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Llenb nccnepoBanus: V13y4yntb 3HAYMMOCTb MPOrHOCTUYECKMX LKA HA KOrOPTE MNauVEHTOB C NEPBUYHBIM CKIEPO-
3UPYIOLLMM XOJTAHTUTOM, MPOXMBaIOLLMX B HensbruHckon obnacTu.

Matepuanbl u metoabl. B nccnegoBaHme BktoYeH 21 mauMEHT C NOATBEPXAEHHbIM ANArHO30M MEPBUYHOIO
cknepo3upytoliero xonaHruta (NMCX) n anutenbHOCTbLIO 3a60NeBaHNS HE MEHEE ABYX NET. iccnenyemori nepBryYHON
KOHEYHOW TOYKOW ABMSNICS NEeTaNbHbIA Mcxon. Ha OCHOBaHUM AaHHbIX MEOULMHCKUX KapT NPOU3BOAMIIN pacyeT
wkansl MELD, Mayo Risk Score, Amsterdam-Oxford PSC Score, PREsTo score n UK-PSC Score. Ctatuctnyeckas
0bpaboTka npoBoamiack Npy nomMoLum nporpammel SPSS Statistics v.22.

PesynbraTtbl. PeTpocnekTBHaga oueHka pucka netanbHocty no wkane MELD, Mayo Risk Score n Amsterdam-
Oxford PSC Score He BbiSiBUIa CTaTUCTUYECKM 3HAYNUMOWN PA3HULLbI MEXAY YMEPLLUMMU U BbKMBLUMMW NALMEHTAMMU.
HaunbonbLuyo NporHocTnYeckyto LeHHOCTh nokasdana wkana UK-PSC Score (p = 0,046).

3aknioyeHue. Hosas nporHoctuyeckas mopenbs UK-PSC Score nokasana npenmyLliectsa B MPOrHO3MPOBAHUN
neTanbHOro ncxonay naumeHToB [NCX no CpaBHEHUIO C APYTMMU LLUKAIaMM.

KnioueBble cnoBa: MEepBUYHbLIA CKIEPO3UPYIOLWNIA XONAHIUT, HOBbIE MPOrHOCTUYECKME MOLENN, MNPOrHO3,
BbIKMBAEMOCTb, LMPPO3 NeYEHU
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Aim: to study the significance of prognostic scales in a target group of patients with primary sclerosing cholangitis

(PSC) living in the Chelyabinsk region.

Materials and methods. The study included 21 patients with a confirmed diagnosis of primary sclerosing cholan-
gitis (PSC) and a disease duration of at least two years. The primary endpoint studied was death. The MELD, Mayo

Risk Score, Amsterdam-Oxford PSC Score, PREsTo score, and UK-PSC Score scales were calculated based on the

medical records. Statistical processing was carried out using the SPSS Statistics v.22 application.

Results. A retrospective assessment of the risk of mortality using the MELD, Mayo Risk Score and Amsterdam-
Oxford PSC Score did not reveal a statistically significant difference between deceased and surviving patients. The

UK-PSC Score scale showed the highest predictive value (p = 0.046).

Conclusion. The new predictive model UK-PSC Score showed advantages in predicting death in PSC patients com-
pared to other scales.
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BBeaenue

[TepBuunbiii ckaeposupyommi xomanrur (IICX) —
XPOHUYECKOE WMMYHOONOCPEZIOBaHHOE — 3a60JIeBaHIe,
Xapakrepusyfolieecsi BocrajgenueM, ¢Guépo3oM u Je-
CTPYKIMEH BHYTPU- U/ WM BHENEYEHOUHBIX JKETIHBIX
MIPOTOKOB, TIPUBOSAINIEe K Xojectasy, (HopMHPOBa-
HUIO OWIMApPHBIX CTPUKTYp W (dubposa nedenn [1—3].
Hecmotps Ha o uro natorenes3 [ICX n3yuen He B MOJTHON
Mepe, 6OJIbITOe KOJUYECTBO MCCAeTOBAHWIT MOITBEPIK-
JIaeT CYIIECTBOBAHWE TEHETHUYECKOH TPeaPACIIONOKeH-
HOCTH K JaHHOMY 3abosneBanmio [4]. Xapaxrtephas
accommammg [ICX u BoCHAJUTENbHBIX 3a00JieBaHUil
kumevnnka (B3K) crama ocnosoit ais dopMuposa-
HUSI TATOTEHETHYECKUX KOHIIEMIHiT, B KOTOPBIX WH-
IYKINS W TOJJepKaHNe BOCHATeHUS B OWIHApHOM
TpPaKTe CBSI3QHBI C TpaHCJOKanueil GaKTepuaabHbIX
NpoayKTOB (KOMIIOHEHTOB KJIETOYHON CTEHKM Gakre-
puil, TIENTHI0B) BCIEACTBUE IOBBIILEHHON KUIIEYHON
MPOHUIAEMOCTH U XOMuHTOM T-ymMdonuTos, ak-
TUBUPOBAHHBIX B KHUINEYHUKE, B JKEJYHBIE MPOTOKH.
[ToMuMo aTOTO, HAKOIJIEHBI JAHHLIE O POJIU HapyIie-
HHUS roMeocTasa skejun [S].

[Tpu oTHOCUTENBHOM penKkocTr 3a6oaeBanus, oT 0,5
no 6 ma 100 000 sxureneit [6, 7], reuenne IICX ac-
COIIMUPOBAHO C BBICOKON YacTOTON HeOIaronmpusTHBIX
MCXOJIOB: 3JI0KAaYeCTBEHHBIX HOBOOOpA30BaHUN Ou-
JIMAPHOTO TPAKTa, MEYEHU, MOKETYOUHON KeTe3bl,
KosopekTaabibiM pakoM (KPP), passuruem Guiamap-
HOTO [HPPO3a W HEOOXOAUMOCTHIO TPAHCILIAHTAIIH
nedenu [8, 9]. Panee mpoBe/eHHbIE UCCTETOBAHUS
MOKA3aJH, YTO OHKOJOTUYECKWe 3a00JIeBaHUS SIBJIS-
JINCh TIPUYMHON CMepTH B 44 %, EKOMIIEHCAINN Ta-
tosiorun nieuern B 37 % cayvaes [ICX [10]. Tlo nan-
ubiM J.J. Tischendorf et al., B ctpykType cMepTHOCTH
6ompHBIX [ICX Ha [M0J110 XOTAHTHOKAPIIMHOMBI TIPU-
xoautest 58 %, B TO BpeMsl KaK OT MEYEeHOYHOI Hemo-
CTaTOYHOCTH W KPOBOTEUEHWH W3 BAPUKO3HO PaCIIU-
pPeHHBIX BeH muieBoga ymupaior 30 u 9 % GOJbHBIX
coorBercTBeHHO [11].

CornacHo aHau3y 6a3bl JJAHHBIX HEHTPOB TPAHC-
mranTosiornn B Huzjepmanmax, omyGImKOBAaHHOMY
B 2013 r., HambGosiee vacrass mpUYUHA CMepPTH OOJIb-
ubix ¢ [ICX — xomamrmokapumuoma (32 %), cpexn
JIPYTUX TPUYUH JIETATHHBIX HCXOJ0B — MEUYeHOTHAS
HegoctaToaHoCTh (15 %), IMOCTTpaHCILIaHTAI[IOHHBIE
ocnoxuenus: (9 %) u KPP (8 %) [6, 7]. Ilo nman-
HBIM MYJIBTHIIEHTPOBOTO PETPOCIIEKTUBHOTO HCCJIEI0-
BaHWUsl, MMPOBeJIEHHOTO B cTpaHax Esporpl, CeBepHOi
Amepuku, Ascrpasnun, B mepuog ¢ 1980 mo 2010 r.
u BrJIouaBiero 7121 maimenra, OmyXoJu TematoOu-
JINAPHOW cucTeMbl quarHoctupoBanbl y 10,9 % marm-
entoB ¢ [ICX. Puck XoJlaHTMOKApPIIMHOMBI, KOTOpas
OblJla CaMbIM YacTbIM HOBOOOPA30BAHUEM, YBEJUYU-
BaJICSI ¢ BO3pacToM. B 1iesioM HeOIaronpusiTHbie CO-
OBITHS peske pazBuBaJNCh y nanuerToB ¢ [ICX mMambrx
MPOTOKOB U Y JKeHIWH. [[aleHThl ¢ SI3BEHHBIM KOJIU-
oM (AK) nMenn Gosee BBICOKHMIT PUCK IPOTPECCHPO-
BaHUsI 3a00JI€BAHNUST TIEUEHN 10 CPABHEHUIO C TIallleH-
Tamu ¢ 6osesnbio Kpona (otnocurensubrii puck (OP)

1,56; p < 0,001) nmu 6e3 B3K (OP 1,15; p = 0,002)
[12]. Bousbiioe nomyasiiiuoHHOE WCCJEA0BaHUE, TIPO-
BenernHoe B Aurimu B mepuoa ¢ 2006 mo 2016 r.
n BrJiouasiiee 284 560 nanuentos ¢ B3K, cpean ko-
TopbiX y 2588 BoisBaen [ICX, mokaszaso, 4To marmeH-
1ol ¢ coueranneM B3K u IICX umenn 6osee BHICOKUIt
puck cmeptu (OP 3,20; p < 0,001). Tlo pesyabratam
JIAHHOTO WCCIeI0BaHusT K (hakTopaM, YBeJHUNBAIO-
M puck HebsaronpusTabix ncxoaoB [1CX, orHocu-
JIUCh: BospacT muafiie 40 jeT mpu MOCTAaHOBKE Jna-
rHo3a, adpo-kapubckas paca u MyxKckoit mos. [TCX
yBeIMYMBaJI PUCK XoJjaHrnoxapiunombr (OP 28,46),
remarorne/moaapaoit kapuuaomer (OP 21,00), paxa
nomkenyoutoii skemespl (OP 5,26) 1 paka sKeJT4HOro
mysbipst (OP 9,19) (p < 0,001 muist Beex). Y marmeH-
ToB ¢ couyetanHbiM TeueHueM B3K u IICX ormeueno
nosbienue pucka KPP (OP 2,43; p < 0,001) u Go-
Jee pannuii Bospact passutusi KPP (59 ner mporus
69 et 6e3 TICX; p < 0,001) [13].

JlarHble, TOJyYeHHBIE B OGCEPBAIIMOHHBIX HCCJIE-
JIOBAaHUSX, CHOCOOCTBOBAJIM TIOMCKY PAa3JUYHBIX Map-
KepOoB, 00JaAIONNX MPOTHOCTUIECKON IEHHOCTHIO
ans 6ompubix IICX (ra6a. 1). Tloarsepkaennue
TOrO, 4TO CHUKeHHe IenouHoit docdarasnr (IID)
NpU  HAa3HAYEHUU YPCOME30KCUXOJEBON KUCIOTHI
(VIXK) Moxer mnpeickasaTb MCXOAbI NPH IIep-
BUYHOM OuianapHoMm xojanrute [14], BIOXHOBHJIO
Ha u3yveHue 9Toro nokasaress y maiuentos ¢ [ICX.
B uccrenoBanusax He GBLJIO TOKA3aHO CYIIECTBEHHOM
PA3HUIBI B JOJTOCPOYHBIX MPOTHO3AX MEXK/Y Malli-
entamu ¢ [1CX, moayuasmmyu Y JIXK (17—23 mr/kr/
Jenb) win miane6o. HecMoTps Ha 9TO, y IAIIEHTOB
¢ Gosiee HU3KUM ypoBHeM 11D Obuia 3adukcupoBana
6oJiee BBICOKAsT TPOJIOJIKUTENbHOCTh KU3HU U HU3-
KUl PUCK Pa3BUTHS XOJAHTHOKAPIIMHOMbBI HE3aBUCH-
Mo ot npuema Y/IXK [15, 16]. B perpocnextuBHoM
HCCJIeIOBaHNN, [POBeJeHHOM B BesuxkoGpuraHuun
(2019 r.), nokasano, uro y mamnmentos ¢ IICX mo-
Bbimienne yposHst M B 2,4 paza acconmmpoBaHO CO
camxenneM 10-1erHell BbpKuBaeMoctu [17]. B Hacro-
diiee BpeMsl BeJIETCSl TMOWCK JAPYTUX JaGopaTOPHBIX
MapKepoB, BKJOYAs MPOTEOMHDBIN aHATM3 KETUN Ta-
nuenToB ¢ IICX, XOMaHTMOKAPIIMHOMOI B CpaBHEHUHT
co 3a0poBbiMu Jutamu [ 18].

B kauecTBe mapaMeTpoB IPOrHOCTHYECKUX MO/Ie-
Jiell paccMaTpUBAINCh JJAHHBIE PA3JNYHBIX BU3yaJH-
3UPYIONUX METOJNK. B peTpoCIeKTHBHOM HCCIe/I0Ba-
Hun crienoMmerams (Gomee 120 MM) acconumpoBaHa
¢ HeOIArompusTHBIMU McXoMaMu y marueHToB ¢ [1CX
[22]. Tlockonbky Ttunu4Hbie XOJaHTHOTpadUyYecKue
nsMenenus onpezesssior auariod [1CX, nHekoropbie
MPOTHOCTHYECKHEe GaJlJTbHBbIE CHCTEMbBI BKIOYAIN Xa-
PAKTEPUCTUKH JKEJYHBIX TIPOTOKOB. B 1esiom Haju-
yye JIOMUHAHTHOW CTPUKTYpbl 1o aanabiM IPXIIT
3aKOHOMEPHO YXV/IIAT0 BBIKUBAEMOCTH, a HHIOCKO-
MHYeCKoe JedeHrne YJIydInaJo MPOTHO3 B 3TOW CHTY-
anuu [23]. B Hacrositiiee BpeMsi PUCK OCJIOKHEHUI
nuarnoctudeckoit IPXIIT camkaeT ee MpUMEHNMOCTD
B KJIMHUYECKON TMpaKTuKe. [IOMBITKN BKIIOYEHUS pas-
JIMYHBIX TPU3HAKOB XOJAHTHOMATHH, TOJYYEHHDIX
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Tabauuya 1. CBsizb 1a60paTOPHBIX MapKepoB ¢ nportozom [TCX
Iloka3aresn XapakTepHble U3MEHEHUS CBsi3b ¢ IPOTHO30M
o Camxenne < 1,5 BI'H B teuenme 2-x Jet | DaKTOpBI, aCCOIMMPOBAHHDIE C JTyUITlell BBKUBAEMOCTBIO
[14]; na 40 % OT MCXOAHBIX 3HAUEHUN B Te-
yenne 1 roza [16]
[Tosbimenne yposua D B 2,4 pasa Cumxenne 10-serneit BbkuBaemoct [17]
Bunmupy6un | [loBbiienne 6unnpybuta 6osee 3 MecsiiieB | ACCOIMUPOBAHO C XYANIMM IIPOTHO30M, 3TOT MOKa3a-
TeJb BKJIIOYEH NMPAKTHYECKN BO BCE MPOTHOCTHYECKIE
HTKAJTBI
AnbOyMIH CHIKeHne SBISETCS TPU3HAKOM IeYeHod- | BXoguT BO MHOTHWE MPOTHOCTHYECKWE IMKAJbI, 9yB-
HOIl HEJOCTaTOYHOCTU CTBUTEJIbHOCTh HEBBICOKA HA PAHHUX CTAAUsSX 60JIE3HU
Anatu-GP2 Hanmune nmankpearnyecknx ayTOAHTUTE BosMoskHas acconumaius ¢ XoJaHTHoKapiuuHoMoit [19]
NnJI-8 [Tobrmenne B cbBopoTKe KpoBu 1 »kemyn | [Tokasama cBg3b ¢ Tsoxectpio IICX m He6marompusr-
HBIM 1TporHo30M [20]
Vap-1 [oBeimenne skcmpeccun B TKanum medenu | CBAsp ¢ kiamamdecknMu ucxogamn [ICX orMedena
naruenToB ¢ [ICX B /[ByX HE3aBHUCHMBIX I'DYIIAaX MAI[MEHTOB B paMKax
oaHoro uccaegopanus [21]

[Tpumeuanue: 1D — menounas pocdarasza, BTH — BepxHss rpanuia HopMbl, AHTH-GP2 — anrtutena k raukonporenny2 (GP2)
HEHTPOAIIMHAPHBIX KJIETOK MOJKeNyA0uHON sxkene3pr, UJI-8 — wunrepaeiikun 8, Vap-1 (Vascular adhesion protein-1) — Gemox

COCYZMCTON ajre3nn-1, peryaupyonuii npoiecc AuMQOIHUT-9H/I0TETUOIUTAPHOIO B3aUMO/IEiICTBUS.

OpU  MarHUTHO-Pe30HaHCcHOH Ttomorpadunm (MPT),
B nporuocruvyeckre mojenu [ICX mpuBesn K nporu-
BOPEUUBbBIM pedyJsbTaTaM [24].

Onpenenene craun  (GuoOpo3a T€UEeHN UTPAET
KJIIOYEBYIO POJIb [T OLIEHKH TIPOTHO3a TPU XPOHHUYE-
CKUX 3aboJieBaHUAX TeYeHN JoOoi strojaoruu [25].
T'ncromornueckoe nccsefoBanmne TKAHN ITEYEHN C OIIEHKON
crajn o Ludwig siBisiercst aTamoHOM Jiuarsoctiku u-
6posa 1ipu [ICX, No3BOJAIONIUM OIEHUTH JajibHeliiee
nporpeccupoBanue 3a6oseBanust. Cpe/i HEMHBA3UBHBIX
TECTOB OIleHKH (hr6po3a 0co60r0 BHUMAHHST 3aCTyKIBa-
eT MaHeJb IPSIMBbIX OMOXUMUYECKUX MapKepoB (puéposa
Enhanced Liver Fibrosis (ta6n. 2). ITokazarean ect-
KOCTH TeYeHH, TIOTyYeHHbIE C MOMOIILI0 TPAH3UEHTHOI
anacrorpadun B MO/ MTPEAUKTOPOB CMEPTH U TPAHC-
MJIAHTAIMY TIeYeHH, N3YyYauch Ha OOJIBIION KOTOPTE Ia-
nuentoB [26]. MarnutHo-pe3oHancHast criekTporpadus
KaK BbBICOKOUYBCTBHUTEJbHbBIH MeTON OleHKN (hubpo3a
TaKKe MMeeT TePCHEeKTUBBI IS BKJIOYEHUS B MOJEJN
nporao3a [ICX, HO BbICOKasi CTOMMOCTb W Majas [0-
CTYIIHOCTb OTPAaHWYMBAIOT TIPUMEHEHHE 3TOr0 MeTOa
[27]. IIpu passutum tmpposa nedenn (LII1) 7-nmeTHss
BbDKMBaeMocTh maimentos ¢ IICX B 3aBucCMMOCTH
ot knacca A, B u C no YHaiiia-IIsio cocrasisier 90, 68
n 25 % coorBercrBenHo [12]. CoBpeMeHHble PYKOBOJI-
ctBa pexomenytor npu [ICX, kax n npu LI apyroit
STHOJIOTUH, OPUEHTHPOBaTbcd Ha mokazatesb MELD
(Model for Endstage Liver Disease) a1 ompe/eaeHns
BpeMeHU TIPOBeJIeHnsT TpaHCcIvianTauu nedenn [1—3].
B 0 sKe BpeMs reTeporeHHOCTb MOMYJISIMN TAUeHTOB
¢ IICX, BbIcOKasi BEPOSITHOCTh HEOJIArONPUSTHBIX MCXO-
JoB, moMnmo Jexomriencaiu LI, npuBogar k moucky
HOBBIX ITPOTHOCTHYECKUX MHCTPYMEHTOB [28].

Onenka pucka Mbaiio (Mayo Risk
Score u revised Mayo Risk Score)

[TepBas Mozesb, OIIEHNBAIONIAS BBIXKUBAEMOCTD Ta-
umenTos ¢ [ICX, paspa6orana B kaunuke Maiio (Mayo
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Clinic) u ony6aukosana B 1989 r. IlepBoHaYasbHO
OHa BKJIOYaa 5 MEpPeMEHHBIX: BO3PACT, YPOBEHb OU-
JUPYOMHA, THUCTOJOTHYECKYIO CTNI0, TEMOTJOOWH
n namnune B3K. B ganbmeiimmem sra Mojenb ObLia
moaudunmposana (Mogenp Koposesckoro xoumemxa,
MyJIbTUIIEHTPOBAs MOJEJB), JopaboTaHa 1 MCCAeI0Ba-
Ha Ha koropre 305 nanumenrtoB u3 IlIBeruu. Ornenka
pucka Moaiio (mnm CranauHaBcKasi MOJEND), OmyG/Im-
koBanHag B 1996 r., Br/IOYana 4 nepeMeHHbIE: BO3-
pacTt, ypoBeHb OUIHPYyOUHA, TUCTOJIOTUYECKYIO CTAIHIIO
u cruieHomeraanio. Heo6xoanMocTb OMOIICUN TI€YEeHT
CYIIECTBEHHO OTPAHMYMBAJIa TIPUMEHEHUEe AHTOH Ipo-
raoctuueckoit popmyJibl, B cBa3u ¢ yem B 2000 roay
ObL1a OMmyOIMKOBaHA TIEPECMOTPEHHAST OIlEHKA PHCKA
Moiio (revised Mayo Risk Score, rMRS), B KoTOpOit
OTCYTCTBYIOT THUCTOJIOTUYECKAsT CTajusi M CyObEKTUB-
Hble nepemennbie. [lo pesysbraTam wucce/0BaHus,
BrJriovarotiero 405 mamuenrtos ¢ 1ICX, BbigBiieHa CO-
nocrasuMag TtouHoctb rMRS ¢ ucxomHoil Moenbio
[29]. Oxaum n3 ocHOBHBIX HegocTaTkoB TMRS, B ¢BA-
31U ¢ 4eM ToTpeboBaiach paspaboTKa JAPYTUX MPOTHO-
CTUYECKUX MOJIeJiel, sIBJIsIeTCsl OlleHKa OOIieil cMepT-
HOCTU OT BCEX IPUYUH TIPU OTCYTCTBUU BO3MOKHOCTH
pacyera NMpOrHO3a BPEMEHU /[0 TPAHCIJIAHTAIUU Teve-
HU U JIPYTUX KJIMHUYECKN 3HAYUMbIX KOHEUHBIX TOUYEK.

Moaeap AMctepgama — Oxcdopaa
(Amsterdam-Oxford PSC Score)

Mogenp Oblma padpaboTana Ha Koropre u3 692
nanuentoB ¢ [ICX, Bruovast coueranne I[ICX u ay-
toummynnoro renaruta (AUD), u BamuausupoBaHa
Ha 264 nanmentax. KoHEUHBIMI TOYKaMU SBJISJINCDH
CMepThb WM TpaHCIIaHTaIus revyenu. Pacuer mpous-
BOJWJICST HA OCHOBAHWM CEMHU MEPEMEHHbIX, 0COOEHHO-
CTBIO MOJIEJIN SIBJAJIOCH BKJoueHue noaruioB IICX:
MEJIKUX WM KPYHHBIX MPOTOKOB. CJielyeT OTMETUTD,
4TO B HCCJIEeZOBaHue ObLIO BKJIIOYEHO HEOOJbIIOE KO-
smdectBo nanuentoB ¢ [ICX menkux nportokos [30].
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Enhanced Liver Fibrosis (ELF)

ELF mnpexacraBisier co6oii HEeMHBA3UBHBIN TeCT,
OIEHMBAIONINIT TPU MapKepa MeTaboJu3Ma IeYeH0u-
HOTO MaTpUKCa B CBIBOPOTKE KPOBH, KOTOPbIE IKC-
MPEeCCUpyIOTCS Ha PAHHUX CTaausax (puoéporeHesa:
TMATyPOHOBYIO KHUCJIOTY, TKAHEBOW WHTHOWTOD Me-
taamonporennaspr-1 - (TIMP-1),  N-tepMuHaabHbII
nenTtu npokosuiareHa I11 (P3NP). Bojee BbicoKue
nokasaremn ELF ormewensr y Gompabix ITCX (305
nanuenToB ¢ IICX KPyIHBIX IIPOTOKOB), 4eM y G0Jib-
vbIX AK m 310pOBBIX JUIl, a Tak:Ke acCOIMIPOBAHDI
¢ mIoXol BbKUBaeMocTbio [31]. MuTepecHo, uTo 1o-
Boimerne ELF > 9,8 ormedeno mpm XoJaHTHOKapI-
HoMe, B ToM umcie u 6e3 IICX (OP 4,91 (95 % AN
1, 19—20, 21) [32].

UK-PSC Score

B 2019 r. O6bumn onyGIMKOBAHBI PE3YJIbTaTbhl
NpUMeHeHus HOBOI IKajbl orleHku pucka y 1001
HmaijieHTa 10 JAaHHBIM IIEHTPOB TPaHCIJIAHTAI[UN
Benuko6putanuu. ABTOpPbI TIPEJICTABUJIN JIBE MO-
eI IS KPATKOCPOYHOTO W JOJITOCPOYHOTO IPO-
ruosa. Ilpu arom B Mopenu ans pacuera 10-merHeit
BbIKMBAEMOCTH HCIOJb3yloTcss  aanubie  (rabm.  2),
MoJiyueHHble B JIMHAMUKE uYepe3 2 rojla HaOJo/IeHus.
OCo6EHHOCTBIO ATOTO UCCJIE0OBAHUS SIBJISLIOCH MapaJi-
JleJIbHOe M3yYeHHe TeHeTUYEeCKUX MapKepoB, OjiHa-
KO TIPU MX BKJIOYEHUW B MOJEJb HE ObLIO MOJYydYeHO
yBeJINYEeHUs ee MPOTHOCTUYECKO 1eHHOCTU, B CBSI3U
C 4eM OHM He BOLLIM B OKOHYaTesabHylo Bepcuio UK-
PSC Score [17].

Tabauua 2. TIporHocruueckue mojenn I1ICX

PREsTo score

[locrenneilt mpeayosKeHHON — MOJETbIO — SABJSETCA
mkana PREsTo (Primary Sclerosing Cholangitis Risk
Estimate Tool). Oco6eHHOCTBIO ee ABJIseTCS Pa3paGoTKa
1 OTOOP MEPEMEHHBIX C TIOMOIBIO KOMITBIOTEPHON IMPO-
IpaMMbl, WCIOJb30BaHNE B KAuyecTBE KOHEYHOH TOYKH
nexommencarn LIT u skecTkie Kpurtepuy BKIIOYEHUS.
Wckmovyammen tmanmentol ¢ [ICX MeJKUX MPOTOKOB,
coueranueM ¢ AW, Gosbable ¢ magekcom MELD >
14 GaioB u/ Wi OPTANBHON runeprensueil. B korop-
Ty BONILIN 787 TAITIMEHTOB CO CPEIHUM CPOKOM HabJIro/Ie-
Hust 6 Jiet, KOropra BaJMM3aliiy BKJOYasia 278 maiu-
erToB u3 1eHTpoB CeBeproit AMepukn n Hopsernum co
cpeHM cpokoM Habmoaenust 4,21 roxa [33]. B 2021 .
onmyO6MKOBaH 0030p, CPaBHUBAIONIHI MTPOTHOCTHYECKUE
moges [ICX [28]. ABTOpPbI OTMEUYAIOT CJIOKHOCTH COMO-
CTaBJEHUST TPOTHOCTHYECKUX KA, CBSI3aHHYIO C pas-
JIMYHBIMI  KOHEYHBIMU TOYKAMU, BPEMEHHBIMH TOPH-
30HTAMU U KPUTEPUSAME BKJIIOUEHHS] B HUCCJIE/IOBAHUE.
Tem He MeHee Bce Mozeu ObLI cormocTaBuMbl ¢ TMRS
u 06Jaa/I XOPOIIMMHU CTaTUCTUYECKUMU XapaKTepu-
ctukamu. B o630pe momuepkuBaeTcss HeOOXOAMMOCTb
JAJDHEHINNX WCCIEOBAHNI W BaJAWAN3AIN MoOJeJIei
B Pa3IMYHbBIX nomysdiugx naruerTos ¢ [TCX.

Ilesn uccaenoBanus: M3yYUTh 3HAYUMOCTD MTPOTHO-
CcTUYecKuX IKaja Ha koropre naimumentoB ¢ [ICX, mpo-
SKUBAIONX B YeIOMHCKON 06/1acTH.

Marepuajbl U METO/bI

B mepwox ¢ 2019 mo 2021 r. mpoBemeHO peTpo-
CTIEKTHBHOE WCCJIe0BAaHNe, BKJIOYABIIEE ITAIIMEHTOB

Mopaenn Ilepemennbie

CcbLika
HA KaJbKYJISATOP

Koneunsie Touku
U BPEMEHHOW MEePHOJT

O1eHKa PUCKa
Mbiio (rMRS)

Bospacr, o6uuit 6mwinpy6un, ACT,
kpoBoreuenue u3 BPBII, anb6ymun

Onenka o0meil BbIKIBae-
MOCTH 3a 4 roja

www.psc-literature.
org/mrscalc.htm

Monenb

Amcreprama —
Oxkcdopna (Amsterdam-
Oxford PSC Score)

IToarun IICX, BO3pacT Ha MOMEHT
MOCTAHOBKU JIHArHO3a, albOyMIH,
tpoMmborutel, ACT, 1D, 6mmpy6un

BooxuBaemocTsb 0 Tpamc-
ITaHTAIMN [TIeYeHN B
teyenue 1 roga. Bosmosken
pacuer 5-, 10- u 15-nerHe-
TO TIPOTHO3A

sorted.co/psc-cal-
culator

Enhanced Liver Fibrosis
(ELF)

T'mamyponosas kucnora, TIMP-1,
P3NP

CMepTh WM TPAHCILJIAHTA-
1M [IeYeHN B TeYEeHUe
4 un 10 et

UK-PSC Score

KparkocpouHblii puck: 6MmmpyOuH,
aabOyMUH, TeMOTJIOOUH 1 TPOMOO-
I[UTHI

BbpkuBaeMocTb 0 TpaHc-
IIJTAHTAIIN B Te