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CKJ1epo3upyoIMii X0JAHTUT — OJJHO M3 CAMBIX YACTBIX renaToJorHyecKuX BHEKHMIIEYHBIX MPOSIBJIEHUI BOCIIAIUTEIbHBIX 32001€-
BaHWii KumeyHuka. Llenn nanHoro 0630pa — odcyxaenne ¢peHOTUNA COYETAHUS CKIEPO3UPYIOMIET0 X0JAHTHTA ¥ BOCHAIMTEILHOTO
3a0osieBaHus Kuueynnka. [IpencTaBiieHsl TeOpUH 3THONATOreHe3a CKIEPO3UPYIOLIETr0 XOJIAHTUTA MPH BOCIAIUTEIbHBIX 3200.1€Ba-
HHSIX KMIIEYHHKA, 2 TAKIKE HEKOTOPble 0CO0EHHOCTH (heHOTHNA KAK CMEINAHHBIX, TAK H MOHOTEHHbIX (hopM 32001eBaHMIA.
CKJ1epo3upYIOLIHii XOJAHIUT B COYETAHUH C BOCHAJIUTEIbHBIM 3200/1€BaHNEM KHIIEYHNKA 00bIYHO ACCOLMMPYETCS C MAHKOJIUTOM,
O/IHAKO SHOCKONMYECKH BU3YaIM3UPyeMasi aKTUBHOCTb BOCIAJIUTEIbHBIX 3200/IeBaHNIi KHIIEYHUKA B 3TUX CJIYYasiX 3HAYMTETLHO
HIZKE, 2 KIIMHUYEeCKHe CUMIITOMBI MeHee BHIPAZKEHbI. YCTAHOBIIEHO, YTO CYIECTBYET NOBBIMIEHHBII PUCK PA3BUTHS 3JI0KAY€CTBEHHBIX
HOB0OOOPA30BaHMii MPH COYETAHNHU CKJIEPO3UPYIOLIET0 XO0JAHTUTA C BOCHAIUTEIbHBIM 32001eBanneM KueyHuka. [loqyepkusaercs,
9T0 MeXaHU3Mbl ()OPMUPOBAHMUS BOCTIATUTEIHHOTO 3200./IeBAHUS KHIIEYHNKA B COYETAHUH CO CKJIEPO3UPYIONIUM XOJIAHTUTOM OCTA-
10TCS1 HEIOCTATOYHO M3YYEHHBIMH, XOTS BBISIBJIEHO, YTO HA PA3BUTHE 3TOM MATOJIOTMH BIMSIOT TMM(OUUTAPHAS ePEKPeCTHAS Peak-
THBHOCTb, A0€PPAHTHOE PACTIO3HABAHME MUKPOOMOTHYECKHX IMUTONOB U AUCOAIaHC MUKPOOUOTDHI Kuieynnka. HoBble Onosornye-
CKHe€ areHTbl, HalleJIeHHbIe HA KOPPEKIHMIO B3aMMOAECTBUS MKy HIMMYHHOI CHCTEMOi M OPraHaMH-MHUIIEHSIMH, MOTYT 00eCIIeYuTh
HOBBIE CTIOCO0BI JIeYeHHUs! CKIEPO3UPYIOILEro X0IAHIUTa, COYETAHHOTO € BOCIIATUTEIbHBIM 3200/1eBaHNeM KUIIEYHUKA.

Karouesuvie caosa: 0emu, cmepo3upymu4ud Xo/1aHeum, eocnaniunesibHole 3abone6aHus Kuuwe4yHuka, 60n1€3Hb Kpoua, SA38EHHbLI KOAUM.
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Sclerosing cholangitis is one of the most common hepatologic extraintestinal manifestations of inflammatory bowel disease.
The article discusses the phenotype of the combination of sclerosing cholangitis and inflammatory bowel disease. The authors present
their theories of the etiopathogenesis of sclerosing cholangitis in patients with inflammatory bowel disease, as well as some features
of the phenotype of both mixed and monogenic forms of diseases.

Sclerosing cholangitis in combination with inflammatory bowel disease is commonly associated with pancolitis, but the endoscopically
visualized activity of inflammatory bowel diseases is significantly lower and clinical symptoms are less pronounced. The authors have
established that the patients with the combination of sclerosing cholangitis and inflammatory bowel disease are at the increased risk
of developing malignant neoplasms. The formation mechanisms of a combination of inflammatory bowel disease and sclerosing cholan-
gitis remain poorly understood, although this pathology is influenced by lymphocytic cross-reactivity, aberrant recognition of microbi-
otic epitopes and intestinal microbiota imbalance. New biological agents aimed at correcting the interaction between the immune system
and target organs may provide new ways of treatment for sclerosing cholangitis associated with inflammatory bowel disease.
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VYcraHoBiieHO, uyTo npuMmepHo y 70% manuMeHTOB CO
CKJIEPO3UPYIOLIUM XOJAHTUTOM MMEETCSl BOCTIAIUTEb-
Hoe 3aboJieBaHUE KUINEYHMKA, Yallle BCEro SI3BEHHBINM
komut [1]. Y HaoGopoTt, npubanu3uTeabHo v 5% nauu-
E€HTOB C SI3BEHHBIM KOJIUTOM IMArHOCTUPYETCSl CKJIEpPO-
3upyonuii XoJaHrut [2]. CTOUT OTMETHUTb, UYTO YMCIIO
MalUKMEeHTOB CO CKJIEPO3UPYIOIIUM XOJAHTUTOM, Y KOTO-
pBIX MMeeTCs BOCTaJieHWe KWIeyHuKa, B SmoHuun
u Cunramype cocrtabiser 20—32% oT Bcex TalMeH-
TOB C BOCIAJUTEbHBIMU 3a00JeBAaHUSIMU KMIIIEYHMKA,
B To Bpemsi Kak B CeBepHoit AMepuke u EBporie noctu-

