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IIpencrapiien 0030p COBPEMEHHBIX JAHHBIX O KIMHHYECKMX OCOOEHHOCTAX, COBPEMEHHBIX METOAAX JAMATHOCTHKH M CTPATErHsX
Tepanuy NMpH MEPBUYHOM CKJIEPO3MPYIOLIEM XOJAHTUTE Y JeTeil ¢ BOCHAIMTEIbHbIMM 3200JeBaHUAMH Kuineynnka. [lepBuuHblii
CKJIEPO3UPYIOMHIA XOJIAHIUT MOKET MPOTEKATh GECCMMITOMHO B T€UEHHE J0JITOr0 BDEMEHH, B JajbHEiiIeM MpruodpeTas mporpec-
cupyommii xapakrep ¢ (h)OpMUPOBAHHEM IMPPO32a MeyeHn. 3a00JeBaHie OTHOCHTCS K BaXKHbIM ()AaKTOPAM PUCKA PA3BUTHS XOJI-
aHTHOKAPUMHOMBI. B cTaThe mpeacTaBiieH IMATHOCTHYECKHI AJrOPUTM NPH MOBBINIEHAN YPOBHS TPAHCAMHMHA3 B CHIBOPOTKE KPOBH
y JeTeil ¢ BOCHAIMTEIbHBIMH 3200J€BAHNSAMH KUINEYHHKA, IPH ITOM 0C000€e BHUMAHHE YIEJIeHO PA3JIMYHBIM BAPHAHTAM renaro-
OMJIMAPHOI MATOJIOTHH, B TOM YHCJIe MEPBUYHOMY CKJepo3upyiomemy xoaanruty. Illupokoe BHeaApeHHe MeaMaTPHUECKON MIKAJbI
SCOPE (Sclerosing Cholangitis Outcomes in PEdiatrics index) no3BojuT cBoeBpeMeHHO AUATHOCTHPOBATH M HA3HAYMTH JieYeHHe
NAIMEHTY YXKe HA PaHHel cTaauu 3200/1eBaHUs1, YTO MOXKET YJIYJIIUTH MPOrHO3 3200J1eBAHUs.
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The article provides an overview of current data on clinical features, modern diagnostic methods and therapeutic strategies for
primary sclerosing cholangitis in children with inflammatory bowel disease. Primary sclerosing cholangitis can be asymptomatic
for a long time, acquiring a progressive character with liver cirrhosis. The disease is one of the most important risk factors for the
development of cholangiocarcinoma. The article presents a diagnostic algorithm for increased transaminases in the serum of the chil-
dren with inflammatory bowel disease, with an emphasis on various variants of hepatobiliary pathology including primary sclerosing
cholangitis. The widespread application of the pediatric scale SCOPE (Sclerosing Cholangitis Outcomes in Pediatrics index) will
allow us to timely diagnose and prescribe treatment for a patient with primary sclerosing cholangitis at an early stage improving the
prognosis of the disease.
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BHaCTOHH_[ee BpeMsI BO BCEM MUPe OTMeJaeTCsT 3aMeT-
HBIIi  pocT 3a00J1eBAEMOCTH  BOCHAIMUTEIbHBIMUA
3a00JIeBaHUSIMU  KUIIEYHUKA — SI3BEHHBIM KOJUTOM
n oone3npio Kpona. 3a mocinemnme 10 jeT yacTora 3THX
3a00J1eBaHMIi ¢ IEOI0TOM B JIETCKOM BO3pacTe YBeTMIMIach
B 3 paza [1]. 3aboneBaeMOCTb BapbUpyeT U cocTasisier 1—4

Ha 100 TeIC. 15T s1I3BeHHOTO KOoyuTa, 2,2—11,4 Ha 100 ThIC.
neteii B ron st 6onesnu Kpona [2]. Kpome Toro, yBenu-
YMBAETCSl YMCIIO CJTydaeB OYeHb paHHEro fe0roTa Bocaiu-
TEJTbHBIX 3a00J1€BaHUIA KUIIIEYHUKA (10 6 JIeT), 4TO TpebyeT
TIIATebHON AuddepeHIIManbHOM TMarHOCTUKM U 0CO00it
TAKTUKU BeIeHNS TAKMX MaleHTOoB [3].
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Kamanosa A.A. u coaem. T1epBUYHBIN CKIEPO3UPYIONINET XOTAHTUT TIPU BOCTIATUTELHBIX 3a00I€BAHUSX KUITIEYHKA Y ETei

H3BectHO, uT0 40—50% B3pOCIBIX MALIMEHTOB C 3200~
JIEBAaHUSMU 3TOU TPYIITBI UMEIOT BHEKUIIIEYHBIE TTPOSIB-
JieHust, mpuMepHo y 30% OoHM MOTYT OTMEUaThCs 3a70JITO
IO TIOSIBJIEHWST KUIIEYHBIX CUMIITOMOB, OT 1 10 5 Mec
JI0 TIOCTAaHOBKW JMAarHo3a BOCHMAJUTEIHLHOTO 3aboJyieBa-
HUST KUIleuHnka. Kpome Toro, y ogHOTO MarueHTa BO3-
MOXHO COUYETaHUE HECKOJBKUX BHEKUIIIEUHBIX MTPOSIBIIEC-
Huit [4—6]. TemarobunmapHas TaToJOTUS — Haubosee
yacTas TPYIa BHEKMIIEUHBIX TPOSIBJIEHUI BOCITA-
TEJIbHBIX 3a00JIeBaHWII KMIIIEYHNKA, KOTOpasl CIIocoOHa
BJIVSITH Ha TPOTHO3 OCHOBHOTO 3a00JIEBaHMSI B CBSA3U
C TIPOTPECCUPYIONIMM TeUYeHUEM, TOBBIIIEHUEM pHCKa
pa3BUTHS OCJIOXHEHWI W MaJuTHU3aluu. Tak, pUcCK
Pa3BUTHS XOJAHTUOKAPLIMHOMBI Y MAIIMEHTOB C TTePBUY-
HBIM CKJIEPO3UPYIOIIUM XOJIaHTUTOM B 160 pa3 Bhile,
yeMm B monynsuuu [7]. Hekoropsie rernaroouarapHbie
OCJIOKHEHMST BOCHAJIUTETbHBIX 3a00JIeBaHUI KHIIIeU-
HUKa MOTYT JUTUTEJIbHO TIPOTEKaTh OECCUMITTOMHO JIM00
UMeTh HecTieU(pUIeCKUe TIPOSIBICHUS, YTO 3aTPYIHSIET
nuddepeHInaNbHYIO auarHoctuky [7]. Umerorcs enu-
HUYHBIE MyOJWKALUM, Kacalolluecss M3y4eHUs Termaro-
OMIMAPHBIX TIPOSIBJICHUM TIPU BOCHAIUTETbHBIX 3a00-
JIEBaHUSAX KHUIIEUYHWKA y JETei, MOITOMY HEOOXOIUMBI
naybHeNIIe uccienoBanud [8].

JIMarHOCTUYECKWIA TOMCK 4Yallle BCETO HauYMHAeTCsI
MocJie BBISIBJICHUST CUMHApPOMA IIUTOJIM3a B OMOXMMMYE-
cKoM aHanm3e KpoBu. COTTacHO pe3ysbraTaM HUCCIeno-
BaHui1 y 40% B3pOCIIBbIX TTALIMEHTOB C SI3BEHHBIM KOJUTOM
OTMeYaeTcsT TOBBIIIEHUEe YPOBHSI TpaHcamuHa3. M3 HuMx
B 63% ciyuyaeB mpuunMHa He ObUTa yctaHoBieHa, y 11,2%
IMarHOCTUPOBAaHA HeaJIKOroJbHasl KUpoBasi 0OJe3Hb
reyeHu, y 13,5% — ayTOMMMYHHBIIM WJIA BUPYCHBIN Tera-
TUTBI, a TaKXe CUHAPOM XOJIecTasza, acCOIMUPOBAHHBIN
C TTOJTHBIM MTapeHTepabHBIM MMUTaHUEM, Y 6,3% — nepBUY-
HBIN CKJIEPO3UPYIOLINIA XOJIAHTUT, Y 6% — JieKapCTBEHHOE
nopaxenue [9]. [To naHHBIM TUTEPATYpPbI, CUHAPOM ILIUTO-
Jn3a BcTpevaeTcst B cpenHeM y 40% neteit ¢ SI3BEHHBIM
KOJIUTOM U 6oie3Hbio KpoHa, JaHHbIe BApbUPYIOT B 3aBU-
CUMOCTH OT JJIUTebHOCTH 3aboseBanust (y 16,3% marm-
€HTOB — B TedeHUe | Mec Iocie MOCTaHOBKM AWarHosa,
1o 58% — mpu IUTMTETPHOM TUHAMWYECKOM HaOOneHUN
BteuyeHue 12 ner) [§, 10]. CuHapoM 1IMTOIM3a YACTO UMEET
TPaH3UTOPHBIN XapaKTep, OJHAKO B HEKOTOPBIX CITyJasix
MOXET YKa3bIBaTh Ha JEOIOT MATOJIOTUH TIeYeHU U JKeTd-
HBIX ITyTe, aCCOLIMUPOBAHHON C BOCTIAIMTETbHBIMU 3200~
JIEBAaHUSIMU KUILIEYHUKA, YTO TpeOyeT MTOMOJTHUTEIBHOTO
obcnenoBaHus. TeM He MeHee YCTaHOBUTbH 3THOJIOTHUIO
yaaeTcst He Bcerna. [1peamnoaokeHus, COrTACHO KOTOPHIM
YPOBEHBb TpaHCAMHUHA3 MOXET OTpaXkaTh CTEIEeHb aKTUB-
HOCTH JIUOO JUTMTEIBHOCTh BOCIAJIUTEIHHOTO 3a00JieBa-
HUSI KUIIEYHWKA, TTONTBEPXAEeHUS He roayamu [11].

3apyOekHBIMA ~ aBTOpaMU  MPEAJIOXKEH — aJTOPUTM
BeJCHUS JeTeil ¢ BOCHATUTETbHBIMU 3a00JeBaHUSIMU
KUIIEYHUKA C TenaToOMIMApHBIMU  TIPOSIBJICHUSIMU
(puc. 1). PekomeHnayemasi yacTtoTa KOHTPOJSI OUOXU-
MMUECKHUX TToKa3aTejeil — Kaxabple 6—12 Mec; HOeTaM,
HaXOASAIIMMCS Ha Teparmuu METOTpPeKCcaToM,/a3aTho-

MPpUHOM/6-MepKanTOMypuHOM — Kaxnaple 1—3 Mec,
yale — NP MOSIBJIEHUHM HOBBIX CUMIITOMOB TTOpaXkKeHUSI
JKEJTyITOYHO-KUIIIEYHOTO TpaKTa. B ciydae OTKIOHEHUS
rnokasarejieii OT HOpMbl MEHee YyeM B 2 pa3a IoKa3aHO
HabJToIeHre B IUHAMKKE, TIPU OTKJIOHEHUU OoJiee YeM
B 2 pasza — yriyoseHHoe oocenoBaHue [12].

OnHo u3 HauOosiee CIOXHBIX JUISI JTUarHOCTUKU
W JIeYeHUs TermaToOMIIMapHBIX MOpaXkeHW TIpU BOC-
MaJIUTETBHBIX 3a00JIeBaHUSIX KHIIEYHWKA — TIepBUY-
HBI CKJIEPO3UPYIOIIUK XOJAHTUT. DTO XPOHUYECKOE
XoJiecTaTUYeckoe 3abojieBaHME TEYeHU, XapaKTepusy-
folieecs BocnajeHueM U (GpuOpo3oM BHYTPU- U BHETE-
YEHOYHBIX JXETUHBIX MPOTOKOB ¢ 00pa3oBaHUEM MYJIb-
TudoKanbHbIX cTpUkTyp [13]. 3abosieBaHME 3a4acTylo
MpoTeKaeT GeCCUMMIITOMHO B TeYeHUE JOJITOr0 BpeMEHU
U MMEeT MPOTrpecCUpylolnii xapaktep ¢ (hopMupoBa-
HUEeM LMppo3a medeHu. [TepBUYHBIN CKIIEPO3UPYIOLINIA
XOJIAHTHUT Yallle acCOLMUPOBAH C SI3BEHHBIM KOJUTOM
(6onee 75% cnydaeB). Cpenu meTeil ¢ I3BEHHBIM KOJIM-
TOM TIEPBUYHBIN CKJIEPO3UPYIOIINI XOJAHTUT ITHAarHO-
crupyercs y 1,5-9,8% [8]. YacroTa pa3sutus 3aboJie-
BaHUs B Poccun HeusBecTHa; MO JAHHBIM KaHaICKOTO
uccienoBaHus, 3a001eBaeMoCTh y aeteii coctaBuia 0,23
Ha 100 TeIC. B TOT [14].

OTuonorvsi M TaToreHe3 3aboyieBaHUSI 10 KOHIA
He M3y4eHbl. BaxkHYI0 poJIb UTparOT TeHeTUYeCKue (hak-
TOPBI: Y POACTBEHHUKOB TMallMeHTa TIEPBOM JIMHUU POJI-
CTBa C TIEPBUYHBIM CKJICPO3UPYIOUIUM XOJAHTUTOM
umeetcs ipumepHo B 100 pa3 6osiee BICOKUI pUCK pas-
BUTHS OOJIe3HU, YeM B o01ieil momnyiasuuu. Poiab ayro-
WMMYHHBIX MEXaHU3MOB MOAYEPKUBAET TeCHAst acCOL-
alyst ¢ BOCTIAJIUTEIBHBIMU 3a00JIeBAHUSIMU KUIIIEUHUKA
W HaJIM4Yue ayTOaHTUTEN, BKITIOYast [IUTOIIa3MaTUIECK1e
AHTUHEWTPO(UIbHBIE W aHTUHYKJIeapHble aHTHUTENA.
Kpome Toro, BHOCUT CBOI BKJIaJ TPAHCIOKAIIUS KHUIIIeU-
HBIX OakTepuil yepe3 IOBPEXICHHYIO CIM3UCTYIO 000-
JIOUKY KWIIEYHWKA, YTO MPUBOIUT K TUIIEPIIPOTYKIINHI
LIMTOKUHOB M TTOPaXXEHUIO XETIHBIX MPOTOKOB. Cpenn
JIpYyTUX (haKTOPOB pacCMaTPUBAIOTCS HAKOIMUTEIbHOE
TOKCUYECKOe [eWCTBME Ha TIeYeHb JKEeTYHBIX KHCIIOT,
BUpPYCHBbIE WHGEKINKW, WIIeMUs, UMMYHHas IUCPETy-
Jsiumst. Takum 00pa3oM, TIEPBUYHBIN CKIIEPO3UPYIOLITNIA
XOJIAHTUT OTHOCUTCA K MYJIBTH(AKTOPHBIM 3a00jieBa-
HusM [15].

BocrnanurenbHoe 3a0oyieBaHME KUIIEYHUKA MOXET
OBITb TUATHOCTUPOBAHO CITYCTS TOIBI MOCJE TTOCTAHOBKU
JIMarHo3a TMEepPBUYHOIO CKJIEPO3UPYIOLIETO XOJAHTUTA,
JaKe ToCie OPTOTOMMYECKON TpaHCIUTAHTALUK TTeYeHMU.
B TO Xe BpeMsT 3TOT IMAarHO3 MOXKET OBITh YCTAHOBJICH
yepe3 HECKOJIbKO JIET TMOC/e SI3BEHHOTO KOJIUTa, B TOM
qucIIe Tocje TPOKTOKOMOKTOMUNU. 1o 3apyOeskHBIM JaH-
HBIM, €XETOIHO B TpaHCIUIAHTALIMU TIEYeHU HYXIAIOTCS
17—30% neteit nu 1—2% B3pOCHBIX MAIUEHTOB C TIEPBUY-
HBIM CcKJIepo3upyoimM xoiaaHrutoM [15]. Iporpeccupo-
BaHHWe 3a00JieBaHUS W HEOOXOAMMOCTb TPaHCIUTAHTALIUKA
MeYeH! He acCOIMUPOBAaHbBI C OoJiee TSIKENTbIM TeUeHHeM
BOCHAJIUTEILHOTO 3a00JIeBaHMST KUIIIeUHUKA. Tak, sI3BeH-
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-> KOHCYNLTaUWA renaTonora
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paCWHpeHHe HENYHbIX
NPOTOKOB, U3MEHEHHUE
NapeHxXUMbl NeYeHu?

l A3

*MPXI vau 3PNXI

*KOHCYNbTAUMA renaTonora

*6MOoNCHA NeNeHn

Puc. 1. InarnocTHYEeCKHiA aJropuT™ NPY NOBBIMIEHNH AKTUBHOCTH TPAHCAMHUHA3 Yy JIeTell ¢ BOCHAINTEIbHBIMA 3200JIeBAHNSIMHA KH-
MIEYHHKA C HEYCTAHOBJIEHHBIM PaHee TUATHO30M 3200J1eBAHNS TIEUEHH.

AnAT — ananmnamunorpancdepasa; ACAT — acnapraramunorpancdepasza; ['TTII — y-mmyramuntpancnentuaaza; MHO — mex-
JyHapoaHoe HopMaiu3oBaHHOe oTHomeHne; AT — anturena; Y3U — yabrpa3sykoBoe uccienosanue; MPXI' — marHuTHO-pe3o-
HaHcTHas xosanruorpadus; DPXIIT — sHmockonuyeckasi peTporpaaHas xoJanrdonaHkpearorpadus; ANA — aHTHHYKJIeapHble
anTutena; SMA — anTurena K maakoi Myckynarype; LKM — antutena K MUKpOcOMaIbHOI (ppakumn nevenu u novyek; ANCA —
aHTHHENUTPO(WIbHBIE IUTOIIA3MATHYECKHE AHTHTENA; 00Jiee/MeHee 2 HOPM — B 2 pa3a Bbillie HOPMBI.

Fig. 1. Diagnostic algorithm for abnormal liver biochemistry in a child with inflammatory bowel disease (without previous evidence
of liver disease).

AnAT — alanine aminotransferase; AcAT — aspartate aminotransferase; I'T'TII — glutamyl transpeptidase; MHO — international
normalization ratio; AT — antibodies; Y31 — ultrasound; MPXI' — Magnetic resonance cholangiography; DPXIII' — endoscopic
retrograde cholangiopancreatography; ANA — antinuclear antibody; SMA — anti-smooth muscle antibody; LKM — anti-liver kidney
microsomal antibodies; ANCA — antineutrophil cytoplasmic antibodies; more/less 2 norms — 2 times higher than normal.

HBI KOJIUT Y MAIIMEHTOB C TIEPBUYHBIM CKIIEPO3UPYIOIINM
XOJJAHTUTOM XapaKTepu3yeTcs 6ojiee pacrpocTpaHeHHBIM
(TTaHKOJTUT), HO MeHee BhIPaKCHHBIM BocIiajieHreM |[16].
YV B3pOC/BIX MAalIMEHTOB, TIEPEHECIINX TPaHCIUTAHTALIMIO
MeYeHW, OTMEYaNCh MeHee BBhIpaKeHHbIe KHIIeYHBIe
CHUMIITOMBI, peXe TPHMEHSIach WMMYHOCYITPECCUBHAST
Tepanusl U KOJIIKTOMUS TIO CPaBHEHMIO C TallMeHTaMU,
y KOTOPBIX TpaHCIUIAaHTAIUsSI TeYeHW He TMoTpeboBa-
nach [17]. B pesynbrarte peTpoCcneKTUBHOIO aHaau3a ObLT
cIesiaH BBIBOI, UTO B IIEJIOM OCOOCHHOCTH TEUEHUST BOC-
MAJTUTETbHBIX 3a00JIeBaHUI KUIIIEYHUKA, COYETAIOIIXCST
C TEPBUYHBIM CKJIEPO3UPYIOIINM XOJAHTUTOM, y JeTei
CXOXXU C TAKOBBIMU Y B3POCIBIX MALIMEHTOB. OIHAKO CKY/I-
HOCTh KJIIMHUYECKUX CUMIITOMOB TP 3TOM HE COOTBET-
CTBYET TSDKECTH BOCTIAJIUTENIEHOTO TIpoLiecca B CIIM3UCTOM
000J10UKe KUIIIeYHOM CTeHKU [18].

TMepBUYHBIN CKIEPO3UPYIOIINIA XOJAHTUT — BaXkK-
HBIM (DakTOp pHUCKa Pa3BUTHUS XOJAHTHMOKAPIIMHOMBI,
KOTOpBIN exerogHo paBeH 0,5—1,5%, Ha TpOTSKEHUU
Bcet xku3HU — 5—10% [19]. Ilpu aTOM HIUTETHHOCTH
3a001eBaHUSI HE OTHOCUTCS K TIPOTHOCTMYECKUM (haK-
TopaMm pucka: Tak, y 50% B3poCHbIX MallMEHTOB C Tep-
BUYHBIM CKJIEPO3UPYIOIIUM XOJAHTUTOM XOJaHTHOKap-
LIMTHOMA MOXeT OBITH BBISBJIIEHA B TeUeHMe 2 JIET TTOCIe
MOCTAaHOBKM JuarHosa. [lo JaHHBIM MHOTOLIEHTPO-
BOTO PETPOCIEKTUBHOTO HWCCEIOBAHUS, BKITIOYABIIIETO
781 GompHOTO pebeHKa, YacTOTa BBISIBICHUS XOJAHTH-
okapuuHOMBI coctaBmia 1% [20]. CpemHuii Bo3pacT
MalMeHTOB HAa MOMEHT ITOCTAHOBKM IHMarHO3a MepBUY-
HOTO CKJIEpO3MPYIOIIEro xomanrura — 12 net, 61% Maib-
YUKW, XOJTaHTUOKapIMHOMa OblTa IUarHOCTUPOBaHA
B CpeHeM Yepe3 6 JIeT Mocjie MOCTAaHOBKM IMarHo3a mep-
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BUYHOIO CKJIEPO3UPYIOIIETO XOJaHTUTa y § TMalMeHTOB,
CpeIHUiT BO3pacT KOTOPBIX cocTaBui 15—18 Jet.

IlepBUYHBIT  CKJIEPO3UPYIOIIMI  XOJAHTUT  MaJIbIX
MPOTOKOB — (opma 3ab0JieBaHMSI, KOTOpast MOXET ObITh
MpeArnoyioXeHa TpU HAJIUMYMM  MapkKepoB CUHApOMa
XoJiecTaza M 1IMTOJM3a (TTOBBIIIEHUE TaMMa-TJIyTaMuI-
tpancnentuaassl — [TTII, ananuHamMuHOTpaHChe-
pa3sbl — AAT u acnmapratamuHoTpaHchepasbl — AcAT)
U TUCTOJIOTMUECKUX U3MEHEHU B TIeUeHH B BUJIE KOHIICH-
TpUYECKOro (pubpo3a, OXBaTHIBAIOIIETO MaJIble XKeTYHbIE
MPOTOKU TO TUITY «JIYKOBOW 1enyxu» (puc. 2). Cruemyet
OTMETUTh, YTO KapTHHA, MOJydyeHHasl ¢ MMOMOIIbIO CTaH-
JAPTHBIX BU3YAJIM3UPYIOIIMX METONOB MCCIIEI0OBAHUS
(MarHMTHO-pe3oHaHCHas xomaHruorpadpus — MPXT,
9H/IOCKOTIMYECKAsl peTporpamHasl XoJIaHTHOITaHKpPeaTo-
rpadust — DPIIXT), ocraeTcsi HOpMaabHOW (B OTJIMUKE
OT <«KJTACCUYECKOTO» TIEPBUYHOTO CKJIEPO3UPYIOIIETO
XOJIAHTUTA, MOpaXkarollero KpyrHbie poTokn) [21].

YacToTa pa3BUTHS TEPBUYHOTO CKIIEPO3UPYIOIIETO
XOJIAHTUTA MaJIbIX TIPOTOKOB Y JETeI C MePBUYHBIM CKJIe-
PO3UPYIOIINM XOJaHTUTOM cocTaBisieT 13—42% [20, 22,
23]. D710 BhIIIIE, YeM Y B3POCIBIX MalueHTOB (6—16%) [24].
IIpy mepBUYHOM CKJIEPO3UPYIOLIEM XOJAHTUTE MasbIX
MPOTOKOB (UOpPO3 TIeYeHW pa3BUBAETCSl pexe, YeM
Mpy KJaccuueckoi ¢dopme 6one3nu (44 mpotus 66%),
C 4eM cBsI3aH 0oJiee 0J1aronpusITHBIN ITporHo3 [23].

IlepBUYHBI CKJIEPO3UPYIOIIUIN XOJAHTUT Yy AeTei
MOXET MPOSIBIIATHCS HeCeUU(PUISCKUMU CUMITTOMaMU:
0o B KMBOTE, TOBBIIIEHHAS YyTOMJISIEMOCTb, auapes,
MoTepsi Macchl Tejla U yXy[IIeHWe arreTuTa, MOBBIIIe-
HUe TeMIlepaTyphl Teja 1o cyodeodpunbHoit. [Tpu octpoM
TeyeHUU 3a00JieBaHUsI BO3MOXHBI XeaTyxa, pBoTa [25].
VY 20% mainmeHTOB BEIYyIIMM CHUMIITOMOM CITY>KUT KOXK-
HBII 3y/1, B HEKOTOPBIX CITydasix U3HYpUTeTbHbIN (Y 4%),
YTO MIPUBOINT K 3aMETHOMY CHIKEHHIO KaueCTBa XKU3HM.
MoryT TakXe OTMeYaThCsl Ae(PUIIUT XKUPOPACTBOPUMBIX
BUTAaMMHOB M OTCTaBaHUE B poOCTe. 3ayacTyio TMepBUY-
HBII CKJIEPO3UPYIOIINIA XOJAHTUT TIPY BOCTATIUTEIbHOM
3a00JIeBaHUM KUIIEYHUKA TMpoTeKaeT OeCcCHMMITOMHO
U TMarHO3 yCTaHABJIMBAETCS MOCIe OOHAPYXEHUS TTOBbI-
IIEHHOTO YPOBHSI TpaHCaAaMWHA3 W JaJbHEHIIero yriy-
OJIEHHOTO McCclienoBaHusl. Y OOJbHBIX IeTei, aHAJIOTUYHO
CO B3pOCJIBIMU, B CHIBOPOTKE KPOBM Yallle BBISIBJISICTCS
noBeiieHne ypoBHst ['TTII, AnAT, AcAT, oqHako BO3-
MOXHBI Pa3JIMYHbIe BAPUAHTHI: 10 JAHHBIM JIUTEPATYPHI,
ypoBeHb ANIAT He Bcerma otoOpaxkaeT MCTUHHYIO Kap-
TUHY COCTOSIHUS TieueHu [25].

C 1enplo ONTUMU3ALMU PaHHEH AMArHOCTUKU Tep-
BUYHOTO CKJIEPO3UPYIOIIETO XOJaHTUTa Y IeTel 1 orpe-
JieJIeHUs TIPOrHO3a BriepBbie Obl1a pazpaboTaHa neauaT--
puueckas 1mkaina SCOPE (Sclerosing Cholangitis Out-
comes in PEdiatrics index), co3maHHass Tpy¥ MOMOIIA
MaTeMaTUYECKHX pacyeToB Ha OCHOBAaHUU KOMIUIEKCHOM
OLIEHKW COCTOSIHUSI TernaroOouavapHoit cucteMsl y 1333
MarueHToB (cM. Tabauiry) [26]. DdHEeKTUBHOCTD IIIKAJTBI
JloKazaHa B KJIMHUYECKOW TpaKTUKe; MOJydeHHbIe JaH-
HbIE KOppeauMpoBaiud co cTamueit ¢ubposa TedYeHHU,
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Puc. 2. KnaccuyecKue rucTOIOrHYECKHe MPU3HAKA MEPBUYHO-
r0 CKJIEPO3UPYIOLIEr0 XOJIAHTMTA MAJbIX IMPOTOKOB: (huOpO3,
OXBATHIBAIOIIMI MAJbIA BHYTPUNEYEHOUHBII JKeJYHbIA MPOTOK
B BHJIE «JIYKOBO# mexyxu» [21].

Fig. 2. Representative histology of small-duct primary sclerosing
cholangitis. Shown is the classic «onion skin» fibrosis surround-

ing a small intrahepatic bile duct branch [21].

Tabauya. 11Ikana nporHo3UpOBAHUS TE€UEHHUS CKIIEPO3UPYIO-
niero xoJanrura y aereit (SCOPE) [26]

Table. The Sclerosing Cholangitis Outcomes in Pediatrics
(SCOPE) Index [26]

IToka3arenn Enyanne: namepenns Bansi
MT/ Ut MMOJIb/T
<0,6 <11 0
06wt 0,7-2,7 11,1-46,7 +1
OuIMpyOonH 2,8—4.8 46,8—82,4 +2
>4,9 >82,5 +3
I/t r/a
>4 >40 0
ALOyMUH 3,2-3.9 32-39 +1
<3,1 <31 +2
-10%/Mn -10°/
>225 >225 0
TpoMOGOLUTEI 136—224 136224 Sl
<135 <135 +2
E/n
<100 0
ITTII 101—-249 +2
>250 +3
PesynsraThl Hopwa 0
XoJaHruorpahuu [Mopaxenue +1
OCHOBHBIX TPOTOKOB
BCETIO:

Hwuzkwuit puck: 0—3 6amia
CpenHuii puck: 4—5 6aIoB
Boicokuii puck: 6—11 6amios
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MONTBEPXKAEHHOU pe3yabraramMu Omoricun. IlammeHTsl,
UMEIOIINE CPEHNI 1 BICOKMI PUCK (OLIEHKA IO IIIKaJe
SCOPE >4 6annoB), 10JKHBI OBITH HATlpaBJIeHbI B LIEH-
TPl TPAHCIIAHTOJIOTUM. PaHee OJAronpusTHBIM TMPO-
THOCTMUYECKUM (haKTOpOM Yy pebeHKa ¢ TepBUYHBIM
CKJIEPO3UPYIOUIUM XOJAHTUTOM CUMTAlaCh HOpPMaJli-
3anus ypoBHs ['TTII B kpoBu B Teuenue roga. OmHaKo
OBLIO YCTAHOBJIEHO, YTO YPOBEHb 3TOTO (hepMEeHTa MOXET
IIVPOKO KOJIe0AThCsA, OCOOEHHO Ha pPaHHUX CTagusIX
3a00JieBaHUsl. B HeKOTOpBIX cCiyyasix 3a HOpMau3a-
ueit ypoBHst [TTIT moxeTt ckpbiBaTbecsl (popMupoBaHUe
¢udpo3a mmeuyenn. IlokazaHo, YTO MALIMEHTH ¢ HU3KUM
puckom 1o mkaje SCOPE umenn MuHUManbHbIEe MPU-
3HakKM (ubdpo3a u Gosiee MeIJIEHHOE MPOrpecCUpoBaHNe
3a00JIeBaHMUSI.

JlnarHoctTuka  TIEPBUYHOTO  CKJIEPO3UPYIOLIETO
XOJIJaHTUTAa OCHOBaHAa Ha KOMIIJIEKCHOM OlLIeHKe KIWHU-
KO-J1a00OpaTOpHBIX (BBISIBJIEHWE CHUHIpPOMa XOJiecTas3a)
U MHCTpYMeHTaJlbHbIX HaHHBIX (MPXT unu DPXIIT);
pe3yJbTaTOB TMCTOJIOTMYECKOTO HMCCJIeNOBaHUs OUOTM-
TaToB mevyeHU. B mocienHee Bpemsl CTali MOSIBIASITHCS
MyOJIMKAIUY O IIpenuMyIecTBax ucrnonab3doBanust MPXIT.
B onmnoit 13 paboT mmoka3aHO, YTO 3TOT METOJ AUArHO-
CTHUKM OKa3aJicsl ToueH Ha 84% B ITOCTaHOBKE IMArHO3a
y neteit (UTO TOATBEPXKACHO pe3yJikTaTaMyd OUOIICUU
neuenun) [27]. CooOiianoch, uyto pesdyiabratel MPXID
OKa3BbIBAJIMCH COIMMOCTAaBUMBI ¢ JaHHBIMU DPXIII, nnar-
HOCTHYEeCcKasi TOYHOCTh OOOMX METOJO0B COCTaBuWJIA
83—85% [28]. Ilo pe3ynpraTaM McCAeAOBaHUI, B KOTO-
peix MPXI umcnonbp3oBajlach B KayecTBe CKPUHUWH-
TOBOTO METOJA y TPYMIBl MalMeHTOB C IJIUTEIbHBIM
TeYeHHEM BOCHAIMTENbHBIX 3a00JIeBaHUII KUIIEUHUKA,
MMePBUYHBINA CKJIEPO3UPYIOIINI XOJAHTUT BBISIBIISIICS
B 3 pa3a yalle, 4eM B TPYIITe, TAe AUarHo3 ObUT OCHOBAH
TOJBKO Ha KJIIMHUKO-JIA00paTOPHBIX JaHHBIX. Y 65%
MalMeHTOB 3aboJieBaHUE TIPOTEKaNo CYOKJIMHUYECKH,
06e3 OTKJIOHEHWI B OMOXMMMUYECKMX aHalIu3aX KPOBH,
1 OBLJIO BBISIBIIEHO TOJILKO C TTOMOIIBIO JIyU€BbIX METO-
noB [29]. B nmpyrom ucciemoBaHWM, M3ydaBIIEeM BO3-
MOXXHOCTH paHHEl IMarHOCTUKU TPOrpeCcCUpOBAHMUS
MEPBUYHOTO CKJIEPO3UPYIOIIETO XOJaHTUTa MaJIbIX MTPO-
TokoB npu nomoitn MPXI, oka3anocek, uTo 6osee yeMm
vy 50% manueHTOB ObUTU BBISIBICHBI M3MEHEHUS MapeH-
XUMBI TTeYeHU U XeTYHBIX MyTell; T0 MHEHHWIO aBTOPOB,
9TO CBMUJIETEJILCTBYET, YTO JaHHOE 3a00JeBaHUE MOXET
OBbITh HAYaJbHOM CTaJMell KJIacCUYECKOTro MepBUYHOTO
CKJIEpO3MPYIOIIETO XOJJAHTUTA C MOPAXKEHUEM KPYITHBIX
npoTokoB [30]. Takum o6pa3oM, B CBSI3M C MHBA3WBHBIM
XapaKTepOM M BBICOKUM PUCKOM Pa3BUTHS OCIOKHEHU
nocie mpoBeneHus IDPXIII, a taxkke TeXHUYECKUMU
cinoxHocTsiMu MPXT MoxeT ObITh OTHUM U3 UH(pOPMa-
TUBHBIX METOIOB JUATHOCTUKHU TTEPBUYHOTO CKIEPO3U-
pytoiero xoinaHruta y aetei (puc. 3). C 1eiapto paHHei
JMaTHOCTMKU TeMaToOOMIMAPHBIX OCITOKHEHU UCTOJb-
30BaHME JAHHOTO METOJa PEKOMEHIOBAHO Y KaXXIOro
MalnyeHTa ¢ TOBBIIIIEHHBIM YPOBHEM TIeYeHOYHBIX (hep-
MeHToB, ocobenHo I'TTII [31, 32].

Ob30Pbl JINTEPATYPbI

Puc. 3. CuMNTOM <«4€TOK» MO JAHHBIM MATHHTHO-PE30HAHC-
HOIi XoJaHTHOrpadun: HepaBHOMEPHOeE CyXKeHHe U pacipeHne
2KeJ'YHbIX MPOTOKOB (YKa3aHbl cTpesikamu) [31].

Fig. 3. Magnetic resonance cholangiopancreatography image
shows overall irregularity of the intra and extrahepatic ducts
which produces the beaded appearance (arrows) [31].

DddekTuBHOTO MeTOoma JIEUEHMSI, CIIOCOOHOTO
3aMEIJIUTh TEeYeHWE TEePBUYHOTO CKIIEPO3MPYIOIIETO
XOJIaHTUTa, B HacCTosIIee BpeMs He cymecTByeT [33].
TMoanepxuBatoiasi Teparnusi HarmpaBJieHa Ha KyImApoBa-
HHUE CUMIITOMOB XoJjiecTa3a (Tpernaparbl ypCoae30KCHUXO0-
JIEBOW KUCJIOTHI) W TIOJAaBJICHUE POCTA TPAMITOJIOKUTE b~
HOM KMIIIEYHOM (PIIOPBI, TTPEATOIOKUTEBHO, BHOCSIIIEH
BKJIal B TMaroreHe3 3a0ojieBaHUsl (aHTUOAKTepUasb-
Has Teparust). OCHOBHBIM METOIOM JIEUECHMSI OCTAeTCSI
TpaHCIUIAHTALIMSl TeYeHU (MPU HaJuuuu TOKa3aHuii),
OJIHAKO OTMCAaHBI CJlydal PELUIUBOB B yKe TpaHCILJIaH-
TUPOBaHHOM opraHe [12].

3akntovyeHue

CornacHO COBpeMEHHBIM JaHHBIM TeraToOuIMapHast
MaToOJIOTUST — PACPOCTPaHEHHAs TPYyIIa BHEKUIIEYHBIX
MPOSIBJIEHU BOCTIAJIMTENbLHBIX 3a00JieBaHUI KUIIIed-
Huka. JuddepeHumanbHas 1MarHoCTUKA TAKOTO OCTOX-
HEHUsI, KaK TMEePBUYHBIN CKICPO3UPYIOIINI XOJaHTHT,
3aTpy/lHEHa B CBSI3W CO CKYIHOCTbIO M Hecmeuudui-
HOCTbIO KIMHUYECKUX TMPOSIBJICHUIA: JUISI HETO 3a4acTylo
XapakTepHO JUTUTEJbHOE OECCUMIITOMHOE Te4YeHUeE,
¢ manbHenmuM (opmupoBaHrueM ¢ubpo3a U 1IMppo3a
nedyeHu. Kpome Toro, mpu nepBUYHOM CKJIEPO3UPYIOIIEM
XOJIAHTUTE TIOBBIIIAETCS PUCK MAJTUTHU3AIUN C (OPMU-
pOBaHUEM XOJIAHTMOKAPIIMHOMBI, UTO OTpPEIEIsieT Mpo-
THO3 3a0oJyieBaHUsI. DTO OOYCIOBIMBAaET HEOOXOAUMOCTh
COBEPIIIEHCTBOBAHUSI paHHEW JTMAarHOCTUKU C UCIOJIb30-
BaHMEM COBPEMEHHBIX JIYYEBBIX METOIOB OOC/IEI0BaAHMS
U TIPOBEJIEHUEM PETYJISIPHOTO CKPMHUHTA Ha MaTOJIOTUIO
renatoOMIMapHOil CHUCTeMBbl Yy TIAIIMEHTOB C BOCIAJIM-
TeJbHBIMU 3a00JIEBAHUSIMU KUIIIEYHUKA.
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