FTACTPOOHTEPOJNOINA

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

E.IN. ®denoposa, H.I. lopbartkoBa, E.B. Alyaxko, C.U. CBucTyH
YHMII «YuuBepcureTckasi KJIMHAKa» 3amopO:KCKOTO rOCY/JapCTBEHHOTO MENIIMHCKOTO YHUBEPCUTETA

IlepBuunbiii ckaeposupyomuii xonaurut (IICX) — aro xpo-
HUYECKOE XOJIECTATHYECKOEe 3a0o/ieBaHHe MNEYEHH Heu3-
BECTHON DTHOJIOTHH, NPUBOJASAIIEE K PAa3BUTHIO BTOPUYHOTO
OMIHAPHOTrO HUPPO3a MeYeHH, MOPTATIbHON THIEPTEH3UH M
Ne4YeHOYHO! HeJ0CTaTOYHOCTH. MHOTMMH aBTOpaMH yKa3bl-
BaeTcsl BO3MOKHOCTh coderanus IICX ¢ TakuMH ayTouM-
MYHHbBIMH 3200JI€eBaHHAMH, KaK SI3BEHHBIH KOJIUT U 00JIE3Hb
Kpona, peBMaTOUAHbIT apDTPUT U Ay TOMMMYHHBIN THPEOUIUT,
cungpom Illerpena, ayTOMMMYHHBIH TaHKPEATHT H ayTOUM-
MYHHBII renaTur.

B crartpe npe/craBieH KIMHHYECKUIl CIyyail COYETaHHOTO Te-
YeHHs NIEPBUYHOTO CKJIEPO3UPYIOIIEr0 XOJAHTHTa U HeCHelH-
¢uyeckoro s3BEHHOTO KOJHUTA.

Kntouesvie cnosa: nepsuunvlii CKIEpOUPYIOUUU XOIAHZUM, He-
cneyuduuecKuti Koaum, couemannoe meuenue, Ciyuail us npaKmu-
KU, QYMOUMMYHHDLIL 2enamum.

HepBMqHLH‘/’I cksiepoaupyuuit xosnanrut (IIXC) — ato xpo-
HIYECKOE MEJIEHHO IPOrpecCUpyoliee XOJIecTaTHIecKoe
3abosieBate nedeHu HeusBecTHOI armosiorun. OHO Xapakre-
pH3yeTcsl HETHOMHBIM JIeCTPYKTUBHBIM BocIasienneM 1 (pubpo-
3UPOBAHUEM BHYTPHU- U BHENEYEHOUHBIX JKEJYHBIX TPOTOKOB C
MOSIBJIEHNEM BHETIEYEHOUHBIX KEJUHBIX MPOTOKOB € y4aCTKaMU
CTeHO03a, 00JIMTepalui U MEIKOBUHON Hedopmariiiu. Viexonom
3a60JIEBAHISI SIBJISIETCS] BTOPUYHBIN OUITMAPHBIN [IMPPO3 TIEYEHN,
KOTOPBII TIPOTEKAET C TOPTAJIbHON TUIIEPTEH3NEN U JIeTATBHBIM
MICXOJIOM BCJIE/ICTBYIE HAPACTAIOIIEH TeraToleII0JSPHON He/o-
craTouHocTH [2].

[NCX Beiaastior y 1-6 10 10 Ha 100 ThIC. Hacenenus. bomelor
npeuMyectBento myskanubl (70%) B Bozpacre ot 25 0 40 et
(75%), HO BeTpedaiotcest otaenbubie caydan [ICX y mereit 5—13
JIET U JIasKe Y HOBOPOJK/IEHHDIX, & TAKKE Y JIIO/IEH MOKIIOTO BO3-
pacra [3].

Y 70-80% Gosbibix IICX coderaercst ¢ XpOHUYECKUME BOC-
MaJUTEIbHBIMU 3200JIEBAHUSMY KUIICYHUKA:

— varrie ¢ s13BeHHBIM KosnToM (AK) — 60-70%,

— pexe ¢ Gonesnunio Kpona (BK) — 10-13%, upenmytie-
CTBEHHO € TaKNMU ee (HoOpMaMu, KaK TPaHyJIEeMATO3HBIN KOJIUT U
wuieoxoaut [1].

VY 6ombubix K B 6% ciayuaes quarnoctupyior I1ICX. M3oum-
posannoe Teyenne [ICX nabmonaercs y 25-30% GonbHBIX [4].