KJIEpO3UPYIOIMIMIA XOJAHTUT — 3TO OJTHO M3 CaMbIX
YaCThIX TeMaTOJOTMYECKUX BHEKMWIIEUHBIX IIPO-
SIBJICHUIA BOCITAJINTEIBHBIX 3a00JIeBaHWI KHUIIEYHUKA.
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raet 60—80% [3—6].
B HacrosIee BpeMs MeXaHU3MBI Pa3BUTHS CKIIEPO3H -
PYIOILIErO XOJIAHTUTA HEIOCTATOYHO M3ydeHBI. JleueHue
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MalMEeHTOB CO CKJIEPO3UPYIOIIMM XOJIAHTUTOM, COUeTal0-
IIUMCS C BOCTIAJIMTEbHBIM 3a00JIeBaHEeM KUIIIEYHUKA,
OTJIMYACTCS OT TepaIrleBTUYECKUX CTPATETUl y TalMeH-
TOB C M30JUPOBAaHHBIMU (hOpMaMM 3TUX 3a00JEBaHUIA.
Hecmotpst Ha mpakTudeckre peKOMEHIAlUM I0 Beme-
HUIO CKJIEPO3UMPYIOILIETO XOJAaHTUTAa U BOCTIATUTEIbHBIX
3a00JIeBaHUI KUIIEYHUKA, 7151 (peHOTHTIA, COUETAIOIIETO
yKa3zaHHble 3a00jieBaHUS, HEIOCTaTOYHO CBEIACHUH,
YTOOBI JIaTh TBEpPIble, OCHOBAaHHBbICE Ha (haKTUIECKHMX
JNAHHBIX, PEKOMEHAAIMN IO BEACHUIO MallMeHTOB. DTO
nMeeT 0coboe 3HAYeHUE B CBSI3W C TOBBIIIEHHBIM PUC-
KOM MaJIUTHU3ALMU Y TAKUX OOJIbHBIX [6—9].

Iemp manHoro o6G3opa — oOcyxaeHue (eHoTUIa
CKJIEPO3UPYIOLIETO XOJIAHTUTA TIPU  BOCHAIUTEIHBHOM
3a00JIeBaHUM KUIIEYHUKA.

XapakTepHblie 0CO00EHHOCTU BOCNanuUTeNbHbIX
3aboneBaHuii KnLievyHuka, accounnpoBaHHbIX CO
CKJ1epo3npyroLwnm XoJIaHrMToM

B 1965 1. M.P. Smith u R.H. Loe [10] BriepBbie omnu-
caji B3aMMOCBSI3b MEXIY CKJIEPO3WPYIOIIUM XOJIAHTU-
TOM M BOCTIAJIMTEIbHBIMU 3a00JIEBAHUSIMU KMIIIEUHUKA.
C Tex mop B UCCAEAOBAHUSIX IMOMYISILIMOHHBIX KOTOPT
U MyTeM MeTaaHajau3a ObLIM M3y4YeHbl TOUYHasl pacrpo-
CTPAHEHHOCTb 1 MOCJIEICTBUSI CKJIEPO3UPYIOIIETO XOJaH-
ruTa Mpu BOCIAJUTEIbHOM 3a00JIeBaHUN KUIIIEYHUKA.

KoMOuHaims cKiepo3upyolmii  XoJaHTUT—BOCTIa-
JINTEJIbHOE 3a00JIeBaHUE KUIIIEYHMKA OMMCAaHO Kak 3a00-
JIEeBAHUE, XapaKTepU3ylollleecsl TOBBIIIEHHBIM pUC-
KOM pa3BUTHUsI KOJIOPEKTAJIbLHOIO paka WU OTHOCUTEIbHO
CMOKOMHBIM TeueHueMm Kosurta [11, 12]. B Heckonbkux
WCCIIEIOBAHUSIX OTMEUaeTcs, YTO MalMeHTaM CO CKJIe-
PO3UPYIOLIUM XOJIAHTUTOM M BOCHAJIMUTEIbHBIM 3a00-
JIeBAHMEM KHUIIIEUHMKA TPEOYeTCs MEHbIIe KypCOB TJIIO-
KOKOPTUKOUIOB M TOCIUTAIMU3ALMI, YeM TMaldeHTaM
C W30JIMPOBAaHHBIM BOCTIAJUTEIbHBIM 3a00JIeBAHUEM
KuieyHuka [13, 14].

dnupemuonorus

Ha ocHoBe maHHBIX O HaceJleHMM W3 MeTaaHajau3a
2017 . pacnipoCTpaHEHHOCTb BOCIAJUTEIbHBIX 3a0o0Jie-
BaHUII KUIIEYHNKA B 9KOHOMMUYECKN Pa3BUTHIX CTpaHax
ouenuBaetcst B 0,3% [15]. BcemupHast pacnipocTpaHeH-
HOCTb CKJIEPO3UPYIOIIETO XOJaHTUTA B COYETAHUN C BOC-
MaJIUTEIbHBIM 3a00JIeBAHNEM KMIIIEYHUKA OTIPEIESAETCS
Ha ypoBHe 0,024%, B TO e BpeMsI TOUHas OLIeHKa OCTa-
€TCSI HEWM3BECTHOM W3-3a pasuvuil JTUarHOCTUYECKUX
kputepues [16]. [TepBuuHast 3a6071€BaEMOCTh CKIIEPO3U -
pyroiuM xojaHrutoM BapbupyeT ot 0 1o 1,3 Ha 100 TbIC.
KUTENe/Tof, a pacnpocTpaHeHHOCTh — oT 0 mo 16,2
Ha 100 TbIc. xuTeneit [17].

HMeroTcst orpaHWYeHHBIE AaHHBIE O paclpocTpa-
HEHHOCTHU CKJIEPO3WPYIOIIETO XOJNaHTUTA B COYCTAHUU
C BOCITAJIUTEIbHBIM 3a00JieBaHUEM KUIIEYHUKA Cpeau
HaceJieHUsl LIeHTpaIbHO# 1 103kHOU EBporbl. CortacHO
SKCTPAMNOJSAIUN JTaHHBIX PaclpOCTPaHEHHOCTh 3TOTO
3a0ojyieBaHust B Benrpun cocrasiser 0,041% [18, 19].

OBb30Pbl JINTEPATYPbI

YkasbiBaeTcsi, 4YTO pacrpoCTPaHEHHOCTh BOCTAIUTEb-
HBIX 3a00JIeBaHUI KUIIIEUHNKA HIKe B 10XHO# EBporre,
ocobeHHo B Cesepo-3anannoit Ipeuumn [20]. Iloka-
3aHO, YTO PMCK Pa3BUTHUS CKJIEPO3UPYIOILIETO XOJaHTUTa
Y MY>XXUMH B 2 pa3a BblllIe, YeM Y XKeHIIMH [21].

