCXORY 3aboreBanu [13]. ¥V B3pocibix
He MCK/YaeTcsa ayTouMMyHHBbIi reHes [ICX, T.x.
TeHbl Iy Ty uHTepeiiknHa-2 (CD28, nHTepneiiknH-2
u anbda-cyObefuHNIIIA pelleNTopa MHTEP/IeKNHA-2)
cBA3aHbI ¢ BocnpunMunBocThio k I[ICX. 9to nosso-
NSIeT IPEAIIONOXUTD, YTO aJaNTUBHBIN MIMMYHUTET
U perynsaTopHble T-K/IeTKM MOTYT UTPATh PEIIAIOIIY 0
ponb B matorenese IICX (18, 19]. Bricokuit ypoBeHb
ummyHorno6ynuHoB G (IgG) HabniofaoTCA IPUMEPHO
y 10% nanuenTos ¢ IICX, xota Bknaj B-kneTok B ero
maToreHes HesiceH [20]. Bolcokas 4acToTa peLiuuBOB
IICX nocne tpancmnantauuy nedeun (TII) Takke
IpefonaraeT Hajau4yue MMMYHOJIOTMYECKOTO MeXa-
HM3Ma B ero matorenese (13, 21]. Ogunako B3pocinbie
¢ [ICX, xax mpaBuso, N10X0 pearnpyroT Ha MUMMYHO-
CYIPeCCUBHYIO Tepaluio 1160 IOTOMY, 4TO 3abore-
BaHJe CIMIIKOM 3aIlyIleHO Ha MOMEHT YCTaHOBJIe-
HUA UATHO34, MO0 IIOTOMY, YTO OHO MOXKET OBITH

KOHEYHBIM Pe3y/IbTaTOM Pas3NMYHBIX HaTOTOTMIECKIX
V3MEHEHMUIA.

Y pereit u nopgpocTkoB CX TakXe MMPOKO Ha3bl-
BAIOT IEPBUYHBIM CK/IEPO3VPYIOUUM XOTaHTUTOM,
3aMMCTBYs 9TO OIpefeeHue s B3POCIbIX. XOTsA
HasBaHue IICX He ABIseTCs OOIEIPUHATHIM, OHO
ITOBOJIPHO 9aCTO MCIIONb3yeTCsI COOOIeCTBOM rema-
TOJIOTOB, KaK ITIeAMaTpUIeCKIM, TaK 1 B3pOCIbIM. [Ipu
3TOM CYIIeCTBYIOT Ba>kHbIe pasnumunsa Mexgy IICX
y B3pocnbix 1 1oBeHUnbHbIM CX [4]. XoTsa «mepBuy-
HBIi1» 03HaYaeT HeYCTaHOBJICHHYIO STUOJIOTUIO U ITaTO-
reHe3, B IeINaTPUY CYILIECTBYIOT YeTKO O pefie/IeHHble
¢dopmbl CX, BK/TI0Yas aTPE3NI0 SKeTIEBBIBOAAIIUX Y-
Tell ¥ @y TOCOMHO-PeLleCCHBHBIN HEOHATAIbHBIN CKIIE-
posupyIoLIMii XOTAaHTUT. BpI/I0 BRICKa3aHO IIPEIIONo-
xeHue, 4yto [ICX y gereit ormmyaercs ot 3a6oeBaHNA
y B3POCTIBIX, @ He AB/ISIETCSI IIPOCTO OO/ee paHHel ero
cragueit [22]. Knaccuyeckas popma IICX, sTnonorus
KOTOPOTO He YCTAaHOBJIEHA, B IETCKOM BO3pacTe BCTpe-
JaeTcs oueHb pefko. 3aboneBaeMocts IICX y peTeii,
BEpPOATHO, COCTaB/IAeT MeHee 20% oT 3a60/1eBaeMOCT
B3pocibIx (0koy10 0,2 cmy4das Ha 100000 manyeHTo-71€eT)
[22, 23]. TonmbKO y TeX MaLMEHTOB JETCKOTO BO3PACTa,
y KOTOpBIX aTnonaTtorene3 CX ocTajicsi HeBBISICHEH-
HBIM, Ha3BaHe «IIePBUYHBII» ObITTO 6bI YMECTHBIM [3].
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CKnepo3upyoLWwmnin XonaHrnT MesKux NpoToKoB

Hunarnos CX MeNKuX MPOTOKOB CTaBUTCA MallieHTaM
C TUIMYHBIMY CUMIITOMAaMM X0/IECTa33, C M3MEHEeHUAMM
JKETYHBIX ITPOTOKOB I10 TYICTONIOTUY IIe4eHM, COOTBET-
creyroummu CX, HO 6€3 BUAMMBIX M3MEHEHM I )KeTIHBIX
MTPOTOKOB HY IIPY 9HA0CKOIMYIECKOI PeTPOTrpajiHoIi XO-
nanruonankpearorpaduu (QPXIIT), Hu mpy MaTHUTHO-
Ppe30HaHCHOI XonmanruonaHkpearorpapun (MPXIIT)
[11]. CX Menkux MpoTOKOB Yalile BCTPEeYaeTcs y fAeTeit

BTOpWYHbIN CKNEpO3MPYIOLWUNIA XONAHIAT

Bropuunblit ckyeposupyomuit xonanrut (BCX) npep-
cTaByIAeT co60J XONaHTMONATHIO, CBA3AHHYIO C M/eH-
TUPUIPYEMOIL, @ MHOTAA U 0OpaTUMOIl, TPUIMHOI
[25]. B megmaTpum CyIiecTBYIOT pasnindHbie GOPMBI
BCX, BK/I04ast 6MIMapHyIo aTpesuio u GOpMbl, CBs-
3aHHBIe C TeHHBIMM MYyTaI[MAMM, TaK/e KaK HeOHa-
tanpHblt CK nnn gedexrsr rena ABCB4 (MDR3) [3,
23]. V pmeteit ¥ MOAPOCTKOB HEKOTOPBIE IIeYeHOYHbIE
U CHCTeMHBbIe 3a00/eBaHNA MOTYT BbI3biBaTh BCK,
BK/II0Yasl IepBUYHBIC MU IPUOOPETEHHbIE UMMY-
HOJePUIVTHI, XONeCTaTU4eCKye I COCYRUCThIe

(13-36%), ueM y B3pocnbix (5%) [11, 24], mo-BuarMOMY,
MIMeeT Ty YIINI1 IPOTHO3 B 1IeJIOM 110 CPaBHEHUIO C K/Tac-
cuyeckuM CX ym CX KpyIHBIX IPOTOKOB U He IPU-
BOJIMT K XOTTAHTMOKAPI[MHOME, eC/IM TOTIBKO OH HE Ipe-
o6pasyercs B CX kpynHbIx IpoTokos [11]. Hekotopsim
maryenTaM ¢ CX MelKMX IPOTOKOB BCé-TaKu OTPeby-
eTCs TPAHCIUIAHTAIVS [Ie9eHN, OfHaKO OblIn coobiie-
HUA O peLaBax MOC/Ie TPAHCIVIAHTALINNL.