O mannunu reHeTwyeckoii mnpeapacnosoxkennoct kK [TCX
CBUJIETEJILCTBYIOT OIUCAHHBIE B JIATEPATYPE CeMeiTHbIe CIydan
3abosieBatus, a Takke cBsisb IICX ¢ onpe/ie/IeHHBIMU TallJIOTH-
mamu cuctemsl HLA: B, DR, u DR,. Bmecre ¢ Tem HacsiecTBeH-
HOIT OTSATOIIEHHOCTH HeoeTaTouHO st passuTist [ICX: GosresHpb
peasnsyeTcs TOJbKO IIPU BO3JCHCTBUM HAa OPraHU3M 4YeJOBeKa
KoMIIeKca (hakTopoB BHeTTHel cpebl (MHMEKIMOHHBIC areHThI,
crpecc) [4].

Kimnuueckumu  niposiBiieHusiMu - 3a60JIeBaHUsl  SIBJISTIOTCS:
c1abocTh, KOJKHBII 3y/1, X0JIectarnueckast skenryxa. [locie ycra-
HoBJleHN: anarHo3a [ICX cpeanss mpofo/LKUTeNbHOCTD KU3HI
GosbHBIX He TpeBbiimaet 12 jet (B cpeatem ot 5 10 17 ner).
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Cpenu ocnoxuennii [ICX Boiesstior caepytonue [2]:

1. Xomanruokapruuoma (10 20% GonbHbIX). XOoTaHTHOKAP-
[MHOMA SIBJISIETCST OJIHUM U3 Hanbosiee haTalbHbIX OCIOKHEHUH
[1CX, sBagsich B 44% ciydaeB TPUYUHON JIETATBHOTO MCXOJIA.
DakTopbl prcKa Pa3BUTHS XOJAHTMOKAPIIUHOMbI €llle He0CTa-
TOYHO M3BECTHBI. YaIle BCero yKas3bIBalOT Ha 3HAUECHHE TIOBTOP-
HBIX KPOBOTEUEHWI 113 BADIMKO3HO PACIINPEHHBIX BEH THIIEBO/IA,
COCTOSIHUSI TIOCJI€ TTPOKTOKOJIDKTOMUU, TPOBEIEHHOM 110 TIOBOLY
couerantoro ¢ ITCX s3BEHHOTO KOJIUTA, JUIUTEILHOTO Geccum-
nromuoro Tedenns [1CX.

2. Pak JKeJIYHOTO T1y3bIPs, 0COOGEHHO TIPK HAJIMUUK B HEM T10-
JIUTIOB.

3. lematonesmosnapuas KapuuHoMma.

4. KonopekTasbHblii pak, npesxie Bcero, ecau [ICX mporeka-
et oHoBpeMeHHO ¢ SIK. B aTOM ciryyae prck pasBUTHS KOJOPEK-
TQJILHOTO PaKa BO3PACTAET B J pas.

5. Baxkrepuanbubiit xomaurut (10 20%).

6. KaMHU 5KeTIHOTO My3BIPst 1 TPOTOKOB (710 30%).

7. ObcrpykTHBHAS CTPUKTYpa Gusinaproro tpakra (10 20%).

Jlnarnocruueckue kpurepun [1CX:

* ypoBenb menounoii gocdarassr (IIID) Gosee yem B 1,5
pasa MpeBLIIIaeT BEPXHIOO TPAHUILY HOPMBI B TeUeHe 6 Mec;

* 4yeTKOOOpa3Hble M3MEHEHUS] BHYTPU- M BHEIEUYEHOUHBIX
JKEJIYHBIX TIPOTOKOB MPU XoJaHruorpaduu — Hanbosee BaKHbII
nuarnocrtnyeckuii npusnak [1CX;

* JlaHHBIe OMOICHY TI€YECHH, COOTBETCTBYIOIINE MATHO3Y
[ICX u uckovaoine XpoHnIeckne 3a60IeBaHst IEY€HN JIPY-
ol 9TUOJIOTUM;

* HCKJIIOYCHIE BTOPIYHOTO CKJIEPO3UPYIOIETO XOJAHTHUTA;

* runeprammaryobyauHeMust ¢ ipeobiaganueM IgM (y 50%
6OJILHBIX);

* TIOBBINICHNE TUTPA aHTHHYKJIeapHbIX (ANA) n aHTHTIA-
KoMbltreunbix ayroanturen (AMA) y 6-35% u 11-60% coot-
BETCTBEHHO;

* Hapactanue THTpa aTUMUYHBIX PANCA, KoTOpble TIpen-
crapnienibl B ocnosHOM u3 IgG, n IgG,.

