FTACTPOOHTEPOJNOINA

Cnyyaii coyeTaHns nepsuYHOro CKNepo3npyrLlero
XONaHruTa, Hecneuntnyeckoro S13BeHHOr0 KonuTa
W ayTOMMMYHHOI0 renaTuTa

E.IN. ®denoposa, H.I. lopbartkoBa, E.B. Alyaxko, C.U. CBucTyH

YHMI «YuuBepcurerckas kmunuka» 3TMY, r. 3anopo:xbe

IlepBuunsiii ckaeposupyionmii xonaurutr (IICX) — ato xpo-
HUYECKOE XOJIECTAaTHYECKOe 3a00jieBaHHE MEYEeHH HEU3BECT-
HOM 3THOJIOTHH, TIPUBOJSANIEE K PA3BUTHIO BTOPUYHOTO OUIIH-
apHOTrO LUPpPO3a NeYeHH, MOPTAJbHOU THUIEepPTEeH3UU U Ieye-
HOYHOU HeI0CTAaTOYHOCTH. MHOTMMH aBTOpPaMH YKa3bIBaeTCS
BO3MOKHOCTh coveranus IICX ¢ TakuMH ayTOMMMYHHBIMHU
3a00JIeBaHUsAMH, KaK Hecnenu(puYecKuil sI3BEHHbIH KOJIMT U
60se3ub Kpona, peBMaTOMIHbIN apTPUT U Ay TOMMMYHHBIA TH-
peounur, cunapom lllerpena, ayToMMMyHHbIII TaHKpeaTUT U
ayTOHMMyHHbIﬁ remnarTur.

B cratbe npeacTaBieH KIMHUYECKHI CIy4ail COUeTaHHOTO Te-
YeHUsI IEPBUYHOTO CKJIEPO3UPYIOIEro XOJaHIHTa U Heclenu-
¢uyeckoro s3BEHHOTO KOJIHUTA.

Knroueevie cnosa: nepsuunvlil CKIePOIUPYIOWUT XOLAH2UM, He-
cneyupureckull Koaum, couemannoe meuenue, Cryuat u3 npaxmu-
KU, QYMOUMMYHHBLL 2enamum.

HepBMqHLH‘/’I cksiepoaupyuuit xosnanrut (IIXC) — ato xpo-
HIYECKOE MEJIEHHO IPOrpeccUpyoliee XOJIecTaTHIecKoe
3abosieBate nedeHu HeusBecTHOI armosiorun. OHO XapakTre-
pH3yeTcsl HETHOMHBIM JIeCTPYKTUBHBIM BocIasienneM 1 (hpubpo-
3MPOBAHNEM BHYTPU- U BHEMEYEHOUHBIX JKETIHBIX TPOTOKOB C
[0SIBJIEHNEM BHEIIEYEeHOUYHBIX JKETIHBIX IPOTOKOB C y4aCTKAMH
CTeHO03a, 00JIMTepalii U MEMKOBUAHON nedopmariiiu. Viexonom
3a60JIEBAHIS SIBJISIETCS] BTOPUYHBIN OUITMAPHBIN [IMPPO3 TIEYEHN,
KOTOPBII TIPOTEKAET C TOPTAJTbHON TUIIEPTEH3NEN U JIeTATBHBIM
MICXOJIOM BCJIE/ICTBYIE HAPACTAIOIIEH TeraToleII0JSPHON He/o-
craTouHocTH [2].

[ICX Bapbupyer ot 1-6 10 10 na 100 tbic. Hacenenus. boseor
nperMyIecTBeHHO MyskurHbl (70%) B Bozpacte ot 25 10 40 jer
(75%), HO BCTpevatotcst otaenbhbe caydan [ICX y meteit 5-13
JIET ¥ JIa’Ke Y HOBOPOSK/JIEHHBIX, & TaKyKe Y MMOKUJIbIX Jiioieit [3].

Y 70-80% OGoabhbix IICX coueraercss ¢ XPOHUUYECKH-
MU BOCHAJUTEIbHBIMI 3a00JIEBAHUSME KHUIIEYHUKA: Yallle C
s3BenHbIM KosutoM (1K) — 60-70%, pexe ¢ 6osesnbio Kpona
(BK) — 10-13%, mpenMyIiieCTBeHHO ¢ TaKUMU ee (hopMami, Kak
rpaHyJieMaTo3HbIi Kot U uieokosut [1]. Ay 6osbrbix K B
6% cayuaeB auarnoctupyior IICX. V3oampoBaHHOE TedyeHye
[ICX nabumonaercst y 25-30% 60bHBIX [4].

O mHammuuym reHeTudeckoil mpezapacnosoxenHoctu k [1CX
CBUJIETEJILCTBYIOT OIMCAHHBIE B JIUTEPATYPE CEMEITHbIe CIIydan
3aboneBanus, a Takke cBa3b [ICX ¢ onpeseseHHbIMU TaIIOTH-
mamu cuctembl HLA: B8, DR2 u DR3. Bmecte ¢ Tem nHaciuesn-
CTBEHHOII OTSTOIIEHHOCTH HeNoCTaToyHo i passutus [1CX:
60JIe3HB PEATIN3YETCSI TOJIBKO TIPH BO3JEHCTBUN Ha OPTaHW3M Ye-
JIOBEKa KoMILTeKkca (hakTopoB BHeNIHe cpezibl (MH(pEeKInOHHbIe
areHTshl, cTpecc) [4].

KimmHuueckumMu  1posiBieHusIME  3a00JIEBAaHUST  SIBJISIFOTCST:
c1aboCTh, KOJKHBII 31, X0JlecTarnueckast skesiryxa. [locie ycra-
HoBJsleHu: anarHo3a [ICX cpemHsss MPONOKUTENIBHOCTD KU3HU
6osbHBIX He mpeBbitnaer 12 (5-17) ser.

Cpenu ocnoxunennii [ICX Boigesnstior caenyiomnue [2]:

1. Xouanruokapiaoma (10 20% 6oJibHBIX). XOJaHTHOKAP-
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[IMHOMA SIBJISIETCST OJIHUM 13 Hanbosiee haTaabHbIX OCIOKHEHIH
[ICX: nMeHHO OHa B 44% cirydaeB sBJSACTCS NPUYMHOI JIeTasb-
noro ncxoza. Makropsl pucka pasBUTHS XOJAHTNOKAPIUHOMBI
elle HelOCTaTOUHO U3BECTHBI. Yalle BCero yKasplBaloT Ha 3HAUe-
HIe TOBTOPHBIX KPOBOTEUEHMIT 13 BAPIKO3HO PACTITIPEHHBIX BEH
IIUIIEBO/IA; COCTOSIHNST IIOCJIE TIPOKTOKOJIIKTOMIH, BBITTOJTHEHHOM
110 ooy coyeranHoro ¢ [ICX s13BeHHOTO KOJINTA, VINTEIBHOTO
6eccummromMHoro Tederust [ICX.

2. Pak jKeJTYHOTO 1y3bIpst, 0COOGEHHO TIPH HATMYUU B HEM T10-
JIUITIOB.

3. lemaTornesmonspaas KapiHoMa.

4. Kosopextanbublil pak, npeskzae Beero, ecan IICX mpote-
KaeT oHOBpeMeHHO ¢ SIK: B aTHX cirydasx puck pasBUTHS KOJIO-
PEKTAILHOTO paKa BO3pacTaer B 5 pas.

5. bakrepuasnbnbiii xomaurut (10 20%).

6. Kamun xeraHOTO my3bipsi u 1poTokoB (10 30%).

7. O6¢TpyKTUBHAS CTPUKTYpa Ousmraproro Tpakta (10 20%).

JInarnoctuyeckue kputepun [1CX:

* ypoBenb menounoii gocdarassr (IIID) Gosee yem B 1,5
pasa IPEeBLIIIAeT BEPXHIOI TPAHUILY HOPMbI B TeueHne 6 Mec;

* 4yeTKOOOpasHble M3MEHEHUS] BHYTPU- W BHENEUYECHOUHBIX
JKEJIYHBIX TIPOTOKOB MIPU XoJaHruorpaduu — Hanbosiee BaKHbII
nuarnoctnyeckuii npusnak [1CX;

* JlaHHBIe OWMOICHY TI€YECHH, COOTBETCTBYIOIINE HATHO3Y
[ICX u uckovaoiine XpoHnieckne 3a60IeBaHst IEY€HN JIPY-
Toli 9TUOJIOTUM;

* HCKJIIOYEHNE BTOPIYHOTO CKJIEPO3UPYIOIETO XOJAHTUTA;

* runeprammaryobyaHemust ¢ ipeobiaganuem IgM (y 50%
GOJIbHBIX);

* [oBbIIeHWEe TUTpa aHTuHykaeapHbix (ANA) wu
AHTUTIAZIKOMbITIEYHbIX ayToanTtutes (AMA): y 6-35 u 11-60%
COOTBETCTBEHHO;

e mHapactanne THUTpa aTUNUYHBIX PANCA,
npezcrasiiensl B ocuoBHoM us IgG1 u [gG3.

Jleuenue:

— ypconesokcuxonenast kucaora (Y IXK) 10—-15-20 mr/xr;

— TJTIOKOKOPTUKOCTEPOUIbI;

— XOJIECTUPAMIH, PUMaMITUIIH;

— aHTUONOTUKN;

— TIperaparhl KaJIbIIUsT;

— TPaHCIJTAHTAIINS TICYCHU.

KOTOpBIe

Kiaunuueckwnii ciyyaii

[TarmenT JI., 41 Ton, HaXoAMICS HA CTAITMOHAPHOM JICYeHIHT
B TEpaneBTUYECKOM OTAEICHUN y4eOHO-HAYIHOTO MEeUIINHCKO-
TO IEHTPA «YHUBEPCUTETCKAST KIMHUKA» 3arMOPOXKCKOTO TOCY-
NAPCTBEHHOTO MeauImHCKoTo yHuBepcutera ¢ 21.08.2018 mo
06.09.2018 r.

Bo/bHON MIperbsBIsl 5Kaao0bl Ha BBIPAKEHHYIO JKEJTYIII-
HOCTDb KOKHBIX IOKPOBOB ¥ CJIM3UCTHIX 000JI09€K, BHIPAKEHHYIO
¢1a60CTD, TIOBBIIEHHYIO YTOMJISIEMOCTD, KDOBOTOUUBOCTD JICCEH,
MOSIBJIEHIE TEMATOM TI0 TeJly, OT€YHOCTb KOHEUHOCTEM, KUK
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CTyJI 10 5—6 pa3 B cyTKH Ge3 BU3YaIbHO ONpe/iesIsieMbIX TTaTOJI0-
THYECKUX TIPUMECEi.

AnamHe3 3a0071eBaHs:

C 2003 roga oT™Meuaet MOSBJIEHUE JKUAKOTO CTyJIa C IIPUMe-
cbto kpoBu. ITocse obesenoBanust GbLT YyCTAHOBJIEH IMAarHO3 He-
criertupuyeckoro s3sennoro koanrta (HAK), naznayena reparnms
MecasiaznHoM 6e3 nosoxuTenbHoro adderra. Ilozanee yyactBo-
BaJl B KJIMHUYECKOM ucciegoBanuu 1o HSK, ogHako GbL1 HCKITO-
YeH 13 TIPOTPAMMBI B CBSI3H C MI30JIMPOBAHHBIM MOBBITIIEHNEM TITe-
Jounoii pocdarasnr B 2010 1.

B 2013 rony y narmenTa 6b11 0GHAPYKEH IO TOJICTOTO KUTITed-
nuka, 1 04.01.2013 1. Gblia poBezIeHa OlepaIysa — HOJUIDKTOMUS
tosicroro kumeurnka. 05.01.2013 1. nmarmenT GbUI TOCIUTANTM3UPO-
BaH B TOPOJICKYIO GOJIBHHUILY SKCTPEHHON M CKOPOH MEIMIMHCKOI
HOMOIIN € OCTPBIM TOJICTOKUIIIEYHBIM KpoBoTedernneM. [Iposenena
MTPABOCTOPOHHSISI TEMUKOJIDKTOMUST 10 JKU3HEHHBIM MOKA3AHUSIM C
BbIBEICHUEM OAHOCTBOJIbHOI mmeoctombl. 07.02.2014 r. Gblia 1po-
BeJleHa CPEIMHHAS JIAIAPOTOMUSI € MOCJIEIYIOIel CyGTOTaIbHOI
KOJI9KTOMUEIT 1 (hOPMUPOBAHKEM MJIEOPEKTOAHACTOMO3A.

bazosyrto Tepanuio no HAK ne npunumait.

C 2014 roza y marnuenTa cTajzo 0OTMeYaThes yXyAlleHne Io-
KazareJeil [eYeHOYHBIX P00, YBEJINYUIIACH KOHIIEHTPAIMSI
mresounoit pocdarassr (IILD) mo 600, mossicmmacy ['TT, orme-
YAINCh SIBIEHUST IMTOJMN3a. MapKepbl BUPYCHBIX TEMaTUTOB
orpunaresbhbie. [IOBbICHIICS YPOBEHb TaMMA-TJIO0YINHOB, ayTO-
anturena (ANA, AMA) — oTpunaTtespHbIe.

09.04.2015 roza Gblia npoBejeHa TPENAHOOUOIICUS IeYEeHH.,
3akJIloueHne: CTPYKTYPHO HEU3MEHCHHBIE MOPTAJIbHbIE TPAKTHI
U IEYEHOUYHbIE JOJbKM C yMepeHHOH OejkoBol auctpodueit
OpHEHTHPOBOUHO 20% TenaTonNTOB ¥ HAJINYUEM 3 JIOKYCOB HM-
MYHOKJIETOYHOTO KHWJIJIMHTA TeTaTolUTOB. BHYTPUKIETOUHBII
XO0JIECTa3, KUPOBast ANCTPOGUsI, HEKPOTUUECKIE U3MEHEHNsT ra-
MATOIUTOB HE ONPeNeNsIoTes, (huOpPO3 OTCYTCTBYET.

B 2015 roxy manment koncysibruposat mpodeccopom H.B. T'y-
Oeprputl. Hasnauena MPXIIT. 3axmouenue ot 30.11.2015 roxa:
MP-kapTiHa nepBIUYHOTO CKIEPOZUPYIONIETO XOTAHTUTA.

[IpoBesiera GUoOTICUsT TIeUeHH. 3aKIIOUYEHNE: JaHHbIe THCTO-
JIOTUYECKOTO, THCTOXMMHYECKOTO M HMMYHOTHCTOXHMHUYIECKO-
TO UCCJIEOBAHUII CBUIETEIBCTBYIOT B I0JIb3Y ayTOMMMYHHOTO
XapakTepa M3MeHeHWil. YeTKUX JaHHBIX B TOJIb3Y MEPBUYHOTO
CKJIEPO3UPYIOIIET0 XOJTAHTUTA HET.

V3WU renarobuauaproit cucrembl (IBC) or 03.03.2016 r.:
B 00JIaCTH XBOCTA TMOJIKEJTY/OYHON KeJIe3bl TMII0dXOTEHHbI
HepaBHOMEpPHbIil ovar. Bblia BbIIOJHEHA TOHKOUTOJIbHAsT OuU-
OTICHS TTOJKEYIOYHON JKesle3bl U YBEJIUYEeHHOTo JuMbOoy3iia
B o6sacTu XBocta. [MCTOIOTHYECKOE U IIUTOTIOTHIECKOE HCCITe-
noBanust: 6e3 narojsorunyeckux kietok. [gG4 — orpuiiaTesbHble.

ANA — 1:1000.

Bunapok noegHaHHS NepPBUHHOIO CKJIepPO3yl04oro
XONaHriTy, HecneuugiyHOro BUPas3KoOBOro KONiTy
Ta ayTOiMYHHOr0O renaTuTty

O.I1. degngoposa, H.I. lopb6arkosa, O.B. [lyako,
C.I. CBuctyH

[TepBunnnit cxmreposytounii xomanrit (IICX) — 1e xponiune xosecTa-
TUYHE 3aXBOPIOBAHHS IIEYiHKM HeBiZioMOi eTiosiorii, sike NIpUBOAUTH
JI0 PO3BUTKY BTOPMHHOTO GiliapHOTO TUPO3Y TEUYiHKH, MOPTATLHOI
rineprensii i me4yiHkoBOi HejocTaTHOCTI. Barato aBTOpiB BKa3yloTh
na MoxxunBicTe noeananns [ICX 3 Takumu ayToiMyHHIMHU 3aXBOPIO-
BaHHsAMHU, K HecrenudiuHuil BUpa3KoBU KoJIiT Ta xBopoba Kpona,
PeBMaTOIIHMIT apTPHT Ta ayToiMyHHHUI THpeoinut, cunapom Llerpena,
ayTOIMYHHMII TAHKPEATUT Ta ayTOIMMYHHUII relaTuT.

VY crarti npeacraBiaeHnii KIiHiYHUA BUNAIOK HOEAHAHOrO Tiepebiry
NIEPBUHHOTO CKJIEPO3YIOUOT0O XOJIAHTITY Ta HeclennudivHoro BUpas3Ko-
BOTO KOJITY.

Kntouoei cnoea: nepsunnuii ckaepo3yrovuii Xoianzim, necneyugiunuil
supaskosull  Korim, MNoeOHanuti nepebie, BUNAOK 3 NPAKMUKU,
aymoimyHnuil zenamum.
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Bt yeranosien auarios: « OBepJIan-CHHAPOM»: TIEPBUYHBII
CKJIEPO3UPYIINI XOJAHTUT, Ay TOUMMYHHBIH rernatut 1-ro Tuna,
MUHUMaIbHON akTuBHOCTH. HAK (cyOroTanbHas KOJDKTOMMUS
2014 r.). Iomyyas teparnuio: 6yaeHopaibK, ypcodabK.

C 20.02.2017 1o 03.03.2017 r. naxoauscs Ha CTalMOHAPHOM
JledeHnn B TepareBTuueckoMm otzaeseHnn Y HMII «YHusepcu-
TETCKas KJAWHWKa». Pe3ysibrarhl GHOXMMITYECKUX aHATN30B: OG-
mupybun — 75,5 MrMoJib/at (ipsimoit — 55), AJlaT — 147 En/n,
ACaT - 102 En/n, ITT — 178 En/m, IIID — 707,5.

®ubpokosonockorust or 28.02.2017 r. 3akiouenue: s3-
BEHHBIN KOJIUT 2-1 cTenenu aktuBHoctu, Meiio 26. Pesyibra-
TBI OMOTICHN: BBIPAKEHHOE XPOHMIECKOE BOCTATEHIE C JIMM-
¢ounraMu, MIA3MONUTAMHU, IIPUMECHI0 HEHTPOMUIBHBIX I'pa-
HYJIOIIUTOB B BOCHAJINTEIbHOM HHPUIbTPaTE, Aehopmariieii u
YKOpPOYEeHNEeM KPUMT, KPUIITUTAMI.

Y3U I'bC 21.02.2017 r. muddysnble U3MeHEHUS ITICYCHH,
KOCBEHHBIE IPU3HAKY TIOPTAIBHON TUIIEPTEH3MH, AaHOMAJINS pac-
TOJIOKEHNST JKETYHOTO Ty3bIPs, PACIIpeHre MpocBeTa 00Iero
JKEJIYHOTO IIPOTOKA.

B TeueHMe HECKONBKUX MECSIEB TOBbINIEHe GUInpyou-
Ha 10 600, anemus, CHIDKEHHME MAcChl Tesla, HapyIleHHe CHa.
21.08.2018 r. 6b11 rocnuTanusuposan. JlaboparopHbie mokasare-
JIVL TIPU TOCTIN TA/TM3a1In I

— OGuoxuMu4eckuil aHamus: obOumii 6eok — 66 /i1, anb-
G6ymun — 35,1 r/xn, Gunupy6un — 437 MKMOJb/JI, HPSIMOil —
410 mxmoun/a, AJlaT — 260 En/n, ACaT — 230 En/n; I'TT
— 20 En/n, IID- 225 Ex/n, IITU - 78; MHO - 1,34, K —
3,07 MmMouIB /1.

— obwmuii ananus kposu: aeiikonutel — 11,0x109/m; Hb —
114 r/m; COD — 48 Mm /4.

beino nposeneno ¥Y3M I'BC 22.08.2018 r. 3akiouenue:
yBeJUeHne MedeHn U JKeTIHOTO TMy3bIpsl. AHOMATbHOE Pacio-
JIO’KEHUE JKeTYHOTo IMy3bIpsl. Pacmupenne xorenoxa ¢ XoJ1emn-
THA30M?

B aunamuke OMOXMMUYECKUI aHaau3: oOmuil Oesok —
55 r/m; ansbymus — 29,5 r/u1; Gunupy6un — 437 MKMOJIb/J1, TIpsi-
Moit — 420 mxmosb/a, AJlaT — 246 Ex/n, ACaT — 220 En/n,
ITT - 10 Ex/mx, D — 23,8 Ex/n, IITU — 96; MHO — 1,05; K
— 2,64 MmO /J1; 061Ut aHau3 KpoBu: JieikouTe — 8,2x109 /11;
Hb - 108 r/m1; COD — 40 mm/u.

[Mosyuan sedenue: rema-mepit, anbOymud 10%, maHaHTHH,
anbdanopmukc, Kanasut. Ot nposezsennst MPXIIT orkasbiBascs.

KT or 05.09.2018 r. 3akyoyenue; U3MeHEHUS B JUCTATBHOM
OT/IEJIE XOJIEI0XA, BEPOSITHEE BCETO, 00y CITOBIIEHBI CKIIEPO3UPY UM
XOJIAHTUTOM, C BEPOSITHBIM HAJIUYMEM J[BYX PEHTT€HHEIaTUBHbBIX
KOHKPEMEHTOB B ITPOCBETE ANCTATBHOI YaCT! XOJIeI0Xa.

06.09.2018 r. marieHT OBLT TIEPEBE/IEH B XUPYPTHYECKOE OT-
JleJieHue JIIst OIIePaTHBHOTO YAJIeH!sI KaMHell 13 X0JIe10Xa.

A clinical case of combined primary sclerosing
cholangitis, nonspecific ulcerative colitis and
autoimmune hepatitis

E.P. Fedorova, N.G. Horbatkova, E.V. Dudko,
S.I. Svistun

Primary sclerosing cholangitis (PSC) is a chronic cholestatic liver
disease of unknown etiology, leading to the development of secondary
biliary cirrhosis, portal hypertension and liver failure. Many scientists
point to the possibility of combining primary sclerosing cholangitis
with such autoimmune diseases as ulceral colitis, Crohn’s disease,
rheumatoid arthritis, autoimmune thyroiditis, Sjogren’s syndrome,
autoimmune pancreatitis and autoimmune hepatitis.

The article describes a clinical case of combined autoimmune damage
to the gastrointestinal tract deals with primary sclerosing cholangitis
and nonspecific ulcerative colitis.

Key words: primary, sclerosing cholangitis, nonspecific ulcerative colitis,
combined course, clinical case, autoimmune hepatitis.
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