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ITepekpeCTHBIVT CUHAPOM:
COYETAHUE AYTOUMMYHHOT'O I'€IIaTuTa
C IIEPBUYHBIM OWJIHAPHBIM XOJAHTUTOM

TpaAUIIMOHHO ITOJ, NEPEKPECTHBIM CUHPOMOM B I'€ITATOJIOIMH IIOHUMAIOT OJHOBPEMEHHOE HAUIMYHE Y TTAITH-
€HTA KIMHUYECKUX WX JIAOOPATOPHBIX IIPUZHAKOB /IBYX PA3HBIX 4yTOUMMMYHHBIX 3a00JIEBAHUI IIeUeHu. Yarne
BCETO BCTPEYAETCA COYETAHNE AYTOUMMYHHOTI'O I'€IIATUTA U IEPBUYHOIO OUIMAPHOTrO XOaaHruTa. Juddepen-
LIMAIbHBINA JUATrHO3, OCHOBAHHBIN HAd KIMHUYECKUX ITPU3HAKAX, YACTO ObIBAET 3aTPYAHEH. PyTuHHbBIE TA00OPA-
TOPHBIE UCCJIEAOBAHMSA YKA3BIBAIOT HA HAJTMYNUE KAK ITAPEHXUMATO3HOIO, TAK U XOJIECTATUYECKOIO BAPHUAHTA
MMOPAKEHUA TIEYEHN. MEXIYHAPOJAHBIX KPUTEPHUEB, KOTOPBIE Obl YETKO ONPEAEIIAIN CIY4Yail EPEKPECTHOTO
CHH/IPOM4, HE CyHIECTBYET. ECTb HA0OP OIMCATEIbHBIX KPUTEPHEB, IIPEACTABICHHBIN MEX/TyHapOAHOU I'PyII-
IIOM I10 U3YYEHUIO AyTOMMMYHHBIX I'€IIATUTOB, KOTOPBIH COAEPKUT HE TOIBKO OUOXUMHUYECKHE U CEPOJIOTHYE-
CKME TTOKA34TEJIN, HO U B OOA3ATEIBHOM MOPAAKE JAHHBIE THCTOJIOTHYECKOIO UCCIIEOBAHMA ITeYeHU. OOBIYHO
B CJIy4ae MEPEKPECTHOIO CUHAPOMA 3A00JIEBAHUE TIEYEHH IIPOTEKAET OOJIEE ArPECCUBHO. TaK, IIPU COYETAHUN
AYTOMMMYHHOTI'O T€NATUTA U NIEPBUYHOIO OWINAPHOI'O XOJIAHTUTA HA MOMEHT YCTAHOBJIEHHSA JUATHO34 YaIle
HAOIIOJACTC PACIIPOCTPAHEHHBIN (PUOPO3, OBICTPEE PA3BUBACTCS I'€NATOLEC/UIIO/IPHAS HEJOCTATOYHOCTb
Y HOABJIAIOTCA TIOKA3AHWA I TPAHCIUIAHTALIUY [TeYeHN. TAKTUKA BEJEHMSA MAIUEHTOB C IEPEKPECTHBIM CUH-
JPOMOM UHAWBUJIYATIbHAA Y1 OPUEHTUPOBAHA HA IIPEOOIAAAIONAI KOMIIOHEHT: 4yTOUMMMYHHBIN T'€ATHT WIN
IIEPBUYHBIN OWJIMAPHBINA XONIAHTUT. 1]e/1eCOO0PA3HOCTD NIPOBEAEHN KOMOMHUPOBAHHON HMMYHOCYIIPECCHB-
HOHM TEPANMU B COYETAHUM C JIEUEHUEM YPCOAE30KCHUXOJIEBOU KHUCIOTOU HE BBIACHEHA. DTO KACAETCA KAK
OTZENbHBIX MyOIUKALIMI, TAK M JJOKYMEHTOB MEXKIYHAPOIHOM I'PYIIIBI ITO U3YYEHHIO dyTOMMMYHHBIX I'€IIATH-
TOB. ITp1 OTCYTCTBUH YCTOMYUBOI'O OTBETA B CJIy4A€ IPOBEACHUA KOMOMHUPOBAHHON TEPAITHNU TAKTUKA MOXKET
OBITb IIEPECMOTPEHA B IOJIb3y MOHOTEPANNU YPCOAE30OKCHUXOIEBOU KHUCIOTON, YUUTHIBAA OOJIBIIYIO YACTOTY
OCJIOKHEHHH NP NPOAOJDKEHUH JIEYUEHUA UMMYHOCYIIPECCAHTAMM.

KiroueBble CJI0BA: ayTOMMMYHHBIN T€IIATHT, IEPBUYHBIN OMIMAPHBIN XOJIAHIUT, IEPBUYHBIA CKIEPO3UPYIO-
I XOJAHTUT.

yrouMMyHHBIH renatut (AWT) — xponndeckoe

3ab0JIeBaHNe TIEYCHN HEM3BECTHOM ATUOJIOTHH,
KOTOPOE XapaKTEePU3YeTCsl TeraTole/LII0JSIPHBIM
BOCITAJICHUEM 1 HEKPO30M, MICXOZIOM KOTOPOTO SABJIS-
eTcsl nuppo3 tedern. B marorenese AUT moryt
MMETh MECTO M3MEHEeHNS MMMYHHOTO OTBETa 1 BO3-
nericTBue (HaKkTOPOB OKPYIKAIOIIEH cpefibl, KOTOPbIe
B COBOKYIHOCTH WHIYNHPYIOT arpeccuio T-kiet-
Kamu. OObIYHBIE TPUTTEPDI BKIOYAOT WH(DEKIINH,
JIEKapCTBEHHBIE TIpermapaTsl W TokcuHbL. Ormpese-
JICHHbIE TaIlJIOTUITbI Y€JIOBEYECKOTO JIEHKOIUTAPHO-
ro autureHa (HLA) 6osiee BOCpUUMYNBBI K Pa3BH-
THIO ay TOUMMYHHOTO renatuTa. Mopdonornaeckum
BBIPAKEHUEM 3TOTO TIpolecca SBJSETCS BOCTIAIN-
TeJibHas MHGUIBTPAIUs JTUM@OITUTaMUA U TLIa3MO-

© O.€. 3ariuesa, C.JI. Kymmip, O. O. Ianux, 2019

[IUTaMU, HEKPO3 TTAPEHXUMBI TiedeHn 1 (pubpos. 3a-
6oseBaemoctb AUT cocraBisier 1—2 ciydas Ha
100 ThIic. HaceseHnus: B Tof. [IpermyiecTBeHHO 6O-
JIETOT JKEHIIWHBI: COOTHOIIEHNE >KEHITHH @ MYK-
yun — 4 : 1. [luk 3a6oneBaemoct — ot 16 10 30 Jer.
Berpeuatores accormarniuun AUT ¢ apyrumu ayTo-
UMMYHHBIMU 32a00JIEBAHUSIMY TI€YEHU, TAKUMH KaK
neppuunblii  Gusmapusiii (ITBX) u  nmepBUYHBIN
ckaeposupytomuii  (IICX) xomanrur. Kiaunuue-
CKHe JaHHble, M3MeHEeHUsI JTabopaTOPHBIX TECTOB
U WHCTPYMEHTAJBHBIX WCCJEHOBAHUMN, XapakTep-
neie g AUT u IIBX/IICX, moarBep:kaeHtbie
THCTOJIOTUYECKH, TO3BOJISIIOT — IMAarHOCTUPOBATD
cunapoM nepekpecra (overlap-syndrom).
Knunnueckas kaptuaa AUT mosker xapakrepu-
30BaThCST OCTPBIM, TIOJIOCTPBIM WJIM XPOHUUECKITM
TeueHueM. sKesityxa ¢ MOBBIMIEHEM YPOBHSI aMU-
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Horpancdepas B gebioTe 3a60I€BaHUS BO3HUKACT
y 20 % maruentos ¢ octpsiM AU, warie — y MoJo-
AbIX narnueHToB. OIHAKO Y OOJIBIIMHCTBA MAlleH-
TOB CUIMIITOMBI OTCYTCTBYIOT MJI HAIOMUHAIOT He-
crieruyeckue  TPUMIONOA00HbIE  CHMIITOMBI.
Y HexoTOpBIX MaMeHTOB KJINHNKA He BBIPAKEHA,
MO3TOMY /IMATHO3 YCTAHABJIUBAIOT TOJIBKO HA ITAIle
mupposa [ 5, 6, 11, 13].

Hwnarno3 AT ocHoBaH Ha XapaKTEPHOM TOBBI-
MIEHNN COfIepsKanms aMUHOTpaHchepas B CBIBOPOT-
Ke KPOBU, HAJIMYUU OJIHOTO WJIU HECKOJIbKUX XapakK-
TEPHBIX AyTOAHTUTEN, aHOMAJILHOM YPOBHE CBIBO-
POTOUYHBIX IJIOOYJINHOB U TUITUYHBIX JAHHBIX O THC-
TOJIOTUY TIEYCHU.

AnrTtunykmneapsbie antutena (ANA), aHTUTIAAKO-
MbIIIeunbie anTuTesna (SMA), antuTena K MUKPOCO-
MaMm 1iedenn 1 tuma (antu-LKM1) u pactBopumbIe
aHTHTENA K TIEYeHN /TIOJIKETyI0YHOT Keqre3e (aHTu-
SLA/LP) 06BbIYHO UCHONB3YIOT [JIsI YCTAHOBJIEHIST
mnaraosa AUT, mpuaem ANA u/mmm SMA sBasgiorest
JOMUHUPYIOIMMHA  CEPOJIOTUYECKUMHU  MapKepaMu
AUT 1 tuma, Toraa xak antu-LKM1 gare Berpeya-
etrcs nipu AUT 2 tuna. Autu-SLA ovensb cnenndud-
HbI JIJIsT IUATHOCTHKY 2y TOMMMYHHOTO 3200JICBaHUS
HeYeHN U MOTYT ObITh OGHAPY;KEHBI PU OTCYTCTBUN
OOBIYHBIX aHTUTEJ. VIX Hajnure MO3BOJISET BbIC-
auth AUT 3 tuna (Ho 3TO MPU3HAETCs He BCEMU aB-
Topamu). TUTPBI ayTOAHTUTEN K CHIBOPOTKE KPOBU
1:40 u Gojee CUNTAIOT KIMHUYECKH 3HAYMMBIMU
y B3pocibix ¢ AVT. Ho 9eTKyio Koppessiio Mex Iy
TUTPOM ayTOAHTHUTEI, TSZKECTBIO 3a00JIEBAHMUST, KJIH-
HUYECKUM TeUYeHNEM W OTBETOM Ha JieueHHe YIAaeTCs
MIpoCIeIuTh He Beerna [2].

Crnemmndudeckoit MOPGhOTOTHIECKON KaPTUHBI
AUT ne numeet. TUnuyHbIe TUCTOJIOTUYECKUE U3ME-
HEHUS BKJIOYAIOT JTUMGATHICCKIH BOCTATUTEb-
HBII MTHGUIBTPAT, B OCHOBHOM IJIa3MEHHBIMU KJIET-
KaMM, PacIioI0KeHHBIMI TTPEUMYTIIECTBEHHO B TTOP-
TaJbHBIX TPAKTAX. JTO BOCHAJIEHUE IPUBOIUT K I10-
ATAITHOMY HEKPO3y TemaToIMTOB, (POPMUPOBAHUIO
MOCTOBU/IHBIX (DUOPO3HBIX CEMNT, COEMMHSIONINX
MOPTABbHBIE W TIEHTPATbHBIE 30HBI JI0JIEK, Y3JI0B pe-
reHepaiyy U B KOHI[E KOHIIOB — Iupposa. B 25%
GUOIITATOB BBISABJISIIOT U3MEHEHUSI B JKETYHBIX MTPO-
TOKaX, TAKUX KaK KaHAJIOTIEHUsT, XOJIaHTUT, 1axKe 6e3
cunapoMa mepekpecta [12].

B 2008 r. MesxyHaposiHoi Irpynmoii 1mo nsyve-
mio AUT (International Autoimmune Hepatitis
Group (TIAIHG)) 06bumi TIpesiosKeHbl YIIPOIeH-
HbIe KJITMHUKO-TUCTOJOTUYECKNE KPUTEPUH: THCTO-
JIOTUYECKasi KapTUHA TeYeHU, TUITUYHAS WU CO-
BMmectumas ¢ AUI, yposens curBopotounoro IgG,
HAJIMYKMe CbIBOPDOTOUHBIX ayTOaHTUTEJN (TUTP
> 1/40) n oTcyTCTBUE MapKepPOB BUPYCHOTO Tera-
tuta [10] (tabmmia).

Tabmia. KITHHHKO-THCTOJIOTHYECKHE KPUTEPHH
AyTOMMMYHHOT'O IelIaTHTA

Kpurepuit 3Hauenune banrst
>1/40 1
ANA wim SMA
>1/80 2
Wm antu-LKM-1 > 1/40 1
W SLA [TosuTrBHBII 1
Bpoiiiie Bepxmeii rpanuiipt HopMbr 1
IgG [Ipesbitenne Gosee yem B 1,1 9
pasa BepXHeil rpaHuIlbl HOPMbI
TR —— Cosmectrmocts ¢ AUT 1
TICCHI Tummansrit AUT 2
OrcyTCTBHE BUPYCHOTO FenaTuTa 2

[l monmaBienuss aKTUBHOTO WMMYHHOTO TIPO-
necca y mnarueHToB ¢ AUT ObumM mpeaioKeHbl
KpPaTKOCPOYHAsI U JOJTOCPOYHast cTpaTerun. Bo-
POC 0 HEOOXOAUMOCTH U 0ObeMe UMMYHOCYIIPEC-
CHUBHOH Tepanuy pernaioT WHAuBUAyanbHo. [Ipen-
JIO;KEHBI cJIeytolue mokasanus nud gedenus AVT
(amanrtuposaro u3 [8]):

Abcomomuvle nokazanus

- YpoBenb acmapraTaMUHOTpaHcGheEpasbl B CHIBO-
porke kpoBu B 10 pas m GoJbllle TIPEBHIIIAET
BEPXHIOIO TPAHUITY HOPMBbI

- YpoBeHb acmapraTaMUHOTpaHC(EPa3bl B CHIBO-
POTKE KPOBU B 5 pa3 1 OOJIbIle [IPEBLIIIAET BEPX-
HIOIO TPAHUITY HOPMBI U cofiep:kanue [gG B 2 paza
1 GOJIbIIE TIPEBBIIIAET HOPMY

+ MocToBUHBIN HEKPO3 MW MYJIBTUAIIMHAIbHbBIN
HEKPO3 TIPH TUCTOJIOTMYECKOM MCCIIEIOBAHNN

Ommnocumenvrvie NOKA3aHUs

- CUMIITOMBIL: yCTAJIOCTD, APTPAJITHSI, JKEJITyXa

+ YpoBenb acmaprataMuHOTpaHc(epassl B CHIBO-
porke kpoBu u/uin 1gG Membiie abCOTIOTHBIX
KpUTEpHEB

- MexyTOUHbBIN rernaTut

Tepamestuyeckas crparerns npu AU — nnayk-
IIUsI PEMUCCUU TIPETHUZ0JIOHOM C IOCJIE/IYIOTUM
nobaBieHreM a3aTHonpuHa. [IpeHI30/M0H BBOIAT
B /03¢ 1 MTI'/KT Macchl Tejia, MaKCUMaJIbHAsI /1032
60 Mr/cyT ripr MOHOTepanu win He 6osiee 30 Mr/cyT
Ipyu KOMOMHUPOBAHHOM JieueHun. Ilocie HopMau-
3aIUU COMEPKAHMS TPaHCAMUHA3 TOJbKO TPETHU-
30JI0H MOKeT ObITh yMmeHblieH Ha 10 Mr/Hem 1o
70361 20 MT. Y MaI[MeHTOB, MOJYJYafoNnX KOMOUHHI-
POBaHHYIO TepaIuio, CHUXKAIOT TPEIHU30JI0H Ha
5 mr/sen 10 15 Mr ¢ nocseayomum 6ojee MeieH-
HBIM CHWKeHueM. /71 oiiepsKkuBaroleit Tepamum
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a3aTUOIPUH MOKHO MCTIOJIb30BaTh B /lo3e 1—2 MT/KT
B CyTKM J0OO OTHeNbHO, JUO0 B KOMOMHAIIMU
C TIPETHU30JI0HOM B HU3KOM f03e [7, 9].

[Iporros y manmentoB ¢ AUI ocraercsa cepbes-
ueiM. /1o 40 % manmenTos ¢ tsukensiv AUT ymmpa-
0T B TeUeHwre 6 Mec TIocJie YCTaHOBJIEHUS TUarHo3a,
eciii WX He JiednThb. [Ipw ajexkBaTHOM JieueHUU
20-y1eTHAS BBIKUBAEMOCTD IS BCEX IMAI[EHTOB,
MOJIYYAIOIINX Jieder e, pesbimaet 80 %, a mpo1oJ1-
JKUTEJNbHOCTh JKU3HU aHAJOTHYHA  OKMIaeMOT
y cyOBeKTOB aTOTO reorpaduyeckoro paiona [1].

Jleuenme cuHIpOMa TIEpeKpecTa y MOKUJIBIX TTa-
IIUEHTOB TPEJACTABJISIET elle OOJIbIIE TPYIHOCTH.
Yenexu UMMYHOCYTTPECCUBHON TepaTuy CUHIPOMA
nepekpecTa ou4eHb CKPOMHBL. [TepBuuHbIi Guap-
HBIN XOJAHTUT MpeAnoaraeT Ha3HadyeHue ypcoe-
3okcuxosieBoit kucaotsl (Y/XK), uro ymaydimaet
KITMHUYIECKYIO KapTuHy. Dombmmx KIMHUYIECKUX
WCCJIEZIOBAHUI 110 BEJIEHUIO MAIMEHTOB HA UMMYHO-
cynpeccopax 1 Y/ XK He ObLI0, UMEIOIIUICS ONbIT
HeoJ[HO3HaueH. BhiIo TToKa3aHo B pa3HbIX HAOIO/Ie-
HUSX, 9TO IPOTHO3 Y MAIIEHTOB, MOJTYJIaBIIINX KOM-
6unarmio Y/IXK u ummyHocympeccopos, ObL1 co-
MTOCTaBUM C TIAITUEHTAMHU, KOTOPbIE TTOTYIATH TOTh-
ko YIXK, mpu 3HAYMMO MeHbIIIeM KOJTUYeCTBe I0-

6outbIX 2 dexToB |2, 4, 14].

Kaunnueckwuii cryyai

[MTanmentka 67 Jjer mocTymmaa ¢ jkazobaMu Ha
«MYUYHUTEJbHBIA» KOKHBIA 3y[, €JaboCTh, OTCYT-
cTBUe anmneTtuTa. BriepBoie ormerusia 3yz 10 set Ha-
3aj1. Bbima oOciieqioBana: BBISIBJIEHO IOBBINIEHIE
ypoBHs amuHOTpancdepas 1o 1,5—2,0 HOpM, Tie-
siounoit docdaraspr (LLLD) — mo 2—3 wopm. Ilpu
yJABTPa3ByKoBoM uccaenoannu (Y 31) nmosyuennt
JTAaHHbIe B TIOJIB3Y ITUPPO3a TIEUeHU C TTOPTATbHON
runiepreH3ueil. V3-3a HeraTUBHBIX Pe3yJBTaTOB
TEeCTOB Ha MapKephl BUPYCHBIX TeMaTUTOB, KaK BU-
HOBHUKOB J[AHHBIX M3MEHEHHii, MarueHTka Oblia
ckpunupoBana B otHomenun AUI Turp AHA —
1:5120. Onnako auarsno3 AVT He GblaI ycTaHOBJIEH
W HUKAKOTO MaTOTeHETUYECKOTO WMMYHOCYIIpec-
CUBHOTO JieueHUsi He moJaydana. llepuopuyecku
INpUHUMATa HeGOJbIIE 03Bl YPCOAE30KCHXOJIC-
Boil kucsiotsl (Y/IXK), anemerronnt 6e3 achdekra.

O6caenosanue. Anamus xposu obugui: COD —
31 mm/4, neiikormtbr — 3,8-10° /1, spurponnTsr —
3,75-10'2 /i, remornobun — 124 r/1, TpOMOOIATHL —
86-10° /n. AnsGymun — 30,8 1/, 06mmii Genok —
66,3 1/, amanmnammHOoTpancdepaza — 39 EJI/m,
acrapraramuHoTpancdepasa — 61 EJl/x, y-tayra-
musrtpancnentraaza — 90 E/1/n, D — 201 E/I /7,
Oumpy6uH oouwii — 31,9 MKMOJIb,/J1, TTIPSIMOI OHITH-
py6un — 20,2 MKMOJIB/JI, HEMPSIMOIT GUTHPYOUH —
11,7 mrmosib/o1, C-peakTuBHbIi 6enok — 35,9 /71,

Y3U opranoB OPIOINIHOI MOJIOCTH: TIpaBasi M0JIst
MeYeHn yBeandeHa, TepefaHe-3aHUH pasMep —
160 mMm. KonTyp posnbiit. [Tapenxuma cpemeii axo-
TeHHOCTH, KpyniHo3epHucTasd. JleBas nosisg yBemmde-
Ha, niepenHe-3aauuii paamep — 71 mm. KonTtyp pos-
Hbli. [lapenxuma cpegHeil 9XOreHHOCTH, KPYIIHO-
3epuucTas. Karcysa u BHyTpUIIEYeHOUHbIE CBSI3KU
VIUIOTHEHBI, yToJmieHbl. COoCyAuCThIE PUCYHOK
obenteH. /Tuamerp BopoTHOM BeHbl — 14,4 Mmm. Kpo-
BOTOK TeraroneTanbHbiii — 19 cM/c, MoHODA3HBIIL.
[uametp ceneseHouHO BeHbl — 9,2 MM. KpoBOTOK
remaroneTasbHblii — 23 cM/c. [lymounas Bena pe-
KaHasm3nupoBaHa. KpPoBOTOK remaTomneTaabHbI —
25 cm/c. Cenesenka yBeamdena (140x52 mwm).
[Tnomazms cenesenkn yBennueHa. [lapenxuma cpen-
Hell 9XOTeHHOCTH, OJTHOPOIHAS.

dnacmozpagusi: 22; 23; 22 xlla. Cmeamomempusi:
2.5 1b/cm.

3akimouenne. Tenarocnienomeranus. [lopramib-
Hasg TUTePTeH3UsT. ACITUT. YMEPEHHO BhIPaKEeHHBIH
skupoBoit renato3. [lo ganubM amactorpadun, F4
o Metavir.

Dubpozacmpodyodenockonus: B HUKHEH TPeTH
MTATIIEBO/IA, B MEHbIIEH CTelTeH — B CPeTHEN TPETH
paciimpeHHble BEHO3HbIE CTBOJIBI C BAPUKCAMU JIO
4—5 MM, BBHIIISTYMBAIOTCS B ITPOCBeT. BapukosHoe
pacimupenue BeH nuieBoa [I—II1 crenenn.

Jlannwvie ceponozuueckoeo obcnedosanusi: ANA —
nosutuBHble, 1:3200, antn-SLA/LP — mo3utus-
uble, antu-LC — mosutusHble, IgG-AT (mo3gnue
AT) — 34,2 E/l/n, IgG-AT > 750, LKM-1-7,27, ne-
ratuBHbie. Boiod: AVIT 1 tuma. Tlo3uTHBHbIE aHTH-
MUTOXOH/IpUAbHbIe anTuTesa — M2155 EJI /.

BeiBoa: Hasmmume riepekpectHoro cunapoma. [l
MOJITBEP>KCHUS IMArHO3a U YTOUHEHUS aKTUBHOC-
TU HEKPOBOCTIATMTENBHOTO TIPOIlECCa B TIeYeHH BbI-
MOJTHEHA OUOTICHSL.

B rpemanobuonTate medeHn HabIIoIaeTcs Hapy-
IIeHNue apXUTEKTOHUKH, MATOJOTUYEeCKIe y3JIbl pe-
reHepauy pasHoro pasMepa, BBIPAKCHHBIC /leTeHe-
paTUBHbBIE UBMEHEHUS B TeNATOIUTaX (110 TUITY TH]I-
POTTMYECKOH AUCTPOPUH, Ha OTAETbHBIX yIaCTKaX —
SKUPOBOI ), HEPABHOMEPHO BBbIPA’KEHHOE CHUIKEHUE
cofiep:KaHus TIMKOTEHA B KJIETKAX C JleTeHepaTHB-
HBIMU U3MEHEHUSIMU, YYACTKU CTYTIEHYATBIX HEKPO-
30B, HEPABHOMEPHBIH C Pa3HOH CTETIEHHIO BhIPAKEH-
HOCTH TIEPUTIOPTa/IbHbII hrOpos (3—4 Gasiia), mop-
TO-TIOPTAJIbHBIE U TIOPTO-TIEHTPATbHbIE CEITHI, pac-
HIMPEHUE TIOPTATBHBIX TPAKTOB; YacTUYHAsT /1ehop-
MaIisi, 09aroBO MaTOJIOTUYeCKas pereHeparus Jac-
TH KEJTYHBIX TIPOTOKOB, YTOJIIEHUE CTEHKU 4acTh
WX 32 CUET CKJIEPO3a, ABJIEHUS X0TIeCTa3a, B HEKOTO-
PBIX TENaTOIUTaX — BHYTPUKJIETOYHOTO XOJIeCTasa
(puc. 1, 2). Brosb mopTasbHBIX TPAKTOB, B COCTUHU-
TEJIbHOTKAHHBIX CEITaX, IEPUCETITATIBHO, B I0JIbKAX,
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Puc. 1. TpemaHOuONTAT (OIMHCAHHE CM. B TEKCTE).
OKpacKa reMaTOKCHIMHOM U 303UHOM. x 100

| S : ..‘!‘ N
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Puc. 2. TpemanOouoONTAT (OIMHCAHUE CM. B TEKCTE).
Okpacka 1o Ban-Insony. x 100

Puc. 3. UMMyHOTHCTOXHMHYE€CKOE HUCCICTOBAHUE

¢ mapkepom CD20. B (ho/UTHKYIOIOTOOHBIX
KI€TOYHBIX HH(WwIbTpaTax MHOTO B-mumdonnros,
049aroBo B-1uM@ O TH BCTPEYAIOTCS B APYTHX
KJIEeTOYHBbIX HH(MbWIbTpaTaX, GHUOPO3HBIX yIACTKAX,
BHYTPH JOJIEK. x 100

MEJKJIY TeNaTonUTaMy — Pa3JIMIHOM CTeTleHn BbIpa-
JKEHHOCTH  JIMM(O-TUCTUO-TIJIA3MOIUTAPHAST  WH-
dbuprpanusa. Ha oTmenpHbIX ydacTKkaX — KJIETOU-
Hble UH(PUIBTPATHI 110 TUITY GOPMUPOBAHMS (DOIIH-
KyJIOnmofIoOHbIX CTPYKTYP. B cocymax — o4arosbiii
CKJIEPO3, 9KTA3M: TPOCTPAHCTBA.

Hmmynozucmoxumuueckoe ucciedosamue

CD3: Goubioe KoaumdecTBO  T-1uMpOIUTOB
B KJIETOUHBIX WH(MUIBTPATAX, TIO3UTHBHbIE KIIETKH
BHYTPHU JIOJIEK, MEXKJy TelaToluTaMu, 04aroBO
B 30Hax Gubpo3a.

CD20: B bommuKyIOMOAOOHBIX  KJIETOUHBIX
nHGUIBTPATaX MHOTO B-1mMboIuToB, o04aroBo
B-numdonuTter BeTpeyaioTes B APYTUX KIETOYHBIX

Puc. 4. MMMyHOTHCTOXHMHYECKOE HCCIEIOBAHHE
¢ MapKepoM o-SMA. BosiblIoe KOJIH4eCTBO
MHOPHOPOOGIACTOB C BBIPAZKEHHOM HKCIPECCHEH
BOKPYT IIATOJIOTHYECKHX Y3JIOB pPEr€HEePaIHH,

B KJIETOYHBIX HHHIBTPATAX, 0O4ATOBO MEKTY
remaromuTamu. x 100

uHbuIbTpaTax, B (GUOPO3HBIX ydacTKaxX, BHYTPU
noJiek (puc. 3).

CD138: ymepenHoe KOJWYECTBO TIJa3MaTUye-
CKUX KJIETOK B KJIETOYHBIX WH(MUIBTPATAX PAZHOTO
BU/a, B yyacTKax (ubpo3a, eMHCTBEHHBIC TTO3H-
TUBHBIE KJITETKU MEK/TY TEMaTOIUTAMU.

a-SMA: MHOTO MO3UTUBHBIX MUODUOPOOIACTOB
B yYaCTKax IMaTOJIOTUYECKUX Y3JI0B PereHepariu,
KJIETOUYHBIX WH(PUIBTPATAX, 0YaroBO BHYTPH JOJIEK
U MEeXXy rermatorutaMu (puc. 4).

BeiBoa: yuuTBHIBas JaHHbIE THCTOJOTUYECKOTO,
FUCTOXUMUYECKOTO ¥ MMMYHOTUCTOXUMUYECKOTO
HCCJIeIOBAHNI, IMEIOTCS TPU3HAKH MTEPEKPECTHOTO
cunzipoma — AT, IIBX (Knodell F4, Metavir F4).
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HMuarno3: AVT 1 tuma, ymepeHHas aKTUBHOCTbD,
B couetanuu ¢ [IBX ¢ ncxonom B iuppos, kiace B.
[TopTasbHast TUIIEPTEH3UsT: ACITUT, BAPUKO3HO pac-
mupendbie Benbl nueBofa 111 cremenu. Critero-
MeraJjisi ¢ sIBJIeHUSIMHU TUIlepcIieHn3Ma (aHeMus,
TpoMbonmTonenus). lenarouesmionsgpHas Hemo-
CTaTOYHOCTH: THITOATbOYMUHEMUS. BbIpaskeHHBIN
XOJIECTATUIECKIH CHHIPOM.

YuuThiBast BO3PaCT MalMEHTKU, OTCYTCTBUE BbI-
PAKEHHON KIMHUIECKON KapTUHbI, HEBBICOKYTO aK-
TUBHOCTb 110 JAHHBIM OMOXMMHUYECKUX aHAIU30B
1 chOPMHUPOBABIIHICS ITUPPO3, PEIIATN BOIIPOC
0 HEOOXOAMMOCTH UMMYHOCYITPECCUBHOI Teparuu.
Ilo nuTepaTypHBIM JaHHBIM, BEPOSITHOCTH OTBETA
Ha Takyto Teparnuio He mpesbimaer 8—10 % ¢ puc-
KoM ocoykHeHnn. OHAaKO BbICOKAs THMCTOJIOTIYE-
CKasd aKTUBHOCTb JMKTOBajla HEOOXOAUMOCTb Ha-
3HAUYEHNsT UMMYHOCYTIPECCUBHBIX TTPEMapaToB.

BosbHoit 6bL1a HazHayeHa KOMOUHALIMS IIPE/IHM-
30JI0HA U a3aTUOTPUHA B CTaHAAPTHON cxeme. [[Jist
YMEHbIIIEHUS] BBIPAKEHHOCTU  XOJIECTATUIECKOTO
cuHapoMa K Jedennio nobasnena Y/IXK B mose
750 mr/cyt. C 1nenpio mpohUIaKTUKE KPOBOTEYe-
HUI 13 BAPUKCOB BBITIOJIHEHO SHIOCKOTTIYECKOe JTH-
rUpoBaHue BeH nuineBoaa ycrpoiictsom Speedband
Superview u HazHayeH MPOMPAHOIOT B HAYATbHOMN
noze 30 mr/cyT. Jleuenue acrura: CIUPOHOTIAKTOH
100 mr/cyt. g yMeHbIIeHns pucKa OCTeoropo3a

Konghnuxma unmepecos nem.

C YYeTOM TTOCTMEHOIIAY3a/IbHOTO BO3PACTa MaI[MeHT-
KU Ha3HaueHbl aibMararbiuaon u Kamapinii. /s
CHIDKEHUSI PUCKA CUMITTOMAaTUYECKOH S13BbI K Jieue-
HUTO I06aBIEH TTAHTOITPA30JI B /103€ 40 MT/CyT.

Yepes 6 Mec Tepamuu COCTOSTHME MAIUEHTKHU
YIIYUITHJIOCH: He OeCTOKOWJI KOKHBINH 3y, yJIyd-
IITUJICS aleTuT. B anaim3ax ysrydnmimuch mokasa-
Tem remornoaaa: geiikormutsl — 7,0 - 109 /71, TpoM60-
mutel — 116-10° /1, COD — 13 mM/4. YMeHbIIu-
gace D — 132 mMmomb/, copepskaHue aMUHO-
TpaHcdepas — B Impezeiax HOPMbI, aTbOyMUH —
32,8 r/n. Cuusuics yposenb 1gG o 30 r/mn. Jlede-
HUe GBIJIO TIPOJIEHO /10 TO/Aa B MOAEP/KUBAIOIINX
no3ax. IhdeKT ObUT HEYCTONUMBBII: COXPaHSINCH
XOpOIINe TOKA3aTe I JIEHKOIMTOB, TPOMOOIIUTOB,
D n amunorpancdepas. OxHAKO TTEPHOANIECKU
oTMevasnoch nosbimerue COI.

3a BpeMst HaOJTIO/IEH S Y TTAIIMEHTKU GBI AITH30/.]
TPaBMAaTHUYECKOTO TIEPeioMa KOCTE TIPEeIieyubs,
C 3aTSHYBIIMMCST IEPUOJIOM BbI3I0pOBJIenus. [1po-
BEJICHHAs JIEHCUTOMETPUS TIPOJIEMOHCTPUPOBAJIA
yMeHbIIIEHUE TI0Ka3aTejel IJIOTHOCTU KOCTHOM
TKaHW HUKE€ BO3PACTHON HOPMBI. YUHMTBIBas BO3-
pacT MarnueHTKH, HU3KYI0 OGHOXUMUYECKYTO aKTHB-
HOCTb, C(hOPMUPOBABIIUICS ITMPPO3 M BBICOKYIO
BEPOSITHOCTH MOGOYHBIX 9P HEKTOB, OBLIO TIPUHSTO
pelieHue 0 IMpeKpanieHu UMMYHOCYTIPECCUBHOMN
Tepanuu 1 npogokennun gedenns Y /I XK.

C60p mamepuaia, Anailu3 pe3yrvmanmos U Hanucavue cmamsvi T’lpOGOauJZUCb asmopamu CoOemMecmHto.
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IlepexpeCHUI CHHAPOM: IIOEAHAHHA ABTOIMYHHOI'O I'€IIATUTY
3 IIEPBUHHUM OiTiapHUM XOJIAHTiTOM

Tpaan1ifiHO i IEPEXPECHUM CUHIPOMOM Y I'€IIATOJIOTT PO3YMilOTh OJHOYACHY HASIBHICTD y NAI[i€HTA KJIiHi4-
HUX 200 JIAOOPATOPHUX O3HAK /IBOX Pi3HUX dBTOIMYHHUX 34XBOPIOBAHb NE4iHKU. Halfuacrine Tparsierses
MOEAHAHHS 4BTOIMYHHOI'O I'€IIATUTY i IEPBUHHOTO 61/1iapHOI'O XOMaHriTy. JudepeHifiHNI JiarHO3, AKUI I'PyH-
TYETbCS HA KIIHIYHUX O3HAKAX, YACTO OyBa€ yTPYAHCHUI. PyTHHHI 1a60paTOPHI JOCHPKEHHS BKA3YIOTh HA
HAABHICTb AK MAPEHXIMATO3HOI'O, TAK i XOJIECTATUYHOI'O BAPiaHTA YPAKEHHA NEYiHKA. MIDKHAPOAHUX KPUTEPITB,
SIKi © 4iTKO BU3HAYAJIM BUIIJIOK IIEPEXPECHOI'O CUHAPOMY, HE icHye. € Habip OIMCOBUX KPUTEPIiB, IPEACTABIIC-
HUI MIXKHAPOIHOIO I'PYIIOIO 3 BUBYEHHSI ABTOIMYHHUX I'€IIATHTIB, IKMI MiCTHUTD HE JMlIe 610XiMiuHi Ta CEpOnIo-
T'i4YHi IIOKA3HUKY, 4 i B OOOB’$I3KOBOMY HOPSJIKY JaHi iCTOJOT{YHOIO JOCI/KEHHS IICYiHKU. 3a3BHUYal Y pasi
IIEPEXPECHOI'O CUHAPOMY 3aXBOPIOBAHHS IIEUiHKU I1epebirae arpecusHiie. Tak, Ipy NO€JHAHHI aBTOIMyHHOI'O
TEIaTUTY i IIEPBUHHOIO OUIIAPHOIO XOJIAHIITY HA MOMEHT YCTAHOBJICHHS JIidrHO3Y Y4CTillle CIIOCTEPIrdeThCs
NOMMPEHNH (PIOPO3, MIBUAIIE PO3BUBAETHCS I'EIIATOLICIIONAPHA HEJTOCTATHICTD 1 3’IBISIOTHCS ITOKA3AHHS [
TPAHCIVIAHTALLIl IEYiHKU. TAKTUKA BEJICHHA NTAL[IEHTIB 3 IEPEXPECHUM CUHJIPOMOM iHAUBiJIyaJIbHA T4 OPi€EHTO-
BAH4 HA [ICPEBAKAIOYNIT KOMIIOHEHT: ABTOIMYHHMI I'el1aTUT 260 NEPBUHHMUN OiliapHUIT XOMaHTiT. JOLUIbHICTD
IIPOBEICHHS KOMOIHOBAHOI iIMYHOCYIIPECUBHOI TEPAIIil B IIO€JHAHHI 3 JIIKYBAHHIM YPCOAE30KCHUXOJICBOIO KUC-
JIOTOIO HE 31COBaHA. LIe CTOCYEThCS SIK OKPEMUX ITyOJIKALIH, TAK 1 JOKYMEHTIB MDKHAPOAHOI I'PYIIU 3 BUBUYCHHS
4ABTOIMYHHMX I'€IIATUTIB. 34 BiICYTHOCTI CTiMIKOI BiATIOBiJi B pa3i IpOBEAECHH KOMOIHOBAHOI TEPAIlil TAKTUKA
MOKE OyTU IIEPETTIAHYTA HA KOPUCTb MOHOTEPATIi] YPCOAEZOKCUXOJIEBOIO KMCIOTOIO 3 OITIANY HA BEJIMKY YACTO-
Ty YCKJIQJTHEHD IIPU NIPOJOBKEHHI JIIKYBAHHA IMyHOCYIIPECAHTAMM.

K1r0490Bi €I0Ba: aBTOIMYHHUH I'€aTUT, IEPBUHHUH OiliapHUI XOJIAHTIT, IEPBUHHUNI CKICPO3YBAJIbHUNI
XOJIAHT1T.
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10.0. Bogomolets National Medical University, Kyiv
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The overlap syndrome: combination of the autoimmune
hepatitis with the primary biliary cholangitis

The overlap syndrome in hepatology traditionally defined as the simultaneous presence in a patient of clinical or
laboratory signs of two different autoimmune liver diseases. The most common combination is autoimmune
hepatitis (AIH) and primary biliary cholangitis (PBC). In this case, a differential diagnosis based on clinical signs
is often difficult. Routine laboratory tests indicate the presence of both parenchymal and cholestatic variants of
liver damage. There are no international criteria that clearly define the case of overlap syndrome. There is a set of
descriptive criteria presented by the International Group for the Study of Autoimmune Hepatitis (IAIHG), which
includes not only biochemical and serological indicators, but also the histological examination of the liver. Usu-
ally, in the case of overlap syndrome, the course of the liver disease is more aggressive. For example, in case of
combination of PBC and AIH, severe fibrosis is more frequent at the time of diagnosis, hepatocellular insuffi-
ciency develops faster and indications for liver transplantation appear earlier. The management of patients with
overlap syndrome in each case is individual and focused on the prevailing component: autoimmune hepatitis or
primary biliary cholangitis. The feasibility of combined immunosuppressive therapy and ursodeoxycholic acid
(UDCA) has not been completely clarified. Moreover, this applies both to individual publications and to the con-
sensus documents of the International Group for the Study of Autoimmune Hepatitis. In the absence of a sus-
tained response in the case of a combination therapy, tactics may be revised in favor of monotherapy with UDCA,
given the high percentage of complications with continued treatment with immunosuppressants.

Key words: autoimmune hepatitis, primary biliary cholangitis, primary sclerosing cholangitis.
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