MaTtoreHes

B HacTosiiiee BpeMs B ITaTOTeHe3¢ CKIePO3UPYIOIIEro
XOJIAaHTUTA pacCMaTPUBAETCsl HECKOJILKO Teopuii [22].

1. Aymoanmumena. AyTtoaHTUTENa CJyXaT KJjac-
CUYECKUM OMOMapKepoM, CBSI3aHHBIM KaK CO CKJie-
PO3UPYIOIINM XOJaHTMTOM, TaK M C BOCIAJIUTEIbHBIM
3a00eBaHMeM KWIIIeUYHMKa. IlepuHyKJIeapHble aHTHU-
HeUTpoUIbHBIC LIMTOTIJIAa3MaTUYECKIe aHTHTEJIa
(PANCA) — onuMH U3 TakMX MapKepoB, KJIACCUYECKHU
CBSI3aHHBIX C OOOMMM YKa3aHHBIMHU 3a00JIeBaHUSIMM.
YacToTa BBISIBICHUSI 3TUX ayTOAHTUTE]T B CHIBOPOTKE
MaIMEHTOB CO CKJIEPO3UPYIOIINM XOJAHTUTOM B OTCYT-
CTBHE BOCHAIUTEIBLHOTO 3a00JIeBaHUSA  KMIIIEYHMKA
cocTaBisieT 25—77%, TIpu CKJIEPO3UPYIOIIEM XOJaHTHUTE
B COYETAHUU C BOCTIAJIMTEIbHBIM 3a00JIeBaHEM KHIIIeY-
Huka — 23—88% [23]. Mumenamu pANCA mipu ckiie-
pPO3UPYIOIIEM XOJaHTUTE CIyXaT KakK JaKToheppuH,
TaK U TyOyJIMH-6eTa-u30TOIl 5, TOrIa Kak Mpu SI3BEHHOM
KOJINTE MUIIIEHBIO CIYKUT SIIEPHBIN TMCTOH, YTO YKa3bl-
BaeT Ha pa3IMYHYyI0 POJIb 3TOTO aHTUTEIAa B MATOTeHE3e
o0oux 3aboseBaHmii [24—26].

Bbina m3yvyeHa BBICOTA 3KCIPECCUU OINPEAEICHHOTO
n3oTurna rnoakiaccoB ummyHorsooynuHa G (IgG) pANCA
MPpY CKJIEPO3UPYIOIIEM XOJIAHTUTE U SI3BEHHOM KOJIWTE.
S.R. Targan u coaBT. [27] 0OHAapPyXWJIM, YTO TIPU CKIIEPO-
3UpYIOIIEM XojlaHTuTe mpeobiamaiorT moaTunbl pANCA
IgG1 u 1gG3, B 1o Bpemst kKak F. Seibold u coast. [28]
OTMETWIM, UTO TIPU SI3BEHHOM KosuTe npeodsanaer IgGl.
OH He SBISETCS YHUKAJIbHBIM JIJISI CKJIEPO3UPYIOIIErO
XOJIAHTUTA U SI3BEHHOTO KOJUTAa — OH 3KCIIPECCUPYETCS
u npu ayroummyHHoMm remnatute [27]. C. Roozendaal
U COaBT. [24] 0OHapyXWIK, YTO y TALIMEHTOB CO CKJIEPO3U-
pytoinm xojaHrutom Hainunre pANCA ObLIO CBSI3aHO CO
CHIDKEHHMEM YPOBHSI CBIBOPOTOYHOTO aTbOYMUHA U YBEJTU -
YeHHEeM aKTUBHOCTH IIEJIOYHOM (pocdaTasbl; 3TO HABOIUT
Ha MBICJIb O OoJiee BBICOKOW AKTMBHOCTU 3a00JIeBaHUSI.
JlonoTHUTEIbHBIE UCCIIEAOBaHMS JIEMOHCTPUPYIOT OoJee
BBICOKYIO 4acTOTy peunanBoB y PANCA-T0JI0KUTEIbHBIX
MaLIMEHTOB C SI3BEHHBIM KOJIUTOM 110 CPAaBHEHUIO C KOH-
TPOJLHOI TPYIION, 4YTO TIOTEHIMAJIbHO YKa3bIBacT
Ha MPOTHOCTUYECKYIO POJIb 3TUX ayToaHTuTen [29]. Hanu-
yrie pANCA mipu 6ose3nn KpoHa accoummpyercs ¢ Kim-
HUYECKUM  (PEHOTUIIOM, HAMIOMUHAIOIIMM  SI3BEHHBIN
KOJIUT, W SIBJISIETCSI TIPOTHOCTUYECKUM TTPU3HAKOM TsKe-
JIOTO 3a00JIeBaHUS B S-JICTHUI MEPUO]I ITOC/Ie YCTAHOBIIe-
Hus quarHo3sa [30, 31].

2. lenemuueckue ghakmopol. IeHEeTUUECKUE HCCTIEI0BA-
Hust BestBUIIM Oostee 150 yyactkoB JJHK, ripencrapisroniix
HMHTEpeC B JIOKYCaX, acCOIMUPYIONIMXCS C BOCIAIUTETb-
HBIMU 3200JIeBAHUSIMU KUIIIEYHUKA, OOLINX JJIST SI3BEHHOTO
KoJmTa 1 60s1e3H1 KpoHa, B To BpeMs Kak B APYTUX UCCITe-
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JIOBAaHUSIX BBISIBJICHO 9 JIOKYCOB, CBSI3aHHBIX C Pa3BUTUEM
CKJIepo3upylolero xojaanrurta [32, 33].