HapyueHus:, WHGEKIINH, TKeTIble 0XKOTH, MIIeMIIe-
CKIe TIOBPeX/IeHUsI, TeMaTOMIOTNIeCKIIe HapyIIeH s
u reHeTndyeckue fedextsl [3, 23, 25]. Jpyrue Hacnmen-
CTBeHHBIe 3a00/IeBaHNA, HAIIPUMeD, AedeKTHI T1erKoit
U yMepeHHoI! cTenenu B rene ABCB4 (MDR3), Bce
Jallje IPU3HAIOTCS BO3MOXKHOI IpranHoi CX MeKux
IIPOTOKOB KaK Y JieTell, TaK ¥ y B3pocibIX [2, 26]. CX
TaK)Ke MOXXeT OCJIOKHATD IINPOKUIL CIIEKTp 3aborte-
BaHWIT, BKII0Yas TUCTUOLNTO3 KIeToK JlaHrepraHca,
[ICOpMa3, MyKOBHUCIIM/03, PETUKY/IAPHO-KIETOUYHYIO
CapKOMY U CepIOBMHOKIETOUHYIO aHEMMIO.

AYyTOMMMYHHbI CKNIEPO3UPYIOLNIA XONAHTUT

AyTOMMMYHHBII CKIepo3upyomuii xonaurut (ACX) -
370 popma CX ¢ TAKMMM ayTOMMMYHHBIMY IIPU3HA-
KaMM, KaK IOJIO)KUTE/IbHbIe ayTOaHTUTeNa ¥ BBICO-
Kuit yposeHb IgG, xoropsie cnennduyns g AL,
rnaBHbIM 06pasom AVT 1 tuma, 4TO HOATBEPXKAAeT
Ha/uue exkamei B ocioBe CX MMMYHOIOTMY€ECKOI
muchynkuun [23, 27, 28]. XoTa Ha3BaHUE «ayTOUM-
MYHHBII CK/IEPO3UPYIOLINIL XOTAHTUT» HE ABJIAETCA
OOLIEIPUHATHIM, 9TO KIMHUIECKOEe COCTOSHNUE B Ha-
CTosillee BpeMs XOPOIIO M3BECTHO B NeAaTpuy, Ha
Hero IIPUXOFUTCA OONBIIMHCTBO cnydaes CX y mereit.

TlepBoe coobienne o oBeHnnbHoIt popme CX, ac-
COLMMPOBAHHOI C Ay TOMMMYHHBIM (PEHOTHUIIOM, OBITIO
ony6/11KkoBaHO B 1987 T. [29]. ABTOPBI peTPOCIIEKTUBHO
onucany 13 manneHToB (CpefHUI BO3PacT HA MOMEHT
YCTAaHOBJIEHMA JMAarHo3a 5 et [mmnanason 2,2-13,1];
meBouky n=8) ¢ muarHosom IICX. Y Bcex marjeHToB
OBIIM KMIIEeYHbIEe CUMIITOMBI (guapest u 60/Ib B XKU-
BOTE y TIO/IOBUHEI), a y 10 6111 comyrcTyomue B3K,
B OCHOBHOM f13B€HHBIN1 KOnuT. IIpu rucromornyeckom
MCCTIeIOBaHNN TKAHU IIedYeHN OOHapyXeHbl mporude-
PaLVs )KeTTYHBIX IIPOTOKOB, IePUAYKTaIbHBII H1O6PO3
U BOCIIaJIeHIe, KOTOpbIe ObUIM aHAJOTMYHBI TAKOBBIM
y B3pocnbix ¢ IICX, HO cTeTleHb MOPTAaNTBLHOTO U TIE€PH-
IIOPTA/IPHOTO BOCHaIeHus 6bla 60sIee TsXKeIol 1Mo
CPaBHEHUIO C TAKOBOI1 Y B3POC/IBIX, B TO BpeM: KaK I'l-
CTONOTMYeCcKe 0COOEHHOCTH XOJIeCTa3a, I/TaBHbIM 06-
pa3oM, HepUAYKTaIbHbI GHOPO3, BCTPEYAIIICh Pexe,
4YeM y B3POC/IBbIX. Y BCeX Mall¥ieHTOB Ha MOMEHT IIOCTY-
IUIeH N ObI/T OBBILIEH YPOBeHb IgG 11 MO0 TeTbHbIE
aHTUHYK/IeapHble (ANA) u/Mny aHTUITaIKOMBIIIeY-
Hble (ASMA) anTHTeNa, 32 UCK/TIOYEHMEM OJJHOTO Ia-
IIYIEHTa, KOTOPBII 10 yCTaHOBJIEHN A AUATHO3a IOy Yas
MMMYHOCYIIPECCHBHYIO T€PAINIO, YTO YKa3bIBasIO Ha
MMMYHOOIIOCpefloBaHHOe 3aboreBaHue. Bee meTn mo-
JTy 91y TTTIOKOKOP TMKOCTEPOVBI C a3aTVOIIPYTHOM VIV
6e3 Hero ¢ XOpOLIMM KIMHNYEeCKUM 3G HEeKTOM y ceMu
u3 13 maryeHToB, KOTOpble HAGTIO[ANNCH B CPeHEM
B Te4YeHue 2,5 JIeT, HO C HOpMa/In3allieil ypOBHs TPaHCa-
MUHa3 TOTBKO y ABOUX [29]. OcOO6eHHOCTI UMMYHOJIO-
TUYEeCKOJT aKTMBALMH, O KOTOPBIX COOOIIIANOCh B 9TOM

UCCTIeIOBAHNM, paHee He ObIIM OIMCAHBI Y B3POCIBIX
¥ 0Ka3a/IMCh YHMKATbHBIMM [JIA ieTell; OTHAKO MHOTHe
ACIIEeKTBI 3TOTO «BEPOATHOIO» ayTOMMMYHHOTO COCTO-
SHUA B TO BpPeMs OCTa/INCh 6€3 BHUMAaHMA
PeTpocrekTuBHOe McCIefoBaHue 3aboneBaHms 55
mereit (BceM feTsam nposopunack IPXIIT u mys BbIsAB-
JIeHNSI BO3SMOXKHOTO conyTcTBYIomero B3K nesapucumo
OT HaIM4M A KeNTyJOYHO-KMNIIEYHbIX CUMIITOMOB — PEK-
TOPOMAHOCKOINSI C PeKTa/IbHOI OMOIICHe) C Le/bIo
ompenenenus ocobenHocreit ACX u ormmanmit or AUT
I0Ka3aso [27], 4To y BceX MalMeHToB Ob1u 0OHapYysKe-
HbI ayTOAHTUTeNA. Y 27 feTeli C aHOMaIbHO UCXOIHOM
XOJTaHTMOTpaMMolt 6b11 guarnocTrposad ACX, Torga
KaK y IallMeHTOB C HOPMa/IbHOI XO/TAHTMOTPaMMOI1 OBLI
nuarsoctupoBad AVT. B obenx rpymmax npeobmaganu
IeBOYKH, HO 6ortee 3HaunMo — iput AUT (55% mipu ACX,
79% npu AVT) [27]. Pe3ynbraTsl 3TOTO MCCIE[OBAHMS
TIOKa3asu, 9YTO BO3PACT Havyama, TUI KINMHINIECKO
KapTHUHBI U 6YOXMMUIeCcKre 0COOEHHOCTH XOIecTasa,
BK/II0YasA YPOBEHb IaMMa-T/Ty TaMMU/ITPAHCIIETITH/a3bl
(ITTII), wemnouynoi pocdarassr (IID) u cbiBOPOTOU-
Horo 6unupy6uHa, cxoxn Mexay AUT u ACX; Ho
6o1nee BeIcOKOE cooTHomeHue P 1 acmapTaramu-
HoTtpaHcdepassl (ACT) u 6onee Huskue yposau ACT
vamie Habmogatorcs npu ACX, yem npu AUT. TIpoduib
ayroanTuren (ocobenno ANA u ASMA) cxofeH npu
060MX COCTOSAHUAX, TOIAa KaK aHTUTea K MUKPOCO-
MaM IedeHy u moyek 1-ro tuna (autu-LKM-1) penko
Hab6mopaoTcsa npyu ACX (Tonpko y 1 u3 27 maryeHTos
B IIPOCIIEKTVBHOM McCrIefioBaunm). bonee toro, manu-
enThl ¢ ACX 1 AVIT MeroT cX0)K1e TYCTOMOTMYecKue
0CO6EHHOCTH: TAKOI 3HAYMMBII TUCTOTIOTMYECK I IIPK-
3HAK, KaK IOrpaHNYHbli1 (MHTEepdeiicHbIi) rematut [30],
npucyrcTByeT Kak npu ACX (38%), Tak u npu AUT
(58%). VIHTEpECHO, YTO T'YICTONIOTMYECK Y IIOBPEXKACHIE
XKETYHBIX IIPOTOKOB MOXeT He OOHAPY>KMBATbCA Y Ia-
1uenTtoB ¢ ACX (25%), mofTBep)X/jast, YTO TOUHBII V-
arHo3 CX B GO/IBIIMHCTBE CTyYaeB OCHOBAH Ha pEHTTe-
HOJIOTMYECKOV BU3Ya/IU3aliMy KeTYHBIX IPOTOKOB, a He
IIPY TUCTOMOTMYecKoM yccnenosanu [30]. InnaMuka
6MOXMMIYeCKIX [TOKa3aTesneil y manueHTos u ¢ ACX,
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u ¢ AT nono>xurtenbHO M3MeHAIACh IIpU IIpoOBefie-

HUY UMMYHOCYTIPECCHBHO Tepanuu (IpefHN30/10H

C a3aTUOIPIMHOM M/ 6e3 Hero), JOCTUTa sl HOpMaIy3a-

LMY ChIBOPOTOYHBIX TpaHcamuHa3 u [TTII B 90 m 95%

Cry4yaeB HapAAy CO 3HAUYNTENbHBIM TUCTONTOTMYECKIIM

yMeHbllIeHeM BocIiajieHus [27].

Jlo cux mop HesACHO, KOHTPONUPYET MM UMMYHOCY-
IpecCyBHAs Tepanus IPOrpecCupOBaHIe 3a00/IeBaHIs
JKeT4eBbIBOAAIMMX 1y Telt. IlyTeM npoBesieHNsA KOH-
TPONBHBIX OMOIICKIT 1 XONaHTMOTrpadyil IIPOCIIEKTHB-
HOe ICCTIefiOBaHMe TOKA3aJI0, YTO Y HEKOTOPBIX JIeTell CO
BpeMeHeM Pa3BMBAIOTCA TMCTONMOTNYeCKIe M3MEHEH A
SKETYHBIX IyTel, OTCYTCTBYIOLIME IIPY YCTAHOBJIEHUM
AMaTHO3a, B TO BpeM: KaK Y PyTYX IaljIeHTOB XO/IaH-
TMONMTIYECKIE I3MEHEHM A, 3APETUCTPYPOBaHHbIE ITPU
YCTaHOB/IEHUM AMArHO3a, MCYe3al0T. AHATOTMYHBIM
006pa3oM, Ha XOJIaHTMOTpaMMaX Y HEeKOTOPBIX AeTeil
¢ ACX »abmwopanach crabunusanusa 3aboneBaHus,
a 'y IpyTMX — IpOrpeccupoBaHye HapyIIeHUI XKemde-
BBIBOZIALIMX ITyTell. boree TOro, XoTs 11 pefiko, BO BpeMs
HaboneHns Bo3MoXHa spomonusa oT AV k ACX, 4to
HabJTI0a/I0Ch Y OHOTO MalMeHTa [27], a 3aTeM 1 fo-
TIOTTHUTENTBHO Y IBYX MAIMIEHTOB U3 TOJ K€ KOTOPTEI
[31], 4TO O3BOMISAET IIPEAIIONOXKUT, YTO 3ab0/IEeBaHE
SKeTYHBIX IPOTOKOB MOKET IIPOTPeCcCupOBaTh, HECMO-
Tps Ha YHAOB/IETBOPUTE/IbHBIIT OMOXMMIYECKUIT OTBET
Ha MIMMYHOCYIIPeCCUBHYIO Tepanuio [27].

BbDKMBaeMOCTD 6€3 TPaHCIIAHTALVIM TIeYeHN 32 I1e-
pyoz HabTIoieH N A B TedeHMe 16 JieT HiDKe Y allMieHTOB
¢ ACX (65%), uem y manuentos ¢ AVT (100%) [32-35].

CpaBHUTETbHBIE MCCTIENOBAHUA C MCIIONb30BAHME
xo7aHruorpadum mokasany, 4ro y gereit ACX taxoke
pacmpocTpaHeH, kak u AVI-1 [2, 3], a k1nHMYecKkme
ocobernocTyt ACX 1t AVIT BK/IIOYAIOT:

1. 50% maumentos ¢ ACX — My>KUMHBIL.

2. Bonb B XMBOTe, IOTEPA BECa ¥ TPAH3UTOPHAS JKENTY-
Xa ABJIAIOTCA YacThIMM cuMnToMaMy Kak nmpu ACX,
tak v npu AUT-1.

3. BocmanutenbHble 3ab6oneBanusa kumednnka (B3K)
nopaxkarT okono 45% pereit ¢ ACX u okomno 20%
nmereit ¢ AUT.

4. IlpaxTuyecky Bce nanyeHThl ¢ ACX ceponosuTUBHBI
0 aHTMHYKJIeapHbIM ayToaHTHUTenaM (ANA) u/nmm
aHTUTeNA K [/IafiKOV MycKynarype (ASMA).

5. ¥ 90% pereit c ACX 3Ha4MTE/IbHO IOBbILIEH YPOBEHD
IgG B cpIBOpOTKE KPOBH.
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6. CraHgapTHBIe TeCThI QYHKLNY ITeIeHN He IOMOTAIoT
oTmmunth AUT ot ACX.

7. CucteMbl olleHKM MeXIyHapOgHOIt IPYyHIIb IO
u3y4eHMIo ayTouMmyHHoro renatuta (IAIHG) ne
pasnuyarot AUT ot ACX.

8. pANCA npucytcTsyety 75% maruenTos ¢ ACX mo
cpaBHeHMIo ¢ 45% manuenTos ¢ AUT 1-ro tTuman 10%
maumeHToB ¢ AUT 2-ro tuma

Takum o6pasom, B ormnune ot AVIT, ACX mopaxaer
B PAaBHOI CTeNeHM MY>XXUYNMH 1 XeHImWH. [Toutn Bce
nanyeHTsl ¢ ACX MMeIT ayTOMMMYHHbIE CEPOIOTH-
YecKue Y ITUCTOIOTMYeCKIe XapaKTePUCTUKY, CXOHbIe
¢ AUT-1 (tabnuua 1). IuddepeHnnanbHplil JUarHos
mexxy AUT n ACX mocTuraeTcs TOIbKO C OMOIbIO
XOJIaHTMOrpaduIecKux UCCIeSoBaHUIT, KOTOPbIE BbI-
SABJIAIOT IPU3HAKY 3a060/IeBaHA JKeTYHBIX IIPOTOKOB
06BIYHO ¢ caMoro Havasna 3abonesanus. Crefyer oTme-
TUTb, 4T0 ypoBHM 1P 1 ITTII, 0OBIYHO NOBBIIICHHbDIE
[PV XO/TeCTaTUYeCKMX 3a00/IeBaHMSIX, YaCTO ABISIOTCS
HOPMaJIbHBIMU VIV JIMIIb CIeTKa IOBBIIIEHBI HA paH-
Hux cragusax ACX, xotsa cootnomerne IIIO/ACT 3Ha-
yyTenbHo Bhime mpu ACX, yem ipu AVIT. Y weTBepTn
netest ¢ ACX, HeCMOTPsI Ha aHOMAJIbHbBIE XOJIAHTMO-
TpaMMBbl, HET TUCTONIOTMYECKUX IIPU3HAKOB, YKa3bIBa-
0L /X Ha IOPa)keH e )KeTYHBIX IPOTOKOB; M HA060POT,
y 27% nanuentos ¢ AV uMeOTCA rUCTONMOTMYECKUE
HpU3HAKY IIOPa>KeHU s OVIMaPHOI CUCTeMBI (BK/TI0OYast
MOBPeXIeHMe KeTYHBIX IIPOTOKOB, OCTPHINT /Man
XPOHMYECKNI XOMAHTUT, IEPUIIOPTATbHBIN TenaTuT
JKeTYeBBIBOAAIUX IyTeil [27].

CoBnajieHMe I'UCTONOTMYECKMX IPU3HAKOB MEX/Y
AUT n ACX 651710 TOATBEP)KIEHO U B IPYTOM HMCCIIe-
moBaHu [36]. IIpuMedarenbHO, 4YTO HY OPUTHHATIbHAS,
HU yIpolleHHas 6amnpHble cucteMbl onjeHkn A3II,
npepnoxeHHbIX IATHG, He MOAXOmAT A1 YCTaHOB-
nenua pasnuanit mexxgy AVII' u ACX, mockonbKy oHm
He BK/IIOYAIOT XO/MaHTuorpaduyeckne UcCiesoBaHms
B Havaste 3a6oneBanus. [Toaromy ACX yacrto guarso-
crupyercs u neuntcsa Kak AVIT 1 tuna, n Hanmane CX
MOXXeT OBITb OOHAPY>KEHO BO BpeMs IIOC/IeYOIero
HaOJTI0JIeH A [TOC/Ie TTOSIBIEHNA ABHOTO OMOXMMMYe-
CKOTo poduisA xonecTasa. [y mpoBeeHM s pa3nndns
Mexxpy AVIT u ACX, B Tabnutie 1 mpearaeTcs cucrema
OLIEHKM [I/Is1 FOBEHWM/IbHBIX ayTOMMMYHHbIX 3a60/1eBa-
Huit nevedn [3].

CBA3b CKIEPO3MPYIOLLEro XoNaHrnTa
C BOCNANUTEIbHbIMM 3a60N1€BaHUAMN KMLIEYHUKA

CX, KaK NepBUYHBIN, TaK ¥ Ay TOMMMYHHBI, IMeeT
cubHYIo cB:A3b ¢ B3K (70-80% maijmeHTOB) KaK y B3poc-
JIBIX, TaK 1 Y AeTelt, HpuyeM OObIIMHCTBO MAIIEHTOB —
MYXCKOro nona (2, 4, 13].

Tecnas cBaspb mexiy CX un B3K npepnmonaraer Bax-
HYIO POJIb OCY KMIIIEYHNK-TIeYeHb ¥ COCTaBa KMIIEYHOI
MUKpPOOMOTHI B X ratoreHese [2, 37, 38]. ViccnenoBanus
[OKa3anu, 4T0 MUKpoOyoM kuireynuka npu IICX
n IICX-B3K orirdaeTcs OT TAKOBOTO Y 3H0POBBIX TTIOfiEt
n mopeit ¢ B3K 6e3 3ab6onesanuit nedenu [37, 38]. Y maru-
enToB ¢ [ICX HabmofaeTcs Ype3MepHOe ITpeCTaBUTENb-
crBo BuypoB Veillonella [39, 40, 41]. 9TOT TaKCOH MUKPO-
OpraHM3MOB MOXKET IIPOAIyLIMPOBATh AMIHOKCUIA3bI,
KOTOpBIE CIIOCOOCTBYIOT afire3Uy KMIIeYHO-TPOIHBIX

MuMQOLMTOB K SHOTEINIO XKeTIYHbIX IPOTOKOB I IO-
TEHIMAJIbHO Y4acTBYIOT B popmuposannyu IICX-B3K
4yepe3 abeppaHTHBII TPAHCIIOPT TUMQOLUTOB MEXY
KUIIEYHMKOM U IIe4eHbIo [42]. YBennueHme KonmmyecTBa
Enterococcus spp. IONOXUTENbHO CBA3AHO C YPOBHEM
III® B CBIBOPOTKE 1 OOCTPYKIMeit )KeTIHBIX IPOTOKOB
npu IICX [43], a BbIcOKasi KOHLIeHTpaLus ¢pysobakre-
puit B Kajie 6bLIa ONMMCAHA Y MAIVIEHTOB C 60/Ie3HBIO
Kpona mnu npu cogeranun 6onesnu Kpona u IICX [37,
39]. ViHTepecHO, YTO TOKa3aTeny KUIIeYHO MUKPO-
6uorsl pu IICX He 3aBucaT ot Hammuns B3K (39, 40,
44], gyro MOATBEP)K/IaeT TUIIOTE3Y O TOM, YTO UMEHHO
IICX BbI3bIBaeT NEpBMYHbIE M3MEHEHN A KUIIEYHO
MUKpO6mOTH!I [37].
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Tabnuua 1.
BannbHble kpuTe-
pvu Ans AnarHocTu-
K IOBEHWJIbHOTO
ayTOMMMYHHOIO
3aboneBaHnA neve-
Hu [3]

Table 1.

Scoring criteria for

the diagnosis of ju-
venile autoimmune
liver disease [3]

B njenom, Manb4MKy CTpafaloT yalle, 4eM AeBOYKN.
Ot 20% mo 40% maiueHTOB UMEIOT BHYyTpUIIEYEHOY-
HY0 XO/IaHTMOTIaTUIO C HOPMaTbHBIMM BHENEYEHOY-
HBIMU KETIHBIMM MIPOTOKAMM, ¥ CyIIECTBYET CUIb-
Has cBa3b ¢ B3K, koropas omucana B 60-90% cydaes.
bornee 1Byx TpeTeli MaIjMeHTOB CTPafIaloT A3BEHHBIM
KOJIUTOM, Y OCTAJIbHBIX — Hefu(ppepeHIPOBaHHbII
konut mu 60nesub Kpona. B3K Moxxer nmpepurectBoBarhb

UcTopuuyeckne napagurmbol

O cosnaparomux npusHakax mexay IICX n AUT
IepBOHAYaIbHO cO001anocs B 1980-1990-x rogax,
CHayasa y fieTeil, a BCKOpe II0CJie 3TOro — ¥ 'y B3poc-
nbIx. C TeX Mop IpefCTaBIeHNA O COBIATEHNN ObIIN
KOHIIENITYa/IN3MPOBAHDI, @ B OPMTAaHCKOM IIPOCIEK-
TUBHOM VICC/IEOBAHNI BIIePBbIe OBLI IPMMEHEH Tep-
MIUH «ayTOUMMYHHBbIN CK/IEPO3UPYIOIMIT XOTAHTUT»
IIpUMEeHUTENbHO K 27 u3 55 getam ¢ AUI, y koTopbix
npu xonaHruorpadum 6u1u 06HaApyKEHbI MPU-
3HaKM 3a00/IeBaHVA XKeMYeBBIBOAAIIMX IyTeit [31].
Coobmanocs, uto ACX BcTpedaeTcs y AeTeil Tak e
vacTo, kak 1 AVT, npepcrasisger co60il yHUKATbHY IO
ocobennocts IICX u siBseTcs yacTpio crektpa AT

Cnoxxnoctu guddepennuposanusa A3II conpo-
BOXIa/INCh Pa3pabOTKOIl Pa3TMIHBIX 6a/TIbHBIX
CHCTeM, KOTOpBIe OBI/IM HeJOCTATOYHO crenndud-
HbI 1 9 PeKTUBHBI B KIMHNYECKOM JMICIIOIb30Ba-
HUU Y MaJIO IPYMEHMMBI J/IS1 ieTelt, YTO MoOYX/jano

IMATHOCTMKe 3a00/IeBaHM A IIeYeH) Ha MHOTO JIET, ObITh
IVMarHOCTUPOBAH OfHOBPEMEHHO C HUM VIV Pa3BUTh-
¢l BO BpeMsi IOC/IeAyIoLero HabmoneHus. Jnar1os
OCHOBBIBAETCS Ha I3MEHEHM X JKeTYHBIX IIPOTOKOB Ha
XOJIAHTMOTPaMMe, HO OMOIICH I ITedeH 1t He0OXOmMMa st
OLIEHKU TSDKeCTH 3a00/1eBaH 1, BOSMO>KHOCTH Pa3BUTHS
CX Me/IKuX IPOTOKOB U BOCIIA/INTETbHbBIX M3MEHEHNIA,
cxonubix ¢ AUT [4, 7].

K X nepecMoTpy [35]. [l BbIABIEHNA NaLVIEHTOB,
KOTOPBIM MOXXET OBITb [TOJIe3Ha HPOOHAS MMMYHO-
cynpeccuBHas tepanus, IAIHG 6bi1a paspaborana
ynpoméHHas 6a/IbHasA CUCTeMa, KOTopas IpuBesa
K YBe/IMYEHNIO criennpuaHOCTH € 65% 10 90%, a o
clydaeB, IOMeUYeHHBIX Kak «BepoATHbIN» AUT, can-
3umach ¢ 33% mo 9% [32].

Yacrora obuapysxernst AVIT npu IICX 3aBucur ot
METO/Ia, C IIOMOIIbI0 KOTOPOTO OH AMAarHOCTUPYETC
[35]. [Tostomy TATHG pexkoMeH[yeT He UCHOIb30-
BaTb CBOIO 0A/UIPHYIO CUCTEMY [/ CO3[aHUS IPU
UCCIeNOBaHM AX HOATPYII C IlepeKpECTHBIM (overlap)
cuHApoMoM [45], a EBporeiick M 0611{eCTBOM HETCKUX
raCcTPOIHTEPOIOrOB, TeIIaTONIOrOB ¥ HY TPUIIMOIOTOB
(ESPGHAN) npepnoxeHa 6ajnpHas cucteMa fist
AMaTHOCTUKM I0BEHVJIBHOTO ayTOMMMYHHOTO 3260-
neBaHus nedenn (mabn. 1) [3], koTopas BKIOYaeT
KaK 607iee HU3KMII IOPOTOBLIN TUTP ayTOAHTUTETI,

Bbannbi
MapameTpbl 3HaueHusa
AUT ACX
>1:20%* 1 1
ANA nnn SMA*
b >1:80 2 2
g ] >1:10%* 1 1
£ Anti-LKM1
T >1:80 2 2
[
€ Anti-LC-1 [IOJIOKUTENIBHO 2 1
>
<< Anti-SLA TIOIOXXUTENBHO 2 2
PANCA TIOJIOKUTENTBHO 1 2
>BI'H 1 1
19G
>1:20 BI'H 2 2
Cosmectuma ¢ AUIT 1 1
Buoncma neyenn
Tunwnunas gns AUT 2 2
OTcyTcTBUE BMpYCHBIX renaTutos (A, B, E, EBV),
HACT, 6one3Hu BunbcoHa u nekapcTBeHHO ITa 2 2
MHAYLMPOBAHHOTO NOPaXeHNA NeYeHn
Hanuune BHeneueHOYHOro ayTOUMMyHUTETa Ia 1 1
CeMeliHbI aHaMHe3 ayTOMMMYHHbIX 3a6oneBaHui Ha 1 1
Hopma 2 -2
XonaHruorpadusa P
HenopmanbHas -2 2

OueHKa: 7 - BeposaTHbIll AUT; 8: onpenenennsiit AVIT.
OueHka: 7 - BeposaTHbIl ACX; 8 — onpepenennblit ACX.

COKPALLEHWA:

AUT — ayTOMMMYHHbIN renaTuT;

ACX — ayTOMMMYHHbIV CKNepOo3upPYIOLLUIA XONAHTUT;

ANA - aHTUHYKNeapHble aHTUTeNa;

antiLC-1 — aHTUTENa K UMTO30M10 NeYeHn 1-ro TUNA; aHTK-
LKM-1 — MuKpocomanbHoe aHTUTeNo NPOTMB NeYeHn 1 noyek
1-ro Tuna;

aHTU-SLA —aHTWUTENa K pacTBOPUMOMY aHTUreHY neyeHun/
neyeHOYHO-MaHKpeaTNyeCKoMy aHTUreHy;

Anti-LKM1 —aHTuUTena K MMKpOCOMam neyeHm 1 noyek
EBV - Bupyc SnwrenHa—bapp;

19G - ummyHornobynux G;

HACT — HeankoronbHbI cTeaTorenaTuT;

PANCA — aHTMHEeNTpodUNbHbIE LMTONNAa3MaTUYeCKmne ayTo-
aHTuTena;

SMA —aHTUTeNa K rMagKkum mMblliLam;

BI'H — BepxHAA rpaHnLa HOpMbI.

¥ — AHTUTENa, U3MepeHHble METOAOM HEMPAMOIN MMMYHODNY-
opecueHL N Ha KOMMO3UTHOM Cy6CTpaTe rpbi3yHOB (MouKa,
neyeHb, XKenyaok).

** _ cymma 6annoB, HabpaHHbIX 3a ayToaHTuTena k ANA, SMA,
aHTN-LKM-1, aHTn-LC1 n aHTK-LA, He MoXeT npeBbiluaTh
MaKkcumym 2 6annos.
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TaK Y BU3ya/IM3al}I0 )KeTIYHbIX IPOTOKOB, YTO II03BO-
JIsieT IIOCTaBUTD PaBIbHBII UAarHO3 [3].

Xorsa gnst ormnanst ACX ot AUT 6611 npefioxKeH
CIeLMaTbHbI NefuaTpudeckuit 6amn [46], aToT MH-
CTPYMEHT ellle IPEACTOUT alpoOMpOBaTh, I OH He
moxkeT oTinuuth ACX ot IICX [35]. 9T0 cBA3aHO C TeM,
YTO IIOPOTOBasi TOUKA JIETKO ZOCTIDKMMA TOIBKO IIPYU
Hanmmuuy ANA 1 nosblleHHBIX 3HaYeHni1 IgG, xoTo-
pole HabmomaoTcsa y =80% 1 >60% B3pocneix ¢ IICX
cootBeTcTBeHHO [47]. B3K, KoTOpOE pasBuBaercs
y >70% maruenTos ¢ [ICX, camo 1o cebe cBA3aHO € 110-
BBIIIEHHBIMM 3HaYeHMAMMY IgG [35, 48]. ANA anTuTEA
TaKe 00Hapy>KMBAIOTCA NpUMepHO Y 40% naieHToB

experimental & clinical gastroenterology | Ne231 (11) 2024

¢ B3K [49] u y >65% nu1, KoTOpble IIPOXOAAT /lede-
HUe MHTUTOpaMM paKkTopa HeKpo3a oryxonu [50, 51].

Hecmortpst Ha 9Ty HabmofeHu s, nposiBnenns I1CX,
KOTOpbIe CONPOBOXAAKTCA OJHUM UM HECKOJIb-
kumu npusHakamu AU, 6yap To 6MoxuMmyeckue,
CepoIornyYecKye VI TUCTONOTMYeCKIe, IIPOROIIKa-
10T K1accuuUupOBaThC KaK «[ePeKPECTHBIN CUH-
npom». TakuM 06pasom, sIPIBIK «ZyONMpPOBaHMsI» Ha
HPOTSDKEHUN AeCATUNIETI T ObIT UICTOYHMKOM 6ecrio-
KOJICTBA M CTaBUJI IIPAKTUYeCKIe BOIIPOCH BeJEHN
HAaIMeHTOB U3-3a CONMOCTABIEHN IBYX COCTOSHMUII,
KOTOpbIe Pas3nMyIaloTCs IT0 SN UAEMIOTIOT U, Te4€HIIO
U porHosy [35].

leHeTMuYecKas NpeapacnonoXeHHOCTb

TICX B3pOC/IBIX TeCHO CBsi3aH ¢ obmactsiMu HLA xmacca
I, 1T u III (t.e. annenamu HLA-B*08, HLA-DRBI u n10-
kycoM psagom ¢ NOTCH4 coorBercTBeHHO) [lokazaHo
TaK)e, YTO Y B3pPOCIIBIX acconyaryy c antureHamu HLA
IT xnmacca 6bun pasuasivu ipu IICX u B3K (23, 52, 53].
OrtHocurenpuslit puck IICX cpenn 6parbeB u cecrep
MAIIeHTOB C 3TUM 3abo/ieBaHMeM B 9-39 pa3 Bblllle, 4eM
B o611jert momy sy [54]. OFHAKO IOTHOT€HOMHOE aCCO-
LMaTUBHOE MCCeNoBaHye BhiABMIo 23 He-HLA-o6macTu,
cBsizaHHbIe ¢ prckoM [ICX y B3pocibIX, U TOKa3ao, 4To
comyrcrBytoiee B3K, mpucyrcrBytolee y 60/1bIIMHCTBA
manyenToB ¢ [ICX, He MOXKeT OBITh MMOTHOCThIO 0ObsIC-
HEHO OOIMMI TeHeTMYeCKIMU PUCKaMu [55].
Mccneposanus pereit ¢ ACX nu AUT, cpegu xoto-
pbIX 6b1710 64% HeBOYEK, TOKA3aJ/IN, YTO IaIlIOTUIIBI

JleyeHune

Jledenne CX 3aBUCUT OT STHONOTUY U TIATOT€HETHYe-
ckux MexaH13MoB. IIpu cosetannu CX ¢ metabonnde-
CKMMI/TeHeTUYeCKMMY HapyIeHUAMU, TUCTUOLUTO-
30M KJIeTOK JIaHTepraHca uiy MMMYHOAePUITaMU
Jle4eHNe B IEPBYI0 OYepeb HaIpaBIeHO Ha 60pbOy
C OCHOBHBIM 3a00JIeBaHNEM C IIe/IbI0 YyCTPaHEeHNUs Be-
Ayleit MIpUMYMHBI HOBPEXI€HN A KeTYHBIX IIPOTOKOB
[4]. m OIna nevenns pereit ¢ CX ncnonbayercs ypcope-
sokcuxonesas kucnota (YIXK), koTopyio npuMeHsi-
10T B 103aX 15-20 MI/KT, TpuyeM 60oree BBICOKME TO3bI
YIXK (28-30 MI/Kr/cyTKM) CBSI3aHBI € 60JIee BLICOKUM
puck cmeptu u HeobxogumocTu TII y B3pocibix [4,
59]. B uccnemoBanum gerei ¢ knaccuyeckum IICX
uny IICX MenKuX NpoTOKOB, IONTYyYaBIIUX TONIBKO
YIXK, coobujaercss 0 6aronpusaTHOM 61MOXUMMYe-
CKOM OTBeTe fake IIPU HaIM4IUM ayTOAHTUTEI, XOTS
19% manuenTtoB norpe6osanack TII uepes 7-19 net
mocjie yctaHOBIeHMA AuarHosa [60]. YIXK moxeT
HOPMAJIM30BaTh CHIBOPOTOYHbIE (PepMEHTHI IIeYEH,
HO He BIMsIET Ha MICXOJ 3a00/IEBaHNS, YTO II03BOJISAET
NpeAnonoXuTb, yto IICX y geTeit mpencrasisaeT co-
6011 3a60eBaHNMe [TEYEHN C XPOHNUYECKMM, IIPOrpec-
CUPYIOLIMM Te4eHMEM, HECMOTPs Ha MeINKaMEHTO3-
HOe neyenue [14].

ITpn ACX paHHee Ha4ajI0 MMMYHOCYIIPECCUBHOM
Tepanuu, KOTopas UCIonb3yeTca npu nedeHun AUI,
COIPOBOK/AETCS HOpManu3arueil O1MoXMMIIeCcKnx

HLA B*08, -DRB1x03 u A1-B8-DR3 npexnpacnonara-
0T K 000MM COCTOSIHUSAM, IIPUYEM CAMbIM CUJIBHBIM
(baKTOpOM pUCKa SIBISETCS TOMOSUTOTHOCTH 1o — HLA
DRB1x3. IIpegpacnonoxxennoctb Kk ACX cBs3aHa
c HammumeMm HLA DRB1x13, Torga kak Hannyne HLA
DRB1x04 n -DRB1x15 3amunmaet ot passutus ACX
u AUT. O6naganue romosurorabiM DRB1X03 man
Hanarem DRB1x13 unn B1x07 cBsizaHo ¢ 6onee Tske-
JIBIM TeueHNeM 3a00/meBaHIs KaK y MaruenTos ¢ ACX,
Tak U y manueHtos ¢ AVT [56].

Takum o6pasom, mpegpacrnonaraTb K pa3BUTHUIO
CX MOryT uenoBedecKye KON TapHble aHTUTEeHBI
(HLA), Hanm4ne onpenenéHHOI aCCOLMaLiiy KOTOPBIX
MO3BOJIAIOT YCTAHOBUTD F€HETUYECKY IO TPEPaCIIONo-
>xenHoctb K [ICX [18, 21, 57, 58].

U MMMYHOJIOTMIeCKUX II0Ka3aTesleil C XOpouIeit cpef-
He- U [O/ITOCPOYHO BBIKMBAEMOCTBIO (mabs. 2) [3].
OpHako 3a60/meBaHMe XXeMYHBIX IIPOTOKOB NPOTrpec-
cupyer npumMepHo y 50% IanyeHTOB, HECMOTPS Ha
Nie4eHye, 0COOEHHO y MALMeHTOB C CONYTCTBYIOINM
TpyAHO KoHTponupyembiM B3K [27].

ACX 671aronpusATHO pearupyer Ha UMMYHOCY-
HpeCcCUBHOE JIeYeHME Y IMeeT Iy YLINIT IPOTHO3, YeM
IICX [10, 16, 17, 61]. OgHako coobuiaercs, 4TO MPo-
rHo3 ACX Ts>KeNblil M He yIy4lIaeTcs IpY JIe4eHNUN
MMMYHOCYIIPECCUBHBIMY HpenaparaMu [62] unu
aHajornyHblil TakoBoMy pu IICX He3aBUCUMO OT
nedenns (14, 15, 24, 63]. IlokasaHo TakXKe, ITO IPO-
ruos npu ACX xyxe, uem npu AV, Ho UMMYHOCY-
peccuBHoOe nedeHne 3¢ GeKTUBHO /151 KOHTPOTIS KaK
HapeHXMMATO3HBIX, TaK 1 OMIMapHbIX 3a601eBaHMIT
B 50% crmyyaeB ACX [27].

Vrpaet nut pornb fo6aBIeHME yPCOLe30KCUXOIEBO
kucnotoit (YIXK) K MMMYHOCYIIpecCMBHOII Tepa-
U B OCTAHOBKE IIPOTpecCcMpoBaHus 3a00eBaHNA
JKeJTYHBIX MPOTOKOB, ellle IIPeICTOUT YCTAHOBUTD.
Coob6manocse, 4to y B3pocnbix ¢ IICX BbICOKIE 103bI
YIIXK 6osee mosesHbl, 4eM CTaHJApTHBIE JO3bI [64],
HO BBIcOKMe 03Bl ¥YIXK OKaspIBalOT OTpuULIaTeNb-
HBIt fonrocpouHbiii addekr [59]. IToaTomy pasymHO
UCIIO/NIb30BATh NO3BI, He MpeBbIIIaoIMe 15 MI/Kr
B CYTKM [23].
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Ta6nuua 2.
JleyeHve ayTonm-
MYHHOTOT CKNepo3u-
pytoLLero xonaHruTa
y petei [3]

Table 2.

Treatment of auto-
immune sclerosing
cholangitis in
children [3]

JTanbl neyeHna npeAHVBOﬂOH

A3aTuonpuH YOXK

2 Mr/Kr B cyTKH (0 60 Mr/cyT).
Jlo3a CHUXKAETCsl eXKeHe/eNbHO T1a-
paJlIeNIbHO CO CHUDKEHJEM YPOBHSI
TpaHCaMI/IHa3 no MMUHUMaJIbHONI
TIofiep>KMBalolIleli JO3bI OT 2,5 o
5 Mr/meHs.

Hauano neyenus

1-2 mr/xr B cyTKu. [Jo6aBnaTh
MOCTENEHHO, €C/IM YPOBHY TPaH-
CaMMHa3 BBIXOOAT HA II/IATO UIN
TIOBBIIIAIOTCA. B KauecTBe anbTep-
HaTMBbI a3aTUONIPIH [06ABIAIOT
BCeM MaljMieHTaM yepe3 2 Heflelln OT
Havasia IeYeH N IPeJHNU30/I0HOM.

15 MI/KT B CyTKM

o HopmanbHblit ypoBeHb TpaHCaMuHa3 1 IgG;

HfocTiwxenne o OTpUIATeNbHBII MaM HU3KMit TUTP (<1:20) ANA/ASMA;
peMuccun .
o oTpuuaTenbHbii TUTP aHTU-LKM-1/anT-LC-1.
Toppepxuparoas 0,1-0,2 MI/KT B CyTKM UM 5 MT IIpu Heo6xopuMocTy 1-2 Mr/Kr 15 MI/KT B cyTKN
Tepanus B CYTKM B CYTKM

IanbHeilllee Te4eHMe

3 rofa 10 paCCMOTPEHMA BOIIPOCAa O BO3SMOJXHOCTHU ITPEKPpAIEHN S I€IEHIA

Ilepen mombITKOM

OTMEHDI JICYECHU A BOCITaJINTETbHBIX U3MEHEHUIA.

Pemuccus B TeyeHUe He MeHee 3 j1eT + KOHTpO/IbHasA 6uorncus IIe4YeHu’, He 06Hapy>x<1/[Ba}oLuaﬂ

COKPALLEEHUA:
YOXK - ypcope3okcuxonesasn KNCNOTa;
19G — ummyHornobynuHbl G;

ANA — aHTUHYKNeapHble aHTUTeNa; nnoyek 11mna;

3aKknuyeHune

AyTOoMMMYHHbIe 3a00/IeBaHM A IIeYeHN pa3fie/IeHbl Ha
tpu curgpoma: AVI, CX n ACX, KoTopble KNMHIYe-
CKMe MOAXOAbL. DTa Tpajjaliid MOXeT IOf|BepraThCcs
COMHEHM M U3-3a Pa3/INYHbIX IIPOSAB/IEHMII IIATONIOT -
YeCKMX IIPOILIeCCOB, YTO HEM3OEKHO IS ONpeieNeH I
3a00jIeBaHMIt, KOTOPbIe OCHOBaHbI HA MHTEPIpETALINU
(o cBOeII CyTM M3MEHYMBOIT) KIMHUYECKUX, Tabopa-
TOPHBIX, TUCTOJIOTMYECKMX VI METO/IOB BU3Ya/IM3aLI UM,
bonee Toro, aTa KaTeropusalusa OCHOBaHa Ha IIOCTO-
SAHHOM OTCYTCTBMM YE€TKO BBIPa>KeHHON 3THOIOT NN
3abomeBaHMit. [I09TOMY KIMHMUIIUCTBI CTAIKUBAIOTCSA
C MalYeHTaMH, Y KOTOPBIX MMEIOTCS OMOXMMUIeCKue,
Ceponorn4ecKme ¥ rYUCTONOTMIeCKe TPOSABIeHN S, Xa-
paxtepHuble Kak s [ICX, tak u ga AUIL, 9To gacTo Ha-
3bIBAIOT «HepekpécToM cunagpomoM IICX/AUD». Y pe-
Tell MOXKHO MCIONMb30BATh TEPMUH «ay TOMMMYHHBII
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