Jleyenue:

— ypconesokcuxosenast kucyora (Y IXK) 10-15-20 mr/xr;

— TJTIOKOKOPTUKOCTEPOUIbI;

— XOJIECTUPAMITH, PUMaMITHIIH;

— aHTUOMOTUKY;

— TIperaparhl KaJbIlUsT;

— TPaHCILTAHTATINS TIEYeH .

IManuent JI., 41 roj, HaxoanIICs HA CTAIIMOHAPHOM JICYEHUN B Te-
PATIEBTIYECKOM OT/Ie/IEHIHN YUeGHO-HAY YHOTO MEMIIMHCKOTO [IEHTPa
«YHUBEPCUTETCKAST KJIMHUKA» 3AMOPOKCKOTO TOCYIAPCTBEHHOTO
MeauiHcekoro ynuepeurera ¢ 21.08.2018 1o 06.09.2018 1.

BosbHON MIPerbsABIIsil 5Ka00bl Ha BBIPAKEHHYIO JKEJTYIII-
HOCTH KOKHBIX TIOKDOBOB U CJIM3UCTBIX 000JIOUEK, BEIPAKEHHYTO
€1a60CTh, TIOBBIIEHHYO YTOMJISIEMOCTh, KDOBOTOUUBOCTb JIECEH,
MOSIBIIEHIE TEMATOM IO TeJy, OTEYHOCTh KOHEYHOCTEH, SKUAKII
cTyJi 10 5—6 pa3 B cyTKu 0e3 BU3yaJIbHO OIPE/IEISIEMBIX MaTOJI0-
IMYECKUX TIPUMECEI.
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Anamues 3abonesanus:

C 2003 r. oT™MeyaeT HOsIBJIEHME JKUAKOTO CTYyJIa C IPUMEChIO
xposu. Ilocite obeeoBanmst GBI BBICTABIEH ANATHO3 HECIIEIN-
¢uueckoro azsennoro xoauta (HAK), nasnayena repanus meca-
Jla3uHOM, 6€3 ToJIokKuTeNbHOTO adhdekTa. [losiee yuacTBoBas B
KJIMHIYecKoM nccenoBarnu mo HAK, oaako Obu1 MCKITIOUeH 13
[IPOTPAMMBI B CBSI3H C M30IMPOBAHHBIM ITOBbIIIEHIEM II[eJI0UHOIT
docdaraspr 8 2010 1.

B 2013 1. Gbur oOHApysKeH MOJIKMIT TOJCTOTO KUIEYHUKA,
04.01.2013 1. GbLTa IPOBEIEHA OTIEPAIIUS — HOJUIIDKTOMHEST TOJI-
croro kumednnka. 05.01.2013 r. manuenT G TOCHUTATM3HPOBAH
B TOPOJICKYIO GOJIBHUILY SKCTPEHHOI U CKOPOiT MEIMIIHCKOI 10~
MOIIY C OCTPBIM TOJICTOKUIIEYHBIM KpoBoTedeHueM. IIposesena
TIPaBOCTOPOHHSISI TEMUKOJISKTOMUS 10 ’KU3HEHHBIM OKa3aHISIM C
BBIBEJICHIEM OJIHOCTBOJIbHOI nyteoctoMbl. 07.02.2014 r. Obiia mpo-
BeJleHa CPeIMHHAS JIANAPOTOMUSI C TIOCJIeYIoNIel cyOTOTaIbHO
KOJISKTOMMeEH 1 popMUPOBaHNEM HIEOPEKTOAHACTOMO3A.

Basosyio Tepanuio no HAK ne npunnmait.

C 2014 r. y nanueHTa cTajo OTMeYaTbCsl yXy/IIIeHue 1moKa-
3aTesiell TeIeHOUHBIX P00, YBEMMINIACH KOHIIEHTPAIINS TIeT04-
noit docdarazer (ILLD) 1o 600, noseicunacs I[TT, ormevasmics
SIBJIEHUST IIUTOJM3a. Mapkepbl BUPYCHBIX TeIaTHTOB OTPHUIA-
TespHble. [LOBBICIIICS YPOBEHD raMMa-TI00yINHOB, Ay TOAHTHTE-
aa (ANA, AMA) — orpuniatesbHble.

09.04.2015 1. GbL1a IpoBeAeHa TPEHAaHOOUONCHS IeYeHH. 3a-
KJTIOYeHe: CTPYKTYPHO HeM3MeHEHHBbIE TOPTAIbHBIE TPAKTHI 1
[eYEeHOUHbIE [0JIBKH ¢ yMePEeHHOH GeskoBoil aucrpodueii opu-
eHTHPOBOYHO 20% rernatoruToB U HAJIMYNEM 3 JIOKYCOB HUMMY-
HOKJIETOYHOTO KWJIMHTA TelaTOUTOB. BHYTPUKIETOUHBIN X0JTe-
CTa3, ’KUPOBast AUCTPOPUs], HEKPOTHUECKUE U3MEHEHHs ranaro-
IITOB HE OTPEAEISIIOTCSI, GHOPO3 OTCYTCTBYET.

B 2015 r. marmenta koncysbruposas npodeccop H.B. Ty-
Geprpuil. Hasnauena MPXIIT. 3akmoderne or 30.11.2015 r.:
MP-kapTiHa HEPBUYHOTO CKJIEPO3NPYIOIIETO XOJaHTUTA.

[Tposesena Guoricus neyeHu. 3akJI0YeHNe: JaHHbIEe THCTO-
JIOTUYECKOTO, T'MCTOXMMHYECKOTO M MMMYHOTHUCTOXUMHUYECKO-
TO HCCJIe/IOBAaHNI CBUIETENBCTBYIOT B IOb3Y ayTOMMMYHHOTO
XapakTepa U3MeHeHMi. YeTKUX JaHHBIX B II0JIb3Y HEPBUYHOTO
CKJIEPO3UPYIOIETO XOJTAHTUTA HeT.

V3U renarobunnapnoii cucrempr (FBC) or 03.03.2016 r:
B 00JIaCTH XBOCTa TOJKEIYJ0YHOM JKeJIe3bl TMII0IXOTeHHbBII
HEePaBHOMEPHbIH ovar. Dblia BBIIIOJHEHA TOHKOUTOJIbHAS Ou-
OTICHST TIOJPKEITY/IOYHOI JKesle3bl ¥ yBeIWdeHHOTro JnMboysia
B o6sacTu XBocta. [MCTOIOTHYECKOE U IIUTOTIOTTYECKOE HCCITe-
noBaHuA: 6€3 IaTOJOrNYeCKHX KeTok. Ig G, — oTpuiaTesbHble.
ANA - 1:1000.

Bunapok noegHaHHS NepPBUHHOIO CKJIepPO3yl04oro
XONaHriTy, HecneuudgiyHOro BUPa3KOBOro KONiTy Ta
ayTOiMyHHOro 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,
PEeBMATOIIHMIT apTPUT Ta ayToiMMyHHUIT THpeoinnT, cunapom [lerpe-
HAa, Ay TOIMYHHMIT ITAHKPEaTUT Ta ayTOIMMYHHUIT TellaTHT.

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

Kntouo6i cnosa: nepsurnuii CKAeposyrouuil Xouamneim, necneyudivnuil 6u-
paskosuil Koxim, noeoHanuil nepediz, 6unadok 3 NPaKMuKU, aymoimyHHuLl
2enamum.
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Boin ycranosien amarnosd: OBepsamn-CUHAPOM: TTEPBUYHbBII
CKJIEPO3UPYIIHIT XOJAHTUT, Ay TOUMMYHHBII renatut 1-ro Turma,
MuHUMaAbHON akTusHocTH. HAK (cyOroTanbHasg KOJIKTOMIES
2014 r). Touyuan tepanuio: GyaeHodanbK, ypcohabk.

C 20.02.2017 1o 03.03.2017 r. HaxouJICs Ha CTAI[MOHAPHOM
JedeHnn B TepameBTHdeckoMm oTxaeseHnn Y HMI «Ywuusepcnu-
TeTcKas KJIMHWUKa». Pe3ynbrathl GHOXMMUYECKUX aHATU30B: Ou-
mapybun — 75,5 MrMoJib/at (ipsimoit — 55), AJIaT — 147 En/x,
ACaT - 102 Ex/n, ITT — 178 Ex/n, LD — 707,5.

Ddubpoxkosonockonus ot 28.02.2017 r., 3akioyeHue: A3BeH-
HBIIT KOJIUT, 2 cTeneHn aktuBHOCTH, Meiio 26. Pesyibrarsl Gu-
OTICHT: BBIPAKEHHOE XPOHUYECKOE BOCTIATIEHHE C JIMM(OITITAMH,
[JIA3MOIUTAMHE, TIPUMECHIO HEHTPOMUIOB B BOCHAIUTENIbHOM H-
dunbrpare, redopmaryeil 1 yKOpoUeHNUEM KPUTIT, KPUTITHTAMH.

Y31 I'bC 21.02.2017 r.: tuddysubie N3MeHEHHUS MIEYCHH,
KOCBEHHBIE TPU3HAKY MOPTATBHOI TUIEPTEH3UN, AHOMAJIHST pac-
MOJIOKEHMUST JKETIHOTO Ty3bIPs, PACIIUpeHre MpocBeTa o0Iero
JKEJTTHOTO TTPOTOKA.

B TeueHre HECKOJIBKUX MECSIIEB MOBbIIIeHne OuanpyOouHa 1o
600, anemus1, CHUKEHME MacChl TeJia, Hapyiienue cHa. 21.08.18 r.
6b1T TOCTTHTATM3HPOBAH. JlaGopaTopHbIe MOKA3aTe I  TPU TOCTIN-
TaJIU3aANN:

— OuoxMMHUYECKU aHanus: obumii 6enoxk — 66 /71, anb-
G6ymun — 35,1 v/a, Gunupybun — 437 MKMOJIb/JI, IPSMON —
410 mxmoun/n, AJlaT — 260 En/n, ACaT — 230 En/n; I'TT
— 20 Ex/n, IID- 225 Ex/m, [ITU - 78; MHO — 1,34, K —
3,07 MmmouIb /1.

— obumil ananus kposu: Jeiikorute — 11,0x10°/m; Hb —
114 r/1; COI — 48 MM /4.

bouio nposeneno Y3U I'BC 22.08.2018 r., 3akiouenue: yBe-
JITYEHIE TIEYEHN U JKETIHOTO My3bIPsi. AHOMAIBHOE PACTIOIOKEH e
JKEJTYHOTO Iy3bIPsi. Pacipenyie Xoseoxa ¢ XoJIeanTHasoM?

B aunaMuke OMOXMMHYECKMI aHaian3: obumii 6e1ok —
55 r/m; anpbymun — 29,5 v/i1; 6unupybun — 437 MKMOJIb /I,
npsimoit — 420 mxmoun/a, AJlaT — 246 En/n, ACaT — 220
En/a, ITT — 10 Ex/n, II® - 23,8 Ex/a, IITU — 96; MHO
—1,05; K — 2,64 MmMoJib/J1; 001Uii aHAIU3 KPOBY: JIEHKOIUTDI
—8,2%10°/1; Hb — 108 r/s1; CO9 — 40 mm/uac.

[Tosyuas sederne: rena-mepit, abOymMuH 10%, TaHAHTHH, aJib-
danopmukc, kanasut. Ot nposegenuss MPXIII otkasbiBascs.

KT ot 05.09.2018 r.: u3MeHEHUS B UCTAIBHOM OT/EJIe XOJIe-
JI0Xa, CKOpee BCero, 06y CIOBIEHbI CKJAEPO3UPYLIUM XOJAHTUTOM,
C BEPOSITHBIM HAJINYUEM 2 PEHTTeHHETaTHBHBIX KOHKPEMEHTOB B
MIPOCBETE AUCTAIBHOI YaCTH X0JIe/[0Xa.

06.09.18 1. manuenT ObLI IIEPEBEEH B XUPYPTUUECKOE OT/e-
JIEHUE JIJIsT OTIePATUBHOTO y/IATIeHUST KAMHEH U3 X0JIe/[0Xa.

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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IJIOMHOTO 00pa3oBanust 3aloPOKCKOr0 TOCYAAPCTBEHHOT0 MEUIIMHCKOTO yHuBepeutera, 69035, r. 3anoposkbe, yi. MaskoBCKoro,

26; remr.: (061) 220-78-21
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