3. XKeaunvie xucaromoi. VI3ydeH KOMITOHEHT B3au-
MOJEMCTBMSI  XKEJIYHBIX KHUCJIOT UM MHKpoOmoMa
MpU  BOCIAJMTEIbHBIX 3a00JIeBAaHUSIX KUIIEUYHUKA
U TIOKa3aHbl JaHHbIE, CBUAETEIbCTBYIONINE, YTO HEKO-
TOpbIe TIPOAYKTHI KEJIYHBIX KHUCJIOT, OOHapyXUBaloO-
muecs y TAalUeHTOB ¢ BOCHAJIUTEIbHBIMU 3a00-
JIeBaHUSIMM KUIIEYHWKA B pe3ysibrate aucbagaHca
KHIIEYHOW MUKPOOMOTHI, JaI0T MOTEHIMATbHBIN TTPO-
BocnanuTenbHblii 3¢ dekT [34]. BropuuHble Xemu-
HbIe KMCJIOTBI CYUTAIOTCS MPOTUBOBOCIATUTEIbHBIMU
0 NPUPOJE, TaK KaK B MCCJIEIOBAHUIAX in Vitro TIOKa-
3aHO, YTO OHM MHIUOMPYIOT BBICBOOOXIeHUE (hak-
Topa Hekposa onyxonu anbda (TNF-a), mHTEpeii-
kuHa (IL)-1B u IL-6 u3 makpodaros [35, 36]. bruio
00HapyXXeHO, YTO BTOPUYHBIC >KEIYHBIE KHUCIOTHI,
Hampumep JIMTOXOJIeBasl KUCJIOTa, OKa3bIBalOT J1030-
3aBUCUMBIII ITPOTUBOBOCTIANUTENbHBIN 3¢ dekT [34].
YcTaHOBJIEHO, YTO KOHIIEHTpAIlUsl BTOPUYHBIX XKEJId-
HBIX KUCJIOT B KaJjie Obljla 00paTHO MPOIOpLIMOHATbHA
AKTMBHOCTU BOCTIAJUTENIbHBIX 3a00JIeBaHUM KHIIEY-
HUKa: OTMEYEeHBl UX BBICOKME KOHIEHTpalWW B Kale
B KOHTPOJIBHOW TpyINe M HU3KWE — Yy TallieHTOB
C aKTUBHBIM BOCTIAJIUTEILHBIM 3a00JIeBaHUEM KMIIEY-
Huka [34]. HeusBecTHO, BbI3bIBAeT JIM BOCIAJICHUE
JKETYHBIX TIPOTOKOB HHUCOaNaHC KUIIEYHOW MUKPO-
OUOTHI, TMPUBOISIINI K CHUXEHUIO O0pa3oBaHMSI
BTOPMYHBIX XEJYHBIX KHUCJIOT, WJIX CaMU BTOPUYHBIC
KEeTYHbIe KHUCJIOTHI JaloT IPOTHUBOBOCIAIMTEIbHBIN
adpdext in vivo. [lo-BunmMomy, CylIecTBYeT CUJIbHaS
CBsI3b MEXIy KOHILEHTpalMeil BTOPUYHBIX >XEJIUHBIX
KMCJOT U BocnaneHueM. [lokasaHo, uyro auera, 060-
raieHHasi BTOPUYHOM XKEJIYHOM KUCIOTON (I1e30KCH-
XOJIeBOIT), BBI3BIBAET OOpa30BaHME OIYXOJU TOJICTOM
kuku y mbiieit [37]. Kpome Toro, o6cyxaaercst MHe-
HUE O TOM, YTO XEJYHbIe KUCJIOTHI MOTYT BBI3bIBATh
noBpexnenue JAHK in vitro [38].

IMostBUICA OCOOBINM MHTEpPEC K 3HAYCHUIO KETIHBIX
KUCJIOT B TIPOTPECCUPOBAHUU BOCIAJIUTEIBHBIX 3a00-
JIEBaHUI KUIIEYHUKA U CKIIEPO3UPYIOIIETO XOJAHTHUTA,
aCCOLMUPOBAHHOTO ¢ 3TUMM 3abojeBaHusmu. B 2018 .
uccienoBaHve y 30 MalUMEHTOB C BOCHAJUTEIbHBIMU
3a00JieBaHUSIMU  KUIIeyHUKa (15 ¢ CcomyTCTBYIOIIMM
CKJIEPO3HMPYIOIINM XOJJAHTUTOM) BBISIBUJIO OTPUIIATEITb-
HYIO KOPPEJSLIMIO MEXIYy KOHIIEHTpallMeil B Kaje BTO-
PUYHBIX KEITYHBIX KUCIOT U 3HIOCKOITMYECKN BU3YyaTu-
3MpyeMOli aKTHBHOCTbBIO 3a0oJieBaHMs. Bbulo TMokazaHo
TakXe, YTO MeXKIy KOHIEHTPAIUSIMU BTOPUIHBIX JKETU-
HBIX KUCJIOT B MOATPYIIIAX ¢ COYETAHHBIM CKJIEPO3UPY-
IOIIMM XOJAHTMTOM W BOCHAJIUTENIbHBIM 3a00JIeBaHEM
KUIIEYHUKA W C BOCHAIUTEIbHBIMU 3a00JIeBaHUSIMU
KMIIIeYHMKA 3HAYMTEJIbHBIX pa3imunii He Ob110 [39].

4. Teopua «camonasedenus aumgpoyumos». Teopuu,
HampaBJIeHHbIE Ha YCTAHOBJICHWE WMMYHOJIOTMYECKUX
CBsI3eil MeXay ABYMs 3a00JIeBaHMSIMU, OBUIM TPEIIO-
>KEHBI COBCeM HenlaBHO. [lepBast U3 3THX TUITOTE3 TIPe.-

MOJIaTaeT, YTO JTUMMOLIUTHI CJIU3UCTOM OOOIOUKM KHIIIeU -
HUKa aKTUBUPYIOTCS Y MALIMEHTOB C BOCTIAJIMTEIbHBIMU
3a0oJsieBaHMsIMU KullieuHuka [40]. KinuHuuecku ata Teo-
pusT TIOATBEPXKIAeTCsl HAOMIOICHUEM, TOKA3bIBAIOIINM,
YTO CKJIEPO3UPYIOIIMI XOJAHTUT MOXET pa3BUBAThLCS
MOocJIe TOTaJIbHON KOJDKTOMUHU y TALMEHTOB C BOCIHA-
JIUTETbHBIM 3a00JIeBaHMEM KHUIIEYHUKA W YTO CTEIeHb
3a00J1eBaHUS TIeYeHU Majlo KOPpEIUpyeT C aKTHB-
HOCTBIO BOCTIAJIMTEJILHOTO TIpoliecca B  KHUIIIEUHUKE
[41, 42]. B aTOoM cemMeiicTBe MOJIEKYJ aAre3uu Hauobosee
LIMPOKO TMpU3HaAH MpoaykT reHa ITGB7 (b6era-cyobenu-
HULA UHTerpuHa 04f7), TakKe M3BECTHbI KaK MoJie-
Kkyna 1 mary-anresun JumdounutoB ocTpoBKoB [leiiepa.
MoHokoHabHOe aHTuTen0 o4B7 (Benoansymad) Obuio
0I0OPEHO IS JICUeHUST BOCIIAJTUTENIBHBIX 3a00JIeBaHMIA
KUIIEYHWKA. BBUIO BBIABUHYTO TMPEANOIOXKEHUE, YTO,
MOCKOJIbKY JUM@OLUTEl 04p7+ NPOHUKAIOT B MEYEHb
Mpu  CKJIEPO3UPYIOLIEM XOJAHTUTE, MOHOKJIOHAJIbHOE
AHTUTEJIO IS 3TOM MOJIEKYJTbI MHTETPUHA MOXET TTOTeH-
LIMAJIBHO OKAa3bIBaTh IMPOTUBOBOCIIAIUTEBHOE IECTBHE
B neyeHu. B. Christensen 1 coaBT. [43] oOHapyXuau, 4To,
XOTSl KJIMHUYECKass aKTUBHOCTb 3a00JIeBaHMSI KHIIIEU-
HUKa 3HAYUTEJIbHO CHU3WJIACH TOCJe JICYCHUsT BEIOIM-
3yMaboM, K COXaJleHUI0, OMOXMMUYecKass aKTUBHOCTh
3a00J1eBaHUS TIeYeHW M TOKa3aTelb PUCKa CKIIEPO3U-
pYIOIIETO XOoJlaHTUTa 1o Maifo 3HauYMTeIbHO HEe M3Me-
HWJIKCh Y TAallMEHTOB CO CKJIEPO3WPYIOIIUM XOJIAHTH-
TOM, COUYETAIOIIMMCS ¢ BOCTIAJIMTEILHBIM 3a00JIeBaHHEM
KUIIIEYHUKA.

5. Modeav «<npomekaroujeil Kuwiku». XpOHUUYECKOE BOC-
MajieHre B KUIIEYHUKE BBI3BIBACT MOBBILICHHYIO IMPOHU-
11aeéMOCTb CJIM3HMCTOI 000JIOUKHU. DTO JIe/IaeT ero BOCIIPH-
WMYMBBIM K TpaHCJIOKAIMU GaKTepuil U OaKTepHaTbHbIX
MPOIYKTOB, KOTOPHIE MPOHUKAIOT B 9HTEPOTEIaTUUYECKYIO
LUPKYJISIILMIO U MPUBOIAT K BOCTHAJICHUIO TieueHu [44].
Ha mogensix KpbIc TTOKa3aHo, YTO IMOCPEACTBOM DHTEPO-
rernaTu4eckoro KpOBOOOPAIEHUsI TIpaMOTpHULIATEebHbIC
M aHadpoOHBIe OaKTepUallbHble KOMITOHEHTBI, TaKHe
Kak TTOJIMCAaXapyuIbl TENTUIOTTTMKAHbI WJIM XeMOTaKCHUe-
CKUe TIENTHUIbI BBI3BIBAIOT MOPaKEHWE TTeYeHU, HATTOMU-
Halolllee CKIICPO3UPYIOIINIA XOIaHTUT [45].

6. Kuweunwiii ducbuos. ViccrnenoBaHusi, HaIpaBiIeH-
HbIe Ha BBISBJICHUE PACXOXICHUM MEXIY KUIICUHBIM
MUKpPOOMOMOM, OTMETWJIM YyBeauueHue poaoB Esche-
richia, Fusobacterium, Ruminococcus u Megaspera y nauu-
€HTOB CO CKJIEPO3UPYIOLINM XOJaHTUTOM M BOCTIAIMTE b~
HBIM 3a00JIeBaHNEM KUIIEUHUKA. DTH XK€ UCCIIeIOBAHUS
IOKa3aIn TaKXke, YTO APYrMe MUKPOOPraHU3MBI, B TOM
uucie Prevotella, Roseburia, Dorea, Blautia n Bacterioides,
OBLIY MpeACTaBIIeHbI MEHbIIEH nomysiueii [39, 46—48].
YcraHoBiieHO, 4TO yBeauuyeHue kosnuuectBa Veillonella
OBbLIO CBSI3aHO C OoJiee TSKENBbIM TeYEHHEM CKIIEPO3U-
PYIOIIETO XOJIaHTUTA U Yallle BCTPEYaaoCh Y MalMeHTOB,
KOTOpbIE TIEPEHECIM OPTOTOMMYECKYIO TpaHCIJIaHTa-
uuto neueHu [47]. BoisiBneHo, uto pon Veillonella Taxxe
BOBJIYeH B ITaTOTeHe3 TaKWX (hMOPO3HBIX COCTOSIHUIA,
Kak muppo3 u Guodpo3s jerkux [49—51].
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CKnepo3upyloLmnii XONaHITUT U 93BEHHbIN KONUT

Cpenu Bcex MalMeHTOB, Y KOTOPBIX CKIIEPO3UPYIOIINIA
XOJIAHTUT COYETAJICS C BOCIAJIMTEIbHBIM 3a00JIeBaHHEM
KUILIEYHNKA, SI3BEHHBIA KOJIUT BCTpeYaeTcst IpUOIIN-
3utesibHO v 80%, 60se3Hp KpoHa u HenuddepeHmpo-
BaHHBIN KouT — 1o 10% [12]. [ToaToMy B GOJIBILIMHCTBE
WCCIeOBAaHUN CPaBHUBAIOTCS KIMHUUYECKOE TEUeHME
U PUCK Pa3BUTHS 3JI0KAUYECTBEHHBIX HOBOOOpa30BaHWIA
MPU COYETAHMU CKIJIEPO3UPYIOIIETO XOJaHTUTA C BOCIIA-
JINTEJILHBIMKA 3a00JIEBAHUSIMU KUILIEYHUKA U TIPU U30-
JINPOBAaHHOM SI3BEHHOM KoJjiuTe. KnmHuveckast KapTuHa
U TeUeHHEe CKIIEPO3MPYIOIIETO XOJaHTUTa B COYETAHUU
C BOCHAJIUTEIBHBIM 3a00JieBaHUEM KHWIICYHUKA Bapbu-
pytoT. Kot B 3TOM cilyyae MMeeT TeHACHIMIO K OoJjiee
MSTKOMY TEUEHMIO, XapaKTepHO OTCYTCTBME SHIOCKO-
MUYECKON aKTMBHOCTU y MAIlMEHTOB C TMCTOJIOTMYECKU
aKTUBHBIM KOJIUTOM [1].

AHAJIOTMYHO XOJIAHTUT MOXET TPOTeKaTh OeCCHMII-
TOMHO Y MAaIlMEHTOB C BOCTIAJIMTEIbHBIMU 3a00JI€BAHUSIMHA
KuieyHunka. [1o aToit mpuumHe COBpeMeHHbIE PEKOMEH -
JAlA BKJTIOYAIOT CKPUHUHTOBOE OOCI/IEIOBAaHME TTallk-
€HTOB C BOCITAJIUTEIbHBIMU 3a00JIeBAHUSIMUA KUILICYHUKA
JUTSL BBISIBJICHUST CKJIEPO3UPYIOIIETO XOJaHTHUTa U TPEOYyIoT
MpoBeaeHUsT (HDYHKIMOHATBHBIX MPOO MEeYeHU eXKEromaHo,
HE3aBUCUMO OT HaJIMYUSI WJIM OTCYTCTBUS CUMIITOMOB
ee MopaxeHus. BaXkHO OTMETUTh, YTO 3TOT K& MHTepBaJ
MEXJy CKPMHUHIOBBIMU OOC/IEIOBAHUSIMU JUISI OLIEHKU
(DyHKIIMY TIeUeHN PEeKOMEH/IYeTCsl y TIAallMEHTOB C SI3BEH-
HBIM KOJIUTOM, TE€PEHECIINX KOJIIKTOMMIO, ITOCKOJIBKY
OHU TO-TIPEXKHEMY ITOABEPKEHBI ITOBBILIEHHOMY PUCKY
PasBUTHUS CKJIEPO3UPYIOIIETO XOJAHTUTA 0 CPaBHEHUIO
¢ obmieii monyssauueit. Ecnmu obHapyxXuBaroTcs j1abopa-
TOpHBIE UBMEHEHMUS, XapaKTepHBIE TS XOJIeCTaTUIECKOTO
MopakeHUsT TIeUeHM, TO TO0KA3aHO BU3YaIU3UPYIOIINE
HccienoBaHus — xoyanruorpadus [52]. MarHuTHoO-pe30-

IMarnuenTsl O CKIEPO3HPYIONIIAM
XOJIAHTHTOM

l

Komonockonns + nosraxkaas OHoncHs
CIM3HUCTOM 000JIQUKH TOJICTOM KHILKH

OBb30Pbl JINTEPATYPbI

HaHCHas XoJaHTMoMNaHKpearorpadus MpearnoyTuTebHee
9H/IOCKOTIMYECKOIN PEeTpOrpasHoOil XOJaHTHOITaHKPeaTo-
rpa¢uu, TaK KaK UMEeT XOPOLIYIO IUAarHOCTUYECKYIO TOU-
HOCTb M HE CBsI3aHa ¢ PUCKaMU, KOTOPBIE BJieUeT 3a cOOO0
9H/IOCKOINIMYECKAsl PeTporpaaHasl XOJaHTMOMaHKpeaTo-
rpacdus [53]. Kak u ipu 0OBIMHOM CKPUHUHTE JIJIST BHISIB-
JIGHUsI TIaTOJIOTMM TEeYEeHU, MPOBOAMMOM TPU BOCIa-
JINTEJIbHBIX 3a00JIeBaHUSIX KMIIEUYHUKA, TAlMEHThl CO
CKJICPO3UPYIOIIMM XOJAHTUTOM JOJDKHBI OBITH OO0Ce-
JIOBaHbl JUISI MCKJIIOUEHUSI BOCHAJIMUTEIbHBIX 3a0o0JieBa-
HUI KHUIIEYHUKA TIPY TEePBOHAYAJTLHOM YCTAaHOBJICHUU
JIMarHOo3a, B TOM 4YHUCJIe HeoOXoauma JMarHOCTUYecKast
KOJIOHOCKOITHS C TMO3TaXKHOI OMOTICHEel U3 TTOAB3IOITHOM
U BCeX OT/Ie/I0B 00010uHOM Kuliku [1]. Ha pucyHke npe-
CTaBJICH QJITOPUTM AMATrHOCTUKM Y MOHMTOpPMHTIA TIally-
€HTOB C BOCHAJIUTEbHBIMU 3a00JIeBAHUSMU KUILIEYHUKA
U CKJIEPO3UPYIOIIMM XOJIAHTUTOM [42, 52—56].

BosbIIMHCTBO JaHHBIX yKa3blBaeT Ha TO, YTO JEOIOT
BOCITAJIUTEILHOTO  3a00JIeBaHMSI KHWIIEYHWKA OOBIYHO
orepexaeTr KIMHUYECKUE MPOSIBJIEHUS CKJIEPO3UPYIOILIETO
xoyanruTa Ha 10 jret [57]. [Toka3zaHo yBeTmYeHNE YaCTOTHI
BO3HUKHOBEHHUSI CKJIEPO3UPYIOIIETO XOJIAHTMTa TIOCIIe
KOJI9KTOMUM y TIALIMEHTOB C BOCIIAJIUTEJIbHBIM 3a00s1eBa-
HueM KuleyHuka [58]. B psie ciiyyaeB BocmaauTesIbHOE
3a00J1eBaHME KUIIIEUHUKA TIOSIBJISIETCSI Yepe3 MHOTO JIeT
MOCJIe YCTAaHOBJICHMS IMarHO3a CKJIePO3UPYIOIIETO X0IaH-
ruTa WK Jaxe 1Mocjie OPTOTOINMYECKON TpaHCIUIaHTalluy
nedyeHu [59]. YuuTeiBas 3Ty AMCCOLMALINIO, KIIMHUAIIACTDI
JTOJDKHBI COXPAHSITh OUTEIbHOCTb B OTHOILIEHUN KOMOU-
HallMM CKJIEPO3UPYIOIIETO XOJJaHTUTa ¢ BOCHAIMTEIbHBIM
3a00J1eBaHMEM KUILIEYHMKA Y TAlIMEHTOB C YCTAHOBJICH-
HBIM CKJIEPO3UPYIOIIMM XOJAHTUTOM WJIM BOCHAJIUTEb-
HbIM 3200J1eBAHUEM KUILIEYHUKA.

MHorouuciieHHbIe HCCIeI0BaHUS TIPOAEMOHCTPU-
poBajii TOBBIIIEHHYIO YacTOTY pa3BUTHUsI TAHKOJUTA
y TALIMEHTOB CO CKJIEPO3UPYIOIIMM XOJAaHTUTOM-SI3BEH-

HaL],'[erHTBI C BOCNAIHTENBHBIMH
3a00/1€eBAHMAMH KHIIEYHHKA

l

EskeroiHblii CKpHHUHT (PYHKIIHH NEYeHH

/\

e

| Manuramusanus? Jucrnasus | Her xonuta Konut AJIT/IID <2 AJIT/IND > 2
Koucyngraius TosTophTh
YIETAlL KOJIOHOCKOIIHIO CX+B3K MPXIIT JloobcnenoBanue
OHKOJIOTa
yepes 3-5 ner

PucyHorc. A.JII‘OpI(lTM JTAUATHOCTUKH CKJICPO3HPYIOLIETr0 XOJIAHTMTA B COYETAHUHU C BOCHAJIMTEJIbHBIM 3a00/IeBaHMEM KHIIEYHNKA

[42, 52—56]. CocTaBiieHO aBTOpaMM.

CX + B3K — ckjepo3upyIonuii X0IaHIMT ¢ BOCAJIUTEIbHbIMU 3a00eBanusamu kumeynnka; AJIT — annanunamunorpancgepasa;
1D — menounas docdaraza; MPIIXT — MarHuTHO-pe30HAHCHAS XOJIAHTHONMAHKPeaTorpadus.

Figer. The diagnostic algorithm SC— IBD [42, 52—56].
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Huxumun A.B., Boaviney I'.B. CKIepo3upyIOLInii XONaHTUT 1 BOCTIATUTEIbHBIE 3a001eBAHNS KUIIEYHNKA: YTO MEPBUYHO?

HBIM KOJMTOM IO CpPaBHEHWIO C OOJIbHBIMHU, HMMEIO-
LIMMU TOJIBKO $I3BeHHBIN KoyuT [12, 60—63]. B uccne-
noBaHuM ¢ yyactueM 1moutu 400 manmenToB K. Boonstra
" coaBT. [61] coobumim, 4to y 94% TaKOBBIX CO CKJIe-
PO3UPYIOLIUM XOJIAHTUTOM M SI3BEHHBIM KOJUTOM JHa-
THOCTMPOBAaH IMaHKOJIUT MO CpaBHEHMIO ¢ 62% B TpyIIe
CTpafialolUX TOJIBKO I3BeHHBIM KojiuToM (p<0,001).

CkneposupyioLmii xonaHrut u 6onesHb KpoHa

DeHOTHUTT CKJIEPO3UPYIOIIETO XOJaHTUTa B COYCTAHUU
¢ Oose3Hbl0 KpoHa 3HAaYMTEIbHO OTJIMYAETCS OT TaKO-
BOro TIpM KJjaccuyeckoM TedeHun Oosne3Hn Kpona.
B wacTtHOCTHM, M30IMPOBaHHOE BOBJIEUEHME TOAB3IOII-
HOIM KUIIKY TTPU CKJIEPO3UPYIOLIEM XOJIAHTUTE—00JIe3HU
Kpona BcTpevaercst penko — B 2—5% ciydaeB IO cpaB-
HeHuto ¢ 30% mnpu TUMMMYHOM TedeHUU Ooje3Hn KpoHa
[61, 62, 64, 65]. Takum 006pa3oM, pacIpOCTPAaHEHHOCTh
KOJIUTA U WJICOKOJIUTA TIPU CKJIEPO3UPYIOLIEM XOJIaH-
rute u 6o1e3uu KpoHa BbIlIe, YeM Py U30JIMPOBAaHHOM
6one3nu Kpona [18].

ITo coobuieHUsIM psina aBTOPOB, MUMEIOTCSI JaHHbIE
0 pacnpocTpaHeHHOCTH (DEHOTUIIOB BOCIAIUTEIBHOTO
3a00JIeBaHUS KUILIEYHUKA (CM. TaOJIuILy).

OcobGeHHOCTH CKJiepo3upyloLiero xosiaHrumta
npu BocnanutesibHbIX 3a060n1eBaHMAX KULLEYHUKA

CoueraHre CO CKJIEPO3UPYIOLINM XOJAHTUTOM TIpU-
naetr crneuuduky GeHOTUNy BOCMAIUTEIBHOrO 3a00-
JIeBaHMSI KUIIeuyHMKa. Mopdoiorndyeckoe McciaemoBa-
HUE He BBISIBUIO CYIIECTBEHHBIX Pa3IU4uil 1O CTeTIeHU
BBIPaKEHHOCTU TEPUAYKTaJIbHOTO (hrbpo3a, MepuayK-
TaJbHOTO BOCTIAJIEHUSI, MOPTATbHOTO OTeKa wiu (rudposa
y TAIMEHTOB CO CKJIEPO3UPYIOLIUM XOJAHTUTOM U CKJIe-
PO3UPYIONINM XOJIAHTUTOM B COYETAHUU C SI3BEHHBIM
KoiutoMm [55]. KnmHu4eckn McxXonbl CKIIEpO3UPYIONIETO
XOJIaHTUTa, BKJIIOYasi BbDKMBAeMOCTb 0€3 TpaHCIUIaH-
Tara, 4acTOTy pa3BUTHUS LIMPPO3a U CMEPTHOCTb, JI0CTO-

BEpHO HE pa3IMyaloTcs y MalMeHTOB CO CKIIEPO3UPYIO-
MM XOJJAHTUTOM C BOCHAJIMTEIbHBIM 3abojieBaHUEM
KMIIeYHNKa 1 6e3 TakoBoro [59]. B psne nccinenoBanmii
MOJIy4eHbI 0oJice BBICOKHME TTOKa3aTesd 3a00I1eBaeMOCTH
W CMEPTHOCTH BCJICICTBHE TATOJOTUM TeYeHU Y Talu-
€HTOB CO CKJIEPO3UPYIOIIMM XOJAHTUTOM U SI3BEHHBIM
KOJINTOM IO CPaBHEHUIO C OOJBHBIMU CKJIEPO3UPYIO-
IIAM XOJIAHTUTOM WU CKJIEPO3UPYIOIIUM XOJAHTUTOM
¢ 6osie3nbio Kpona [59, 60].

WccnenoBaHus B3aMMOCBSI3W  aKTMBHOCTU BOCTIA-
JIUTETLHOTO 3a00JIeBaHUST KUIIIEYHUKA U UCXOJIOB CKJIe-
PO3UPYIOILIETO XOJaHTUTA TIOKa3aJIu, YTO KOJIKTOMUS,
B YaCTHOCTH, ObLIa BMEIIATEJILCTBOM, KOTOPOE BIIMSIIO
Ha akTMBHOCTh 3abosieBaHusi medyeHu. C. Nordenvall
u coaBT. [58] npu obcnenoBaHuu 6osee yem 200 mauu-
€HTOB OOHAPYXWJIM, UYTO PaHHSS KOJIKTOMMS, Haxe
N0 YCTAHOBJICHUSI JMarHo3a CKJIEPO3UPYIOIIEro XOJaH-
ruTa, OblJIa CBSI3aHA CO CHUKEHUEM PUCKa TpaHCIUIaH-
Taluu neyeHu u cmeptHoctu. Kpome toro, L. Lindstrom
U coaBT. [59] oOHapyXWIM, YTO MALIMEHTHI CO CKIIEPO3U-
PYIOIIMM XOJaHTMTOM B COYETAHUU C BOCTIATIMTEIbHBIM
3a00J1eBaHMEeM KUIIIEYHMKA, KOTOPBIM ObLIa TpOBeIeHa
KOJISKTOMMUSI 10 TpaHCIUTAHTAIIMN TIeUeHU, UMEJT MEHb-
LW PUCK pELIMINBA CKJIEPO3UPYIOIIErO XOJaHTUTA.

3aknovyeHue

XapakTepucTuku  (heHOTUIla  CKJIEPO3UPYIOLIETo
XOJIAHTUTA B COYETAHUM C BOCHAJIUTEIbHBIM 3a00JeBa-
HUEM KHIIeYHUKA KIMHUYECKM 3HAYUMBbI, MOCKOJIbKY
MOMOTAIOT KaK B IMAarHOCTUKE, TaK U B JICUEHUU MallM-
eHTOB. CKJIEpO3UPYIOLIUI XOJAHTUT B COUETAHUU C BOC-
NaJUTeIbHBIM ~ 3a00JIeBaHMEM  KHUIIEYHMKA OOBIYHO
aCCOILIMUPYETCSI C TTAHKOJIMTOM; BHIOCKOIMMYECKN BU3ya-
JIM3upyeMasl akTUBHOCTb BOCTIAJIMTEIbHBIX 3a00J1eBaHU I
KUIIIEYHWKA 3HAYUTEJIbHO HUXE, a KIMHUYECKUE CUMII-
TOMbl MeHee BbipaxkeHbl. CylIecTByeT ITOBBIIICHHbII
PUCK pPa3BUTUS 3JI0KAYECTBEHHBIX HOBOOOpa3OBaHMI

Tabauya. OcodennocTd (heHOTHIOB CKIIEPO3NPYIOIET0 XOJNAHTHTA, COUYETAIOMIETOCS C BOCTIAJIMTEILHBIM 32001eBAHIEM KUIIEY-
HHUKA, U H30JIMPOBAHHBIX SI3BEHHOr0 KomTa 1 6ose3nu Kpona [14, 61, 62, 64]
Table. Features of the phenotypes of sclerosing cholangitis, combined with inflammatory bowel disease, and isolated ulcerative

colitis and Crohn’s disease [14, 61, 62, 64]

Yacrora BbisiBieHust, %

ITopaxkenue 2KKT
cmeposnpylonmﬂ XOJIAHTUT + SI3BEHHbII KOJIUT sI3BEHHbIi KOJUT

TTankonuT 64,7 47,5
JIcTaabHbIN MOJIUT 18,8 39,6
ITpokTuT 1-5,5 5—38
CKJ1epo3upyloluii XonaHrur + 6one3Hb KpoHa Bonesnb Kpona
Komur 36,8 82,1
Wneokonur 21,8 57,9
Wneut 2 5%
Bepxuwuit otnen KKT Menee 1 Menee 1
[Mpsimas kuika Menee 1 Memnee 1

IIpumeuanue. KKT — xey10ouHO-KUILEUHBII TPAKT.
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MPU COUETAaHUU CKJIEPO3UPYIOIIETr0 XOJIaHTUTa C BOCIa-
JIMTEJIBHBIM 3a0oJieBaHUEM KUWIIeUHNKa. KIMHUIIMCTEI
IIOJDKHBI COXPaHSTh OOWUTENIbHOCTh B OTHOIIEHUM 3JI0-
KauyeCTBEHHBIX HOBOOOPAa30BaHMWI y TAKMX IMALIMEHTOB.
XoTsg B MOHMMAaHMUM 3TOTO 3a00JIeBaHUS TTPOU30ILIN
MHTEPECHbIE COOBITHS, TTATOTeHETUYECKIE 3BEHbsI OCTa-
JOTCS HEIOCTaTOUYHO M3y4eHHBIMU. B HacTosiee BpeMs
CUMTaeTCs, YTO Ha 3a0ojieBaHMEe BIMSIOT JUMQPOLUTAP-
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