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Beenenue. ['ematroounuapnas naronorus (I'BI1) BesiBnsercs y 30% manueHTOB ¢ BOCIIATHTEIFHBIME 3200JICBAHUSIME KUIIICUHHKA
(B3K), onrako ocoOeHHOCTH €€ TeueHHs y JeTeil n3y4eHbl HeJOCTaTOYHO.

Henb: n3yunth 0COOCHHOCTH TeueHHs ayTouMMyHHBIX popm ['BIT y nereii ¢ B3K.

MarepuaJjibl 1 MeToAbl. [IpoBeeHO KOMIUIEKCHOE KIMHUYECKOE, 1ab0paTopHOe U MHCTPyMEHTanbHoe obcnenoBanne 84 nerei
¢ ayroummyHHbIMH (opmamu I'BIT B couetannu ¢ B3K (I'BIT+B3K), coctaBuBIINX OCHOBHYIO TPyIIILY, U 79 GONBHBIX C H30JIUPO-
BaHHbIMH (opmamu B3K (rpynma cpaBaeHus).

Pe3yabrarsl. Yactora ayroummynHoit I'BI1 y meteit ¢ B3K cocrasuna 10,2%. B 64,3% ciaydaeB AnarHoCTUpOBaH MEPBUYHBIN
cxireposupyromuii xomanruT (IICX), KOTOpBIH B OCHOBHOM COYETAJICS C SI3BEHHBIM KOJIHTOM. YacToTa ayTOMMMYHHOTO TeIaTHTa
(AUD") — 8,3%. Haubonee gacteiM couetanueM sBisuioch AUT+ICX (15,5%). ebrot 3a001eBaHms IPOSBISIICA Tuapeei, ad-
JOMUHAJBHBIM OOJICBBIM CHHAPOMOM, CHHIPOMaMH IIUTOJIM3a U XonecTtasa, remokoiauToM. [Ipu I'BIT+B3K ormevanocs nossiie-
HHE CBIBOPOTOYHBIX KOHIIEHTPAIMH alaHWH- U acTapTaTaMUHOTpaHcdepassl, obmiero 6enka, y-rryTaMunTpaHchepassl, MeI0dIHOH
¢ocdarassl, mpsmoro ouupyouna u IgG. [IpumepHo ¢ oguHakoBoit yactoroii npu IICX BbISBIEHBI aHTHTENA K CaXapOMHIIETAM —
80% m anTHTENA K IIUTOIIIa3Me HeWTpodmioB — 75%. [Ipu AUT anTHHYKIIEeapHBIe aHTUTENA M aHTHTEIa K MUKPOCOMaM ITe4eHN
u nnoyek obHapyxusamu B 100% cmydaes. IIpu I'BII+B3K B paBHOI cTeneHn ObIUIH BBISIBICHBI YMEPEHHBIH (UOPO3 U IUPPO3 (110
28,6%), orcyrcTBre hudposa (20,6%), ymepennsiii Gudpos (15,9%), cnabderit pudpos (6,3%). Luppo3 neyenu B 55,6% ciyyaes
siBisuicst ucxopoM Teuenus [ICX, B 16,7% — AUI, B 27,8% ObLI CBsI3aH C TEUCHHEM CHHIPOMA IIEPEKPECTa.

BoiBoabl. Paznuunsie popmel ayroummyHHol ['BIT Betpeuatores B 10,2% ciyuaes, yalie acCOLMUPOBAHBI € I3BEHHBIM KOJIUTOM,
npezacrasieHsl [ICX u AUL, y nui My»XCcKoro mona, B 1e0rTe KITIMHHYSCKH MPECTaBICHBI Juapeei, a0lOMUHATBHBIM 0O0JEBBIM
CHHAPOMOM, CHHAPOMAaMH IIUTOJIM3a U X0JIECTa3a, TeMOKOIUTOM.
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Introduction. Hepatobiliary pathology (HBP) occurs in approximately 30% of patients with inflammatory bowel disease (IBD).
However, the features of its course in the pediatric cohort of patients remain insufficiently studied.

Purpose: to study the features of the course of autoimmune forms of HBD in children with IBD.

Materials and methods. A comprehensive clinical, laboratory and instrumental examination was carried out in 84 children with
autoimmune forms of HBP in combination with IBD (HBP+IBD), which made up the main group, and 79 patients with isolated
forms of IBD included in the comparison group.

Results. The prevalence of autoimmune HBP in IBD children was 10.2%. Primary sclerosing cholangitis (PSC) was diagnosed in
64.3% of cases, which was mainly associated with ulcerative colitis. The incidence of autoimmune hepatitis (AIH) was 8.3%. In the
structure of the overlap syndrome, the most frequent combination was AIH+PSC (15.5%). The debut of the disease was manifested
by diarrhea, abdominal pain syndrome, cytolysis and cholestasis syndromes, haemicolitis. With HBP+IBD, there was an increase in
serum concentrations of alanine (ALT) and aspartate aminotransferases (AST), total protein, y-glutamyl transferase (GGT), alkaline
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phosphatase, direct bilirubin and IgG. Approximately with the same frequency in PSC, antibodies to saccharomycetes (ASCA) —
80% and antibodies to the cytoplasm of neutrophils (ANCA) — 75% were detected. In AIH, antinuclear antibodies (ANA) and anti-
bodies to liver and kidney microsomes (anti-LKM1) were detected in 100%. HBP-IBD equally (28.6%) revealed moderate fibrosis
and cirrhosis, no fibrosis in 20.6%, moderate fibrosis in 15.9% of cases, mild fibrosis in 6,3%. Cirrhosis of the liver in 55.6% of
cases was the outcome of the course of PSC, in 16.7% — AIH, in 27.8% was associated with the course of the overlap syndrome.
Conclusion. Various forms of autoimmune HBP occur in 10.2% of cases, are more often associated with UC, are represented
by PSC and AIH, occur in males, at the onset signs are clinically presented by diarrhea, abdominal pain syndrome, cytolysis and

cholestasis syndromes, and haemicolitis.

Keywords: autoimmune forms of hepatobiliary pathology; primary sclerosing cholangitis; autoimmune hepatitis, inflammato-
ry bowel disease, liver cirrhosis, liver fibrosis; transient elastometry
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BBenenue

CTaBJIAIOT o001 1Be HOPMBI XPOHHUECKUX BOCHATH-

TenbHBIX 3a0oneBanuii kumeunuka (B3K), xapakre-
PU3YIOIIKECS IPOrPEeCcCUPYIOLIMM TEUCHHEM C PUCKOM pas-
BHTHS BHEKUIICYHBIX IIPOSBIICHHUH, B TOM YHMCIIE MTATOJIOTHUEH
renarobunmapHoit cuctemsl (I'bC) [1]. PasHooOpa3Hble mo-
paKEHUs TIEYCHN U KEITYEBBIBOSIINX IyTEH PETUCTPUPY-
1ores y nanerToB ¢ B3K ¢ wacroroit 1o 30%, npu sTom y
5% pa3BUBaIOTCS XpOHUUECKHE (OPMBI remaToOnnuapHon
naronoruu (I'BIT) [2, 3].

Otnonoruueckue (HakToOpbl U CIOKHBIE NATOTeHETHYe-
CKHE IIPOLECCHl, CIocOoOCTBYyroIMe (HOPMUPOBAHUIO (e-
votuna ['BII+B3K, u3yueHsl HETOCTAaTOYHO, XOTS OBLIN
TIOJTyYeHBl OMpEeNeNEéHHbIE JTOKAa3aTelbCTBA B3aUMOCBSI3H
COUYCTAHHBIX MOpaXXEHUH Kuineuynuka u nedenn [4]. [Ipen-
nojaraeMasi OOIIHOCTh MMMYHOOIIOCPEIOBAHHOTO IaToTre-
He3a MOATBEPXKIACTCAd W HAIWYMEM OOIIUX ayTOaHTHUTEN,
oOHapy>xuBaembix kak npu B3K, tak u npu ['BI1. Hampu-
Mep, aHTUTeJa MPOTUB LUTOIUIA3MATHUECKUX U SAIEPHBIX
AQHTUT'€HOB HEUTPO(MIIOB C XapaKTEepPHBIM HEpUHYyKIeap-
HBIM OKpallliBaHUEM OOHapy>KUBaroT y 26—85% manueHToB
¢ IICX u y 30-68% 0onbHbIx ¢ SIK. OnHako reHeTudeckoe
cosmagenne Mmexay IICX u B3K menee oueBuano: numis 5%
u3 200 nokycoB, uaeHTHuIMpoBaHHbIX npu B3K, csi3anbl
c [ICX [4, 5]. Joka3aHo, 4TO y MalMEHTOB ¢ (EHOTUIIOM
IICX+B3K cymiecTBy0T U KIMHUYECKHE, U SHAOCKOMUYE-
CKHE O0COOEHHOCTH, OTIMYAIONIIUecs OT TaKOBBIX HPU H30-
mupoBanHoM B3K, Hanpumep, nérkoe teueHue, Oojee BbI-
COKasl pacrpoCTPaHEHHOCT ITAHKOJHUTA C MpeodiagaHieM

ﬁonesm, Kpona (BK) u s3Bennsbiii konut (K) npen-
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MOpa)KEHUSI TIPABBIX OT/ENOB KUIICYHHKA, TEPMUHAIBHOTO
WIEUTA U U30JIMPOBAHHOIO MOPAXKEHUS NPSIMOM KUIIKHU [6].

Hpyrue runotess cesizu B3K u I'BII npennonarator, 9ro
AKTHBHPOBaHHBIC JTUM(QOLUTHI U3 TOPaKEHHON CIU3UCTOU
000JI0YKH KUILIEYHHKA, TTOIIaB C KPOBOTOKOM B MOPTAJILHYIO
CHCTEMY, CIIOCOOHBI BBI3BaTh BOCIAJIHUTENbHYIO PEaKIHIO B
neyeHd. [ToMuMo 31010, YBEINUEHNE KUILIEYHOH ITPOHULIAe-
MOCTH CHOCOOCTBYET OaKTepHanbHON TPAHCIOKALUHU K IOP-
TaJbHON CHCTEME, BBI3bIBAsI BOCIIAICHUE JKEITYEBBIBOJISIIINX
myrte# [7].

W3BecTHO, UTO B CEMBSIX, WICHBI KOTOPBIX UMEIOT OJTHO
U3 WMMYHHOOIIOCPEJOBAaHHBIX 3a00JieBaHUil (pEeBMaTOU-
HBIH apTpUT, aHKWIO3UPYIOIIMHA CIIOHIWINT, PACCESTHHBIN
CKJIEpO3, caxapHblid Auader 1-ro Tuma u jap.), 4aiie MOTyT
pa3BUBaTHCA U IPYTrHe 3a00JI€BaHUs U3 JJaHHOW TPyYIIIL [8].
B onHOM U3 uccnenoBaHuii ObUIN IPOAHANU3UPOBAHBI 1aH-
Hble J[aTCKOro HallMOHAIBHOTO PeecTpa, B KOTOPBIH ObLIM
BKJIIOUEHbI 47 325 manueHToB ¢ 3aperuCTPUPOBAHHBIM JlUa-
rao3oMm B3K (AK wmu BK). ComytcTByromas natonorus Obi-
na onpeneneHa y 16 6onpabix ¢ AK ny 12 — ¢ BK. Cpenu
COITYyTCTBYIOIMX ay TOMMMYHHBIX 3a00JIeBaHU 7 BXOIUIIU B
IPYIILY PEBMATOJIOTHYECKUX, 5 — B IPYIIy FacTPOIHTEPO-
nmornyeckux [9, 10]. Ha mpakTuke, mIoMUMO H30JIUPOBAHHBIX
ayrouMMyHHBIX (hopMm ['BI1, cymiecTByeT 1 Tak Ha3bIBA€MBIiA
CUH/IpOM TiepekpecTta (overlap-cuHapom), Mpu KOTOPOM BO3-
MOYKHO COYETaHWE JIByX MaTOJOTHMYECKUX COCTOSHHM, Ha-
puMep, MEPBUYHOTO cKiieposupytomiero xonanruta (I1CX)
n ayroumMmyHHoro renaruta (AWUD), uro game onpenenser-
cs ipu SK [9, 10]. Pacnpoctpanénnocts overlap-cuaapoma
koneOnercs B npenenax 2—14% [11, 12]. B3K o0br4HO 111-
arHOCTUPYIOT MEpBbIM, a MHoraa nedror nopaxenus ['bC
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BO3MOXEH JIaXKe MOcIIe KoMIKTOoMIH. COMyTCTBYIOMAs mevé-
HOYHAS MATOJIOTHS 9aCTO MOXKET MPOTEKaTh OECCHMITOMHO,
YTO MPUBOJMT K 33JIEPXKKe BepUPHUKaIMK qruarHo3a [4].

[Mokazana neooxonumocts uckmodenus B3K y nanuen-
TOB C YCTAHOBJEHHBIM IHAarHO30M ayTOMMMYHHOTO IOpa-
KEHUs [IeYeHU WM overlap-cuHApOMa IOCPEAICTBOM 3H0-
ckorryeckoro uccienoBanus [5]. C mpyroit CTOpoHBI, OBLTO
BBISIBIICHO, YTO aKTHBHBIN CKpuHHUHT ratonoruu I'bC ¢ uc-
MOJIb30BAaHUEM MAarHUTHO-PE30HAHCHOW XOJIaHTHOIIaKpea-
torpaduu y naruentoB ¢ B3K yBenuunBaeT BEpOSTHOCTh
Bepu¢ukanuu [ICX B 3 pasza [13]. AHanorudsHsIM 00pazom
obu1 tuarnoctuposan [ICX y 10% nanuenTos ¢ B3K, nmes-
LIMX HapylleHHs B Te4€HOUHBIX TecTax [14]. [Tonarator, uto
Ouonoruyeckas Tepamnus, npumensemas npu B3K, moxer
n3MeHsTh ectectBennoe Teuenne [1CX. Hampumep, npena-
par Benonu3yMad — ryMaHU3UPOBAHHOE MOHOKJIOHATBHOE
AQHTHUTEN0, U30UPATEeNbHO JEHCTBYeT NPOTHB WHTETPUHA
04B7 ¥ npeoTBpAIIAeT MUTPALIUIO BOCTIATUTEIHHBIX MOHO-
HYKJI€apHBIX KJIETOK B BOCHAJIEHHYIO CIM3HUCTYIO 000I0UKY
y nmanueHToB ¢ K unu BK. Tlpu aToM Bemonn3zymad MOKeT
CHOCOOCTBOBATh YMEHBUIEHUIO MHQWIBTpanUu JTUMQOLH-
TOB W BOCIajcHUs B reueHu [ 15—18]. OmHako UMEIOTCS Co-
0OmIeHNs O pUCKEe BO3HUKHOBEHUSI XPOHHUYECKOTO XOJIeCTa-
3a y alEHTOB, TOIYYalOIUX BEAOMN3yMa0, KOTOPHIi, KaKk
MIpaBHJIO, KyIIUPYETCsI IPH OTMEHE npenapara [19].

V¥ nanuentos ¢ B3K u conyrcTByroliei ayrouMMyHHOM
narojorueii ['BC BO3MOXHBI HapylIeHHs OHOXMMHYECKUX
AHaJIM30B, KOTOPble MOTYT OTMEYaThCs MPU MEPBUYHON TH-
AarHOCTUKE WJIM XK€ BO3SHHUKATh CO BPEMEHEM IIpH Mporpec-
cupoBaHuu 3aboneBanus. Pa3Burue ux, Kak npaBuio, Ipo-
WCXOAWT HE3aMETHO, 0e3 KIMHUYECKUX MPHU3HAKOB JHOO C
MOSIBJICHUEM HecCelM(QUISCKAX CHUMIITOMOB (yCTalOCTh,
TOIIHOTA, AHOPEKCHsI WM 3ya), KOTOPbIE HEPEIKO MOTYT
ocTaBaThCsl HezaMedyeHHbIMU y manueHnta ¢ B3K. B cs-
3M C 3TUM YPEe3BBIYAfHO Ba)YKHO HCCIEIOBAaHHE PYTHHHBIX
OMOXMMHUYECKUX TECTOB C OINpPEIEIICHUEM CHIBOPOTOYHBIX
KOHIIEHTpaluil anannHamuHoTpancgepassl (AJIT), acmap-
taramuHOTpancdepazsl (ACT), y-mimyTamunTpancepasbl
(I'TT), menounoit ¢pocdarazsr (D) n dunupyduHa y ma-
nuenTta ¢ B3K, a Taxke ¢ mogo3peHreM Ha ayTOMMMYHHYTO
natosoruto I'bC u mepuogndeckuii mOBTOp WX B MPOIECCE
Habmonenus [20].

OueBuaHO, yTO B 0cHOBE nopaxenuit ' bC y manueHToB
¢ B3K Moxer nexarb MHUPOKUI CIIEKTP MaTOTEHHBIX MeXa-
HU3MOB, HAYMHAs OT ayTOUMMYHHBIX COCTOSHUH U 3aKaHYH-
Bas TOKCHUECKUM AEHCTBHEM JIEKapCTBEHHBIX IIPENaparoB.
JlokazaHa BO3MOXHOCTh CYIIIECTBOBAaHHUS JABYX WK Ooiee
3a00JIeBaHMA y OJHOTO TaNMeHTa, a TshkecTh | BIT mMoxker

BapbUPOBATh OT JIETKOH CTEMeHH, KOTopasi TpeOyeT TOIBKO
HaOMIOICHNSI, 10 KpaliHe TSDKENOW ¢ pa3BUTHEM LUPPO3a H
COMYTCTBYIOIIEH MEUEHOUYHON HEAOCTaTOYHOCTH, YTO MO-
KET MoTpe0oBaTh TpaHCIUIAHTAUMHU IedeHu. VuauBuay-
aJbHBIN MOAXOA K KaXJOMy MAalMEHTy C MOJO3pEHHEM Ha
ayTOMMMYHHY!0 naronoruto I'bC BaskeH 11 yCTaHOBICHUS
BEPHOTO JUarHo3a, Mpe0TBPAIICHHUS OCI0KHEHUH U CBOCB-
PEMEHHOro Hayaja IaToreHeTH4Yeckou Tepanuu. B meaua-
TPUUECKOW MPAKTHKE BOIPOCHI, KACAIOIIMECS paclpoCTpa-
HEHHOCTH, popM ayTOMMMYHHBIX TopaxeHuit I bC, xapak-
Tepa KIMHUYECKUX, J1a0OpaTOpHBIX, HWHCTPYMEHTAJIBHBIX
U3MEHEHUH M BBIPAXEHHOCTH CTPYKTYPHO-(YHKIHOHAIIb-
HBIX HapylieHuil neuenu y aereii ¢ B3K, usyuensr Heno-
CTaTOYHO.

B cBsi31 ¢ 3THM 1eJIbI0 pabOTHI SIBUIIOCH OIIpEeIICHUE
0ocoOeHHOCTel TeueHus ayTonMMYHHBIX popm ['BI1 y nereit
¢ B3K.

MaTepnam)l H METOAbI

[IpoBeneHO OTKPHITOE OJHOIEHTPOBOE HEKOHTPOJIHUpPYeE-
MO€ HEpaHAOMH3UPOBAHHOE JBYHAIIPaBIEHHOE (PETPO-TIPo-
CIIEKTUBHOE) HCCIICAOBAHUE, B KOTOPOE OBLIM BKITIOYCHBI
823 peb6énka ¢ B3K B Bo3pacte ot 1 roma no 17 net 11 mec.
Cpenu >tux 60nbHBIX OblH BhIsBIEHB! 84 (10,2%) pe6en-
ka, umeromux coueranne B3K c ayroummynnoit I'BII, ko-
TOpbIE COCTaBUIIM OCHOBHYIO rpymnity (OI'). Metoznom ctpa-
TU(UIUPOBAHHON BBIOOpKM ObUTa copMHpOoBaHa TpyIna
cpaBuenus (I'C), B xoropyro Bonum 79 manmentos ¢ B3K
0e3 mopaxeHWH TmeueHH. 3ydeHBl NaHHBIC TALUCHTOB,
MTPOXOIUBIINX CTAIIHOHAPHOE OOCIIEIOBaHHE H JICUCHHE I10
noBoay B3K w/unu maronoruu I'bC, 3a 2015-2021 rr. Xa-
paKTepUCTHKA MMallMEHTOB MpencTapieHa B Ta0a. 1. Tema u
Iu3aiiH paboThl 0100PEHB! HE3aBUCHMBIM JIOKAJIbHBIM 3TH-
YECKUM KOMHUTETOM.

CyIIecTBEHHBIX PA3INYHNA MEXIY TPYIaMH OOJHHBIX
0 TIOJTY, BO3pacTy M Hozonormdeckoi ¢popme B3K He BbI-
ssineno (p = 0,857, p = 0,852 u p = 0,812 cooTBETCTBEHHO).

Kpurepuu BriroueHns:

* Bo3pacT oT 7 mec 10 17 set 11 mec;

* OousbHBIE ¢ TOATBePKAEHHBIM fqrarHo3oM K wmu BK

B COYETAaHUU C ayTOMMMYHHBIMU (opmamu [ BIT;

* 11e00T 3a00NI€BaHUS C KHUIIEYHBIX U BHEKHIIEYHBIX
MIPOSIBIICHUH (apTpairuvecKuii CHHAPOM, acTeHHYe-
CKH CHHIPOM, y3JIOBaTasi 3pUTeMa, apapeKTaibHbIe
CBHIIIN);

* ne0roT 3a007IeBaHUS C CHMIITOMOB, XapaKTePHBIX IS
MOPaYKCHUS MEUSHH U )KETYEBBIBOAALINX My TeH (3Ke-
Tyxa, 3yJl, 00JIb B IPaBOM IOApeOephbe, aX0oNus CTyIa,

Tab6numa 1 / Table 1

XapakTepucTHKa 00C1€J0BAHHBIX 00JIBHBIX

Characteristics of patients observed

Ton Hosonornueckast popma B3K
I'pynna Gender B(j:p:m Nosological form of IBD
n
Group MYKCKOM JKEHCKHIT Me [Qg Q] S3BEHHBIN KOJIUT Gonesnb Kpona
male female v ulcerative colitis Crohn’s disease
OI' / Main group 84 48 (57.1%) 36 (42.9%) 13 net 1 mec [7.6; 15] 72 (85.7%) 12 (14.3%)
13 years 1 mo [7.6; 15]
I'C/ Comparison 79 44 (60.0%) 35 (40.0%) 11 ner 1 mec [7.1; 13,1] 57 (72.2%) 22 (27.8%)
group 11 years I mo [7.1; 13,1]
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MOTEeMHEHHE MOYH), BKIIIOUYAs JIAOOpaTOpHBIC H3Me-
HEHHUS: TIOBBIIIEHUE CBIBOPOTOYHBIX KOHICHTpPAIUHA
AJIT, ACT, I'TT, H1®, C-peakruBHoro Oenka (CPB),
o011ero u mpsiMoro OMIMpPyOWHA, CHUYKEHUE YPOBHSA
oO1ero 6enka 1 aNbOyMUHa, U3MEHEHUS COJePIKaHUs
nmmyHoroOynmmHoB (Ig) xkmaccos A, M, G;

* MOANHCaHHOE JOOPOBOIbHOE HHPOPMUPOBAHHOE CO-
IJIacue Ha yJacTHe B pabore.

Kpurepun neBkmrodeHns:

* HaJgu4yre OOMEHHOH MaTOJIOTHU;

* HaJU4Kle BUPYCHBIX IelaTUTOB;

* JIeTH C NOPAXXEHUEM OTIOPHO-ABUIATENLHOTO anmapa-
Ta U COSIMHMUTENILHON TKaHU B paMKax 3a0osieBaHUi
PEBMATOJIOrMYECKOH I'PYIIIIbI;

* JIeTH C HEWPOMBIIIICYHBIMH 3a00JICBAHUSIMH, B paMKax
KOTOPBIX BOBMOYKHO IMOBBIIIICHHE TIEYEHOYHBIX TPAHC-
aMHHAa3;

* OTKa3 OT MOANMMUCAHUS MH(POPMUPOBAHHOTO COTJIACHS
NpeACTaBUTENEM MAlMEeHTa M CaMUM MalUeHTOM B
BO3pacTe crapuie 14 nert;

* HapyllEHHE IICUXUYECKOI0 COCTOSHUS MAllUeHTa.

VY Bcex MalUeHTOB OBLIO MPOBEICHBI CICAYIONINE aHa-

JIU3BI:

1) xmuHMYeCKUil 1 OMOXMMHYECKUH aHAIHU3Bl KPOBHU C
OIpEeJICTICHHEM KOHLICHTPALMU TeMOTJIOOMHA, KOJHYESCTBa
SPUTPOLIUTOB, TPOMOOIIUTOB, JICHKOIIUTOB U HEUTPODUIIOB,
CKOPOCTH OCeIaHusd SPUTPOLUTOB, KoHIEeHTpauud AJIT,
ACT, I'TT, obmero u npsimoro Ounupyouna, [1Id, obmero
Oenka, anbOyMuHa, xenesa, peppurruna, CPb;

2) UMMYHOGEpPMEHTHBII aHaJu3 CBHIBOPOTKH KPOBU C
onpenenenueM IgA, IgM, IgG;

3) aHanIM3 COCTOSHUS CUCTEMBI F'eMOCTa3a C OIpejelie-
HUEM aKTUBUPOBAHHOTO YACTUYHOTO TPOMOOILTACTHHOBOTO
BpEMEHH, TIPOTPOMOMHOBOTO BPEMEHH, MPOTPOMOHHOBOTO
HHJIeKCa, TPOMOMHOBOTO BPEMEHH, MEXIYHAPOIHOTO HOP-
MaJIN30BaHHOTO OTHOLIECHUS, (GUOPHHOTeHa.

VY psna 6oapHEIX OI' mpoBOAMIIN OIpeneseHUE ayTo-
AHTUTEIl B CBIBOPOTKE KPOBU: aHTUHEUTPOPMIBHBIE IIUTO-
miasMaTudeckue anturena (anti-neutrophil cytoplasmic
antibodies, ANCA), anTuTena Kk caxapomuieram (anti-
saccharomyces cerevisiaec antibodies, ASCA), antu-
siaepHble anTuTena (antinuclear antibodies, ANA), aHTH-
Tela K MUKpOCcOMaM IeueHu u modek (anti-liver-kidney
microsomal antibody, anti-LKM), anTuTena x pactso-
puMomy aHTuUreHy medeHu (anti-soluble-liver-antigen
autoantibodies, anti-SLA), aHTHTeNna K MHTOXOHIpPH-
sMm (anti-mitochondrial antibodies, AMA), antuTena K
IMaaKod Myckynatype (anti-smooth muscle antibodies,
ASMA).

OO6pa3upl KpOBH NONydYalnd HATOIMAK MYTEM B3ATHA
BEHO3HOM KPOBM M3 JIOKTEBOH BeHbl. KnmHuveckuil aHa-
JU3 KPOBU IMPOBOAMJIM HAa aBTOMATHYECKOM aHAIU3aTope
«Sysmex XN 1000» («Sysmex Corporation») MeTOIOM
IIPOTOYHOI T€MOLUTOMETPHUH, aHAJIU3 CKOPOCTH OCENaHMs
SPUTPOIUTOB BHIMOIHIIN C MOMOIIBE aBTOMATHUYECKOTO
anammzaropa «Roller Alifax» («Alifax»), koHIeHTpanuu
OMOXMMHUYECKUX MapKepoB KPOBH OIPEACTSUTH HpPH IO-
Moinu aBroMmaruueckoro ananuzaropa «BC UniCel 800»
(«Beckman Coulter»). AHanu3 napameTpoB KOaryisHOH-
HOTO TeMOCTa3a IPOBOAWIN IPHU IOMOILM aHAJIN3aTOpPOB
«System XN 1000», «Roller Aligax», «BC UniCel 800».
HNmmyHOXpoMaTorpauyeckuM METOJOM C ITOMOILBIO TeX-
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Hojyorun «Quantum Blue» («Biithlmanny) onpenensau ypo-
BeHb (DeKaILHOTO KaJIbIIPOTEKTHHA.

Jns oneHku KiaumHHYeCKoM akTuBHOCTH TeueHus B3K
UCIIONB30BaJIM  CHELMalu3UpoBaHHble MIKanel: Pediatric
Ulcerative Colitis Activity Index (PUCAI) [21] — mns SK
u Pediatric Crohn’s Disease Activity Index (PCDAI) — s
BK [22].

VIBTpa3ByKOBOE HCCIICAOBAHNE OPTaHOB OPIOMIHOW TIO-
JIOCTH MTPOBOJIMIIM Y BCEX IMAIUCHTOB Ha ammapare « Toshiba
Aplio XG V4» («Toshiba») ¢ ncronb30BaHNEM KOHBEKCHO-
IO JaTduKa ¢ yactotaMu 6—8 MI 11 U TMHEWHBIX JaTYHUKOB C
yactotamu 10—14 MTI'n. [lonydeHHble JaHHBIE CpaBHUBAIU
C TAKOBBIMH Y JieTel JaHHOTOo Bo3pacTa [23]. TpaH3ueHTHyIo
anactorpaduto nederu (TIIT) npoBoaunu 63 GonsHBIM O
u 79 nanuentam I'C Ha anmapare «FibroScan®502» («Echo-
sensy). JlaHHbIE BBIpAXKAIU B KWJIOMACKAIAX M COOTHOCHITU
UX co cTaaueit (pubpo3a nevueHu B COOTBETCTBUU CO MIKAJIOH
METAVIR, rne FO — ¢ubpos orcyrcryer, F1 — muHm-
MasbHbIN Quopo3, F2 — ymepenusiit ¢pudbpo3, F3 — Beipa-
skeHHbIH Puopo3, F4 — nmppos.

Craructudeckyto 00paboTKy MOIy4YeHHBIX JaHHbIX IIPO-
BOJMJIM C UCIIOJIb30BAHUEM IIaKeTa NMPUKIIAJHBIX IPOrpaMM
«IBM SPSS Statistics 21» («StatSoft Inc.»). Ctaructuaeckn
3HAYUMBIMH CUUTAIH pa3ianans mpH p < 0,05.

Pesyabratsl

Ocobennocmu HacieocmeeHHocCmu y oemeil
¢ penomunom I'BII+B3K

OTAromEHHYI0 HACIEACTBEHHOCTh UMenH 29 u3 84 ma-
uuentoB OI. Yacto y poacTBeHHHUKOB 1-i U 2-U JNUHUU
POZACTBa OTMEYAIUCh Pa3IMYHas MaTOJIOTUS KeTyJOUHO-KHU-
meyHoro Tpakra (65,5% cinyuaeB) u B3K (31,0%), pexxe —
aytoummyHHast (20,7%) W OHKOJOTMYECKas IIaTOJOTHS
(20,7%) u penko — xpoHHUYECKHE OONe3HU TIedeHH (6,9%).
Cpenu mopakeHHH HKeITyI0YHO-KHIIEYHOTO TPAaKTa Mpeod-
Jajan XpoOHUYECKUN racTponyoJeHuT (n = 9) u si3BeHHas
0o1e3Hb JKeNMyJKa M JBEHAANATUIIEPCTHON KUIKK (n = 6),
peke BBISIBIISUICS XpOHUUECKUN naHkpeatut (n = 4). Y pon-
CTBEHHHKOB, cTpafaBmmnx B3K, ormeuancs uckiIounTeh-
Ho SK (n =9), cnmyuyaes BK He 3apeructpupoBano. Criektp
ayTOMMMYHHOW TaTOJIOTHH OB TIPEICTaBIIEH PEBMATOW/I-
HBIM apTpuToM (1 = 1), mcopuazom (n = 2), ayTOUMMYHHBIM
TUpeouauToM (1 = 4) 1 TeMoMTHYeCKOi aHemuel (n = 1).
OHKoornyeckas naToJIorys BKIKYaia pak TOJICTONH KUIIKH
(n=2), xxenyaxa (n = 3) ¥ MOIKETyIOUHOU xkene3sl (n = 1).
Cpenu XBII 3admkcupoBanbl BupycHbii renatut C (n=1) u
KpunrToreHHslil renartut (n = 1). Takoe pacnpenenenue f1aH-
HBIX CBS3aHO C TeM, 4To 14 u3 29 nereil UMeIH HECKOIbKUX
POICTBEHHUKOB C OTATOIIEHHON HACIEACTBEHHOCTHIO.

Ocobennocmu o0edbroma 3abone6anusa y oemeii
¢ penomunom I'bII+B3K

[Ipu ananmze ocobeHHOCTEl JeOroTa 3a00JICBaHUS BbI-
SIBIIEHO, 4T0 y 52 u3 84 manmentoB O manudecranus Ha-
YHHAJIACh C CUMITOMOB IMOPAKCHUS KUIICYHUKA W JIUIIb Y
18 — ¢ I'BII. Y ocranpHbIX 14 manueHTOB 10T XapaKTe-
PHU30BAJICSl BHEKHIIICUHBIMHU TPOSIBICHUSIMHU, IPUUEM Y 9 Jie-
Teil OHM OBUTH W30JMPOBAaHHBIMH, y 3 — couetanuch ¢ ['BI,
ay 2 — c mopakeHHeM KHILIEYHHKA.

BospactHbeie ocobeHHOCTH e00Ta U BepU(PHUKAIINY JTU-
arto3a ['BIT+B3K mpencrasneHsl B Ta0. 2.
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B OI' qiurensHOCTh TeUueHns 3a001eBaHus IEYEHU OT
MOMEHTa 1e00Ta 10 MIEPBUYHON TOCITUTAIN3AIHH B CPE/I-
HeM cocTtaBmina 1 roma 3 mec [7 mec; 3 net 2 mec]. B rpyn-
II€ C U30JUPOBAHHBIM NTOPaXXEHUEM KHUIIEUHHKA — | rofg
[6 mec; 2 et 8 Mmec].

CambIMH 4acCTBIMH IPOSBJICHUSMU B J1e0t0Te 3abosieBa-
Hus y aereil ¢ ¢genorunom I'BIT+B3K sBisrorcs nuapes,
a0JIOMHHATBHBIN 00JIEBOM CHHAPOM, CHHIPOMBI IIUTOJIN3a H
xoJnecrasa, reMokonut (puc. 1). Pan mereit umenu codera-
HUE Pa3IMYHON CUMIITOMATHKH.

Dopmvr aymoummynnoit I'BIT y oemeit ¢ B3K

Cawmoii uacroit popmoii I'BIT y maruento OI" Obi1 TICX
(64,3%), neckonpko pexxe — AUID (8,3%), penko — AUX

HWkrepuanocts koxwu / Ictericity of skin
I'emopparuueckuii cunpom / Hemorrhagic syndrome
Wkrepuanocts crnusucthix / Ictericity of mucous membranes
Tloremuenne moun / Darkening of the urine

Torepst maccer Tena / Weight loss

Koxxusie Boickimanys / Skin rashes

Axonus cryna / Acholic stools

Aptpanruu / Arthralgias

Actennueckuii curapom / Asthenic syndrome
Jluxopanka / Fever

Cungpom xonecrasa / Cholestasis syndrome
I'emoxomnut / Hemocolitis

Cunapom muronusa / Cytolysis syndrome

Bonb B xxuBote / Stomach pain

Huapest / Diarrhea
0

(4,8%). Takoe COOTHOILIEHHE CBA3AHO C TEM, YTO Y OJJHOTO pe-
0&HKa MOITIO BCTpevaTbesi couetanue aByx ¢opm ['BII B pam-
Kax overlap-cuHApoMa, KOTOpBIi ObLT BBIsBIEH Y 19 (22,6%)
n3 84 mammentoB OI. Cpemu nereit ¢ overlap-cuaapomMom
npeobnanano coueranue [ICX+AUT (68,4%), ropazmo pexe
omnpenensutoch Tedenne AUT+ANX (31,6%).

Knunuueckue u nabopamopnusie nposeienus y oemeii
¢ gpenomunom I'BIT1+B3K

CaMBIMH YaCTBHIMH KIMHHUKO-JIAOOPAaTOPHBIMH TIPOSIB-
nenusmu 'y manueHtoB O (n = 84) mpu mepBUYHON TO-
CHMTANM3AMKU OBUIM CHHIPOMBI LIUTONM3a M XOJECTa3a,
TEeMOKOJINT, a0ZOMHHANbHBINA OONEBOW CHHIPOM, AHMapes
W ydalleHue CTyja, a Takxke aHemus (puc. 2). Hexotopsie

2
4
5
6
8
13
19
28
30

32
32

5 10 15 20 25 30 35 40 45

Puc. 1. OcobeHHOCTH KIIMHUKO-JIa00PAaTOPHEIX MPOSBICHNUI B 1e0ioTe 3a0oneBanus y nmanuentoB O (n = 84).
Fig. 1. Features of clinical and laboratory manifestations at the onset of the disease in patients of the main group (n = 84).

Ta6numa 2 / Table 2

BospacTHas xapakTepuCTHKA NAUMEHTOB HA MOMEHT Bepudukauuu anaruosa, Me [Q ; Q,]

Age characteristics of patients at the time of diagnosis verification, Me, [Q,; Q,]

B03paCT OT IEPBUYHBIX HpOHBHeHI/Iﬁ
I'pynna Juarnos Bospacra nebrora Bospact Bepudukanum auarsosa
Group Diagnosis Debut age Diagnosis verification age AHO YCTAHOBKH JHATHOSA.
ge from onset to diagnosis
or B3K 10 net 7 mec 11 et 7 mec 7 mec
Main group IBD 10 years 7 mo 11 years 7 mo 7 mo
[4 neT 9 mec; 13 net 8 mec] [6 neT 4 mec; 14 neT 9 mec] [1 mec; 1 rox 4 mec]
[4 years 9 mo; 13 years 8 mo] [6 years 4 mo; 14 years 9 mo] [1 mo; 1 year 4 mo]
T'BIT 10 ner 1 mec 12 ner 8 mec 9,5 mec
Hepatobiliary 10 years 1 mo 12 years 8 mo 9.5 mo
pathology [5 meT 2 mec; 12 et 9 mec] [7 net 4 mec; 15 et 0 mec] [3,2 mec; 2 et 9 mec]
(HBP) [5 years 2 mo; 12 years 9 mo] [7 years 4 mo; 15 years 0 mo] [3.2 mo; 2 years 9 mo]
IC B3K 9 et 6 Mmec 10 net 4 mec 7,5 mec
Comparison IBD 9 years 6 mo 10 years 4 mo 7.5 mo
group [2 meT 2 mec; 11 met 6 mec] [5 meT 9 mec; 12 net 8 mec] [1 mec; 1 rox 6 mec]
[2 years 2 mo 11 years 6 mo] [5 years 9 mo; 12 years 8 mo] [1 mo; 1 year 6 mo]
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JETH WMEJIHM COYETaHWE Pa3Nu4yHON cummroMaruku. Kiu-
Hu4deckas akTuBHOCTh B3K ObUta cymiecTBEHHO BHILIE Y
nereit I'C, uem y nmanuentoB OI': o mxkane PUCAI — 15
[10; 21,2] 6amnoB mpotus 27,5 [15; 43,7] (p < 0,001), no
mkaine PCDAI — 10 [10; 20] nmporus 30 [15; 35,6] 6annos
(» <0,001) coorBercTBenno. I1pn sTom nokazarenu TOII y
narueHToB OI' ObUTM 3HAYMTENBHO BBINIE, YeM y JeTel u3
I'C: 8,65 [6,0; 13,1] mpotus 3,85 [3,7; 4,6] xIla (p <0,001).
Jlasiee ObUIO IPOBENICHO CPAaBHEHUE HEKOTOPHIX Jabopa-
TOPHBIX MIOKa3aTesIel, OTPpaKaIoLIHUX TKECTh TeUeHUS 3a00-
neBanus y naientoB OI' u I'C (Ta6u. 3).
Bonpnple OI' umenu MeHblIyo akTuBHOCTH B3K
(» <0,001), oqHaKo mpu ATOM B paMKaX XpOHUYECKH IIPOTE-
karomieit ayroummyHHo# I'BIl y HUX oTMeuanocs:
» Hajuune ¢pudposa meueHu (p < 0,001);
» Oonee BBIpaKEHHOE NOBHINICHUE coxaepxkanus 1gG
(» <0,001) u IgM (p < 0,001) B CHIBOPOTKE KPOBH
Kak TPOSBICHHE ME3eHXHUMaJIbHO-BOCIAIUTEILHOTO
CHUHIpPOMA MPH NOPAXKECHUH MIEYSHHU;
* Hanumuue cuHApoMoB murtoiusa (p < 0,001) u xone-
craza (p < 0,001), cBUAETEIBCTBYIONNX 00 aKTUBHO-
CTH TelaTuTa;
* Hajuuue TpomOormroneHuu (p = 0,002) u HeHTpoe-
uuu (p = 0,016) 3a cuét cuHAPOMA THITEPCILICHU3MA;
* YUIMHCHWE AKTHMBHPOBAHHOTO YaCTUYHOTO TPOMOO-

Acuut/ Ascites
Koskasrit 3yx / Skin itching

Okxumossl / Ecchymosis

T'emopparuueckuit cungpom / Hemorrhagic
syndrome

HKTepHIHOCT KOKHBIX TOKPOBOB U CKIIep /
Ictericity of skin and mucous membranes

Aprtpanrun / Arthralgias

IMotepst maccst Tena / Weight loss

JIuxopanxka / Fever

Actenndeckuii cuanpoM / Asthenic syndrome
uapest / Diarrhea

Bosb B xxuBote / Stomach pain

Anemus / Anemia

T'emokonut / Hemocolitis

W3smenenue koHcucrenimu cryna / Change in
stool consistency

Cunapom xonecrasa / Cholestasis syndrome

Cungpom nuronusa / Cytolysis syndrome

ORIGINAL INVESTIGATIONS

ractTuHOBOTO BpeMeHH (p = 0,004) 1 TpOMOHHOBOTO
Bpemen# (p = 0,001), cHwkeHne ypoBHs GpuOpUHOTE-
Ha B kpoBH (p = 0,012) kak mposiBeHrne HapyLIeHUH
0€IKOBO-CHHTETHYECKOH (DYHKIINH NEYEHHU;
* 3HAUUMOE CHIDKEHHE YPOBHA (eppUTHHA B KPOBHU B
paMKax JABYX XpOHMUYECKH IPOrPeCCUPYIOIIUX IPOLEC-
COB, 3aTParuBaONINX CIM3KUCTYIO Kumeyrnka u ['BC.
Hanpotus, 6onbHble I'C nMenn HU3Koe copepxkaHHe
obmero 6enka (p < 0,001) u ansOymuna (p = 0,042) B chI-
BOPOTKE KPOBH, YTO, OYEBUIHO, CBA3AHO C Ooyiee arpec-
cuBHbIM TeueHHeM B3K mo cpaBHeHMIO ¢ manueHTaMu
u3 OT.

Aymoanmumena y demeii ¢ penomunom I'bBII+B3K

OCOOCHHOCTH CIEKTPa BBISBJICHHBIX ayTOAHTUTEN H
4acTOTa WX BCTPEUAEMOCTHU MpH pasnuuHbix ¢opmax ['BIT
npencrasieHsl B Ta0d. 4 u 5. V nanuenroB Ol Haubonee
gacTto BeIBISLINCHE ANCA 1 ASMA, pexke —ASCA 1 ANA,
Haubonee peako — anti-LKM1 1 AMA.

ITpu IICX nambonee 4acTo BCTPEYaeMBIMH ayTOAHTH-
tenamu sBisitorca ANCA u ASMA, npu AU — ANA u
ANCA. B pasnoii crenean ASCA Bctpeuanucs npu AUI,
AUX u overlap-cunapome, a anti-LKM1 npu — AUT, TICX
u overlap-cunapome.

[Ipu 3TOM y 8 MarMeHTOB OJTHOBPEMEHHO BBISIBICHO 2

0

10 20 30 40 50 60 70 80 90

Puc. 2. OcobeHHOCTH KIMHUKO-Ta00paTOpHBIX posiBieHui y mammeHToB Ol (n = 84) mpu nepBHYHOM rOCHHUTATA3AIIH.
Fig. 2. Features of clinical and laboratory manifestations in patients of the main group (rn = 84) during first hospitalization.
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Me [Q;; Q,]

Ta6nuuma 3 / Table 3
H3meHeHnst 1a00paTopHbIX noka3areeii y 6oabHbIx O n I'C,

Changes in laboratory parameters in patients of the main group
and the comparison group, Me [Q,; Q,]

Irc
or .
INoka3zarens Main grou Comparison
Index ( :‘% 4) P group Puy
" (n=19)

TpomGouutsl, X 10° 318.0 415.5 0.002
Platelets, x 10° [231.0;414.0]  [295.0; 542.0]
Heiirpoduisr, x 10° 3.56 4.81 0.016
Neutrophils, x 10° [2.48; 4.87] [3.23; 6.52]
IgG, r/n 16.33 10.69 <0.001
IgG, g/L [13.27;20.61] [7.62; 13.43]
IgM, r/n 1.37 0.99 <0.001
IgM, g/L [1.02;2.07] [0.79; 1.27]
CPB, r/n 1.22 1.69 0.019
CRP, g/L [1.00; 5.74] [1.0; 18.0]
AJIT, En/n 56.3 12.7 <0.001
ALT, U/L [23.78; 121.85] [8.5; 18.5]
ACT, En/n 51.35 23.8 <0.001
AST, U/L [32.45; 104,6] [17.7;28.8]
OOmuuii 0eok, r/n 76.0 69.22 <0.001
Total protein, g/L [73.04; 81.11]  [66.26; 72.62]
Ans0OymuH, I/1 393 37.75 0.042
Albumin, g/L [36.0; 42.75] [32.8; 41.0]
BunupyOun o0mmuid, 11.4 7.4 <0.001
MKMOJTB/JT [7.85;16.3] [5.0; 10.8]
Total bilirubin,
umol/L
BunupyOun npsmoid, 2.49 1.30 <0.001
MKMOJIB/JT [1.69; 4.42] [1.01; 1.68]
Direct bilirubin,
umol/L
ITT, El/n 58.12 10.85 <0.001
GGT, U/L [23.0; 156.4] [9.6; 15.9]
o, EN/n 214.0 108.0 <0.001
Alkaline phosphatase, [141.5; 361.0] [88.0; 130.0]
U/L
DeppuTHH, MKI/IT 15.73 322 0.019
Ferritin, mcg/L [8.29; 38.22] [12.3;75.5]
AKTHBHPOBaHHOE 342 322 0.004
YaCTUIHOE [32.2; 36.6] [30.3; 35.1]
TPOMOOILIACTHHOBOE
Bpems, ¢
Activated partial
thromboplastin time,
sec
TB, c 16.85 16.0 0.001
Thrombin time, sec [15.9; 18.2] [15.2; 16.8]
dubpunoren, /1 3.12 3.52 0.012
Fibrinogen, g/L [2.59; 3.9] [2.97;4.91]

IMpumeuanue.3nech u B Tabi. 6 MPUGTOM BbIAEIEHBI JOCTOBEPHbIE

3HAYCHUA.

Note. Here and in Table 6, reliable values are highlighted in font.

u 6onee ayroantuten: ANCA+ACSA — y 3 nereid, AS-
CA+ASMA — y 1, anti-LKM1+ASMA — y 1, ASCA+
ANA — y 1, ANCA+ASMA — y 1, ANA+anti-LK-
MI1+AMA —y | pe6&nxa.

Ixozpaghuueckue usmenenus opzanos OPOULHON
nonocmu y oemeii ¢ penomunom I'BII+B3K

VY 6onpubix OI' rematomeranust Oblia BeisiBIeHa y 47
(56%) matmeHToB, a'y 37 (44%) neteii pa3mepsl eueHH Ha-

XOJMITUCH B TIpeniesiax HopMbl. HeoMHOPOIHOCTD M THIIEP)-
XOI€HHOCTh MapeHXUMbI NeueHn oTMmedeHa y 67 (79,8%)
Jerei, n3MeHeHus: orcyrctBoBau y 17 (20,2%). Crneno-
meranus BouiBieHa y 31 (36,9%) mamueHTa, pasmepsl ce-
ne3¢HKu ObUIM HOpMaJbHBIMU y 51 (60,7%) peOénka, y 2
(2,4%) nereii BHITTOTHEHA CILICHIKTOMUSL.

JanHble o cragmsax ¢uOpo3a MedeHH Yy JeTed cC
I'bIT+B3K, BeisiBIeHHBIX 10 maHHBIM TJII, xapakrepu3o-
BaJIMCh TEM, YTO B PaBHOW CTEIEHU OBUIM JHAarHOCTHPOBA-
HBI YMEPEHHBIH (HUOPO3 W UPPO3, a TaKKE BBHIPAKESHHBIH
¢hubpo3 u ero orcyrcreue. [Ipu 3TOM 4acTo nUppoO3 meye-
HU Ob11 ucxonoM Teuenus I[ICX (55,6%) u AUT (16,7%).
Takoe cooTHOLIEHHE CBA3aHO ¢ TeM, 4To 5 (27,8%) u3 18
naruerToB ¢ LT umenu overlap-cuanpom: [ICX+AUT — 4
(22,2%), AUT+AUX — 1 (5,6%) nanuext.

Y4uThIBas, 9TO YUCIIO MAIMEHTOB CO CTaIUAMU (H-
6posa meuenu F1 u F3 okaszanoch HETOCTaTOUHBIM IS
JlaTbHEUIIeH CTaTUCTUYECKOM 00paboTKu, 00NbHBIC OBLITH
pacmpenesieHsl cleAyonUM 00pa3oM: MalueHThl CO CTa-
muent FO— 17, F1-2 — 23, F3—4 — 27. Ilokazarenu TOII
y 3TUX JIeTedl CYIIEeCTBEHHO pa3Inyaliich (pry: 0,000)
u cocrasunu: 4,8 [3,9; 5,2], 7,8 [6,6; 8,5] u 15,6 [12,3;
22,35] xIla cooTBETCTBEHHO.

[MokazaTeny KIMHUYECKOTO aHain3a KPOBH M KOAary-
JOrpaMMbl HE MMENN 3HAYMMBIX Pa3InYuil y MAIMEHTOB C
Pa3NUYHBIMU cTaausIMH GrOpO3a NeYeH!, OJJHAKO OBLIH BBI-
SIBJICHBI ONpeeNEéHHbIe U3MEHEHHsI OMOXMMUYECKUX MOKa-
3arenell KpoBu (TaduI. 6).

ITo mepe mporpeccupoBanus Gudpo3a mnedeHu y 0oib-
HbIX Ol cyleCTBEHHO YBEINUUBAIUCH CHIBOPOTOUHbIE KOH-
nentpauu AJIT u ACT, 94TO CBHIETENBCTBYET O TOBHIIIE-
HHH aKTUBHOCTH renaTtuTa; nossimenue yposHs I'TT u nps-
MOTO OMIHPYOWHA JOKA3bIBaeT HapaCTaHUE BBIPAKEHHOCTH
CHHJIpOMa XOJIECTa3a.

OobcyxneHue

Yacrora ayroummynnoi ['BIl y Gonpneix ¢ B3K co-
craBmwia 10.2%. IIpu stom cpean I'BII B 64,3% ciydaes
obu1 quarHoctupoBal [1CX, KOTOPBIN coueTancst mpeumy-
mectBeHHO ¢ SK. TICX sBnsercs 4acTbiM U CepbE3HBIM
ocnoxxHenreM B3K kak y B3pocibIX, Tak U y JIeTeH, U €ro
pacnpoctpanénHocts npu JAK cocrasnser 2,4-7,5%, uro
yaine, yeM npu bK. Beisineno raxke, uto 'y 84% u3 52 ne-
teii ¢ IICX ormeuanocs Tedenue B3K ¢ npeobnananuem K
(89%) mo cpasuenuto ¢ BK (11%) [24-26].

Jpyrum 4acTo BCTpeyaromuMCs ay TOMMMYHHBIM I10pa-
JKeHHeM IedeHH, coderaromumcsa ¢ B3K, mo namum gas-
HbIM, sBisiercst AUT (8,3%). Panee Obuto oTMedeHo, 4TO
yactotra AU npu B3K cocrasnser 0,6—1,6%, a cornacHo
npyruMm aanHbeiM — sk 0,3% [11,24]. YV 18% nereit ¢
AUT" 6pmo guarnoctuposano B3K [27, 28]. Ilo namum
JAaHHBIM, B CTPYKType overlap-cuuaapoma B 15,5% ciyqaes
BBRISIBIUIOCH couetanue AUT+IICX, kotopoe oTMedanoch
uckmounTensHo y nanueHToB ¢ K. ¥V 6onpabix K 31O
JIEHCTBUTENBHO camasi dacras (opma overlap-cuHapoma,
oHa BblgBieHa y 10% maunuentoB [3, 29]. OOHapykeHO
TaK)Xe, 4TO BHEKMIIEYHbIE IPOSABICHUS OIPEaeIIINCh
Jo nepBoHayasnbHOM Bepudukanuu B3K y 30% GonbHBIX
[30]. OnHako HaMu HOJY4YeHbI UHBIE PE3YJbTarhl. Tak, y
61,9% mnanueHToB MaHU(eECTallMs HAYNHATIACh C CUMIITO-
MOB MOPAKEHUS KHIEYHUKA U JTUIIb Y 16,7% OOJNBHBIX 1e-
OIOT XapaKTEepPHU30BaJICsi BHEKWUIICYHBIMH TPOSBICHHUSIMH,
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Ta6nuuma 4 / Table 4

CnexTp BbISIBJICHHBIX ayToaHTUTe y nanuenTos O, adc. (%)

Spectrum of detected autoantibodies in patients of the main group, abs. (%)

Pesynsrar ANCA ASMA ASCA ANA Anti-LKM1 AMA
Results (n=151) (n=53) (n=60) (n=63) (n=63) (n=52)
[MonoxurensHbie 12 (23.5) 8 (15.1) 5(8.3) 5(7.9) 2(3.2) 1(1.9)
Positive
OtpuuaresbHble 39 (76.5) 45 (84.9) 55 (91.7) 58 (92.1) 61 (96.8) 51 (98.1)
Negative
Ta6nuuma 5 / Table 5
AyToaHTuTe1a nipu pa3anuHbIX popmax I'BI1 y nauuenTos OI ade. (%)
Autoantibodies in various forms of hepatobiliary pathology in patients of the main group, abs. (%)
®opma I'BIT ANCA ASCA ANA Anti-LKM1 ASMA AMA

HBP form (n=12) (n=15) (n=15) (n=2) (n=28) (n=1)
AUT' / AIH 4(25.0) 1(20.0) 5(100.0) 2 (100.0) 2(25.0) 1 (100.0)
ICX/PSC 9(75.0) 4 (80.0) 3 (60.0) 2 (100.0) 7 (87.5) 1 (100.0)
AUX/AIC 2(16.7) 1(20.0) 1(20.0) 0 1(12.5) 0
Overlap-cuaapom 3(25.0) 1(20.0) 4 (80.0) 2 (100.0) 2 (25.0) 1 (100.0)
Overlap-syndrome

Tabauma 6 / Table 6

H3smenenus 1a6opaTopubIx nokaszareseii y 60abubix O mpu pasnnyubix cragusx ¢pubposa nevenu, Me [Q,; Q,]

Changes in laboratory parameters in patients of the main group at various stages of liver fibrosis, Me [Q,; Q,]

Ilokazareib Cranusa ¢pudposa no mkane METAVIR Fibrosis stage according to METAVIR scale P,
Index FO (n=13) | Fl1-2 (n=22) | F3-4 (n = 28) P
AJIT, Ell/n 23.60 73.35 69.55 0.002
ALT, U/L [14.80;29.20] [34.50; 150.15] [22.78; 164.60] Doy =0.004
Py = 0.007
p3/4fl,'2: N
ACT, El/n 36.00 61.90 64.55 0.034
AST, U/L [32.89; 39.20] [36.98; 111.50] [34.95;118.47] Doy =0.074
Py = 0.041
pl'273/4 =L
ITT, El/n 29.10 81.11 105.85 0.026
GGT, U/L [19.80; 42.94] [33.25; 174.15] [40.99; 221.55] Poyp=0.115
Py = 0.023
p1/273/4 = 10
D, EN/n 141.00 255.00 215.50 0.149
Alkaline phosphatase, U/L [119.00; 276.00] [192.00; 380.00] [153.25; 404.10]
[psimoii Gunupy6uH, 1.68 1.90 3.50 0.009
MKMOJTB/JT [1.16; 4.24] [1.50; 2.78] [2.08; 6.48] DPoypn=1.0
Direct bilirubin, pmol/L Dy 3, = 0.088
Py = 0.014
OO6mwmii 6enok, r/i 74.00 77.80 76.60 0.579
Total protein, g/L [73.30; 77.21] [74.31; 81.16] [70.81; 81.87]
IgG, r/n 13.87 15.62 18.59 0.294
Ig G, g/L [12.93; 19.63] [13.57;20.39] [14.46;22.92]

KaK U30JIMPOBAHHBIMM, TaK U B COUETAHUH C NOPaKEHUEM
kumeynnka u ['bC. Cpennnii Bo3pact BepuUKauy Iua-
rao3a ayroummyHHoi I'BII B rpynne I'BII+B3K cocrasun
12 net 8 mec, a B3K— 11 siet 7 Mec, a y O0JIbHBIX C U30JIH-
posanHbiM B3K Bo3pacT nebrora KUIIEYHOW CUMIITOMATH-
ku — 10 siet 4 mec. CXOIHBIIM BO3pacTHOW Mana3oH ObLI
omnucad panee [31].

Bmecte ¢ TeM HaM# ObUTH YCTaHOBIIEHBI BBICOKHE TTOKa-
3aTeNId KIMHUYECKOH aKTMBHOCTH y OOJIBHBIX C HU30JIHUPO-
BaHHbIM B3K, ueMm y nanuentos ¢ ¢penorunom I'bIT+B3K:
no mkane PUCAI — 27,5 6anna npotus 15 u mo mikase
PCDAI — 30 6amroB nporuB 10 coorBercTBeHHO. [lo-
BBIIIIEHHE CHIBOPOTOYHBIX KOHIICHTPALWHA TPaHCAMHMHA3 Y

6onbHbIX B3K BhLaBnsnocs y 30% B3pocibix. AHaiorny-
HYI0 YacTOTy IpPEXAIoyiaraloT U y JEeTei, OJHAKO TOYHBIX
JIaHHBIX ToKa He moxydeHo [31]. Cpenu yacTo BBIsIBIIsIC-
MBIX U3MEHEHHUH OTMEUYaeTCs MOBBINICHHE CHIBOPOTOUHOU
koHueHTpaun AJIT, uro, BeposTHO, 00YCIOBICHO BBICO-
KOU 4acTOTOM €€ ompeneneHus Mo CpaBHEHUI0, HAIIPUMED,
¢ I'TT. IIpu 3TOM YCTaHOBIIEHO, YTO OLIEHKAa COJEp KaHUs
I'TT B cbIBOPOTKE KPOBH OCOOECHHO IOJIE€3HA ISl BBISBIIE-
Hus [ICX u 06namaer 4yBCTBUTENBHOCTEIO 99% 1 cneru-
¢duanoCTBIO 77% [32].

B nameii pabote ObUIM OIpE/IEIEHb! BBICOKHE TIOKa3aTe-
su mapkepoB 1uronusa (AJIT, ACT) u xonecrasa (00uuit
u npsamoit ounupyoun, ['TT) y nereii ¢ ['BII+B3K, y 28
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OOJIBHBIX OTMEUANIOCh UX codeTaHue. VIMMyHHbIE H3MeHe-
HUs ObLTH Oolee BeIpaxeHsl y 0onbHBIX Tpu [ BI1+B3K, uto
00yCIIOBJIEHO TE€YEHHEM JBYX HMMMYHHOOIOCPEIOBaHHBIX
3a0osieBaHU. YCTaHOBJIEHHbIE HAMH U3MEHEHHsI FeMOoCcTasa
y nanueHToB ¢ ['BI1+B3K 00ycioBneHsl kak HapylieHHEM
OCJIKOBO-CHHTETHYECKON (DYHKIIMK TICYCHU, TaK U aKTHB-
HEIM TeueHueM B3K [33].

HecMmotps Ha TO, 4TO M3BECTHBIC ayTOAHTHUTENA HE SB-
JSIOTCS CIICNU(PUYHBIMU ISl KOHKPETHOTO 3a00JIeBaHMUS,
X OINpeAeNieHHE SBISICTCS BaXKHBIM JUIS JUATHOCTHUKH
ayrouMMmyHHBIX (GopMm ['BIl, omHAKO HYXHO YYHTHIBATb,
910 y 10—15% OONIBHBIX MOXET BBIABIATHCS «CEpOHEra-
THUBHBIN» BapuaHT TeueHus narosnoruu [34, 35]. IIpu I[ICX
¢ yactoroit 23—88% BoLaBisitor ANCA, B To BpeMs Kak IIpH
AUI" dame oTMedaroTCsl MONOKHUTENbHBIE TUTPHI ANA,
anti-SMA wniu anti-LKM1 [36—40]. Hamu nokaszano, 9to
MIPUMEPHO ¢ OAMHAKOBOW 4acTtoToi mpu IICX BhIABIEHBI
nonoxurenbable ASCA (80%) u ANCA (75%) aHTuTe-
na. [Ipu AUT B 100% cnyuyaeB oOHapyxuBaiu ANA u
anti-LKM, nipu aTom anti-SMA He ObutH OnpeieieHbl HI
B OJJHOM CIlyyae.

Uro kacaercs JaHHBIX YJIBTPa3ByKOBOI'O UCCIIEIOBAaHUS
B JIMAaTHOCTHKE ayTOMMMYHHBIX 3200JIeBaHUI MEYCHHU, TO
XapaKTepHBIX 0COOCHHOCTEH /ISl KOHKPETHOH (popMBbI Ta-
TOJIOTUM HaMU HE BBISBIICHO, OJTHAKO JaHHBIH METOJ UTpa-
€T BOXHYIO POJIb B ONpEAENeHHH OcIoKHEeHUH. OcoOeH-
HOCTH 3XOTpaduueckoidl KapTUHBI BAPEUPOBAIN B 3aBUCH-
MOCTH OT TSKECTHU 3a00JIeBaHus, HAYMHAsA OT HOPMaJIbHOU
CTPYKTYpbl IapeHXHUMBbl II€YEHU W 3aKaH4YMBasg IpyObIMH
U3MEHEHUSAMHU ¢ (OPMHPOBAHHEM Y3JOB M Iepepacipe-
nenenneM o0béma neuenu [41, 42]. bonbHbIe ¢ coueTaHn-
em ['BII+B3K B 56% ciy4aeB mMenu remaroMmerajiuio, a
B 36,9% — cmuieHoMmeranuo. HeomHOPOOHOCTE U THIIEP-
9XOTeHHOCTh MApEHXHUMEI ITedeHH Oblia oTmMeueHa y 20,2%
MAHEHTOB, YTO CBHETEIHCTBOBAJIO O MPOrPECCUPYIOIIUX
CTPYKTYPHBIX U3MEHEHHUSAX OpraHa.

Y4uThIBas, YTO HCIOJIb30BAaHHE OMOICHUM TEYEHH IS
MOHHUTOpPUHIra MPOrpecCUPOBaHUs 3a00JICBaHUS HEIENeco-
00pa3HO B CBA3U C €€ WHBA3MBHOCTBIO M OCIOKHCHHUSAMH,
Mbl mipuMmeHsutn TOIl 11 HEeWHBAa3WBHOTO OTPEACIICHUS
IUIOTHOCTH TI€YEHH W TPOTHO3UpPOBaHUs cTanuii ¢udposa
y narnuentoB ¢ ['BIT [43]. [Ipu »ToM OBLIO YCTaHOBIEHO,
yTo cpenu Beex manuentoB ¢ ['BII1+B3K B paBHOM cTeneHu
(28.6%) ObL1 BBISIBIICH YMEPEHHBIH (UOPO3 U IUPPO3, OTCYT-
ctBHe pudbpoza — B 20,6%, ymepenHslit pudpo3 — B 15,9%
ciyuaeB, cia0biit pubposz — 6,3%. Lluppos nedenu B 55,6%
ciaydaeB siBisuics ucxogoM tedenus [ICX, a B 16,7% —
AMUT, ipu 3Tom B 27,8% LII1 ObLT cBsI3aH ¢ TCICHUEM OVer-
lap-cunpoma.

Kpome Toro, Mbl BBISIBUIN, YTO 110 Mepe MPOrpeCcCCHpPO-
BaHUs HUOPO3a MEUEHU OTMEYAIOCH 3HAYMMOE TIOBBIIICHUE
YPOBHS CHIBOPOTOYHBIX MapkepoB 1uronusa (AJIT, ACT) u
xonecrasza (I'TT, npsimoii OmnupyOHH), YTO yKas3bIBaeT Ha
HapyUICHUS] (PYHKIIMU TIEYCHU MPH MPOTPECCUPYIONIEM Te-
YCHUH XPOHUYECKOTO 3a00JIeBaHHS TICYCHU.

Takum obOpasoMm, Bepudukanus auarnosa [BII+B3K
JIOJDKHA CKJIAJBIBATBCS W3 KOMIUIEKCHOTO OOCITIeNOBaHHS
MalKeHTa ¢ y4€TOM KIMHHYECKHX, JJAOOpaTOpHBIX U WH-
CTPYMEHTAJbHBIX JAaHHBIX. TONBKO KOMIUIEKCHBIH MOIXOA
MIO3BOJIIET CBOEBPEMEHHO BepU(UIIMPOBATH COYETAHHE
I'BIT+B3K y nereii, BEISIBUTh €0 OCIOXHEHHUS U ONTHMHU-
3UpOBATh TEPAIHIO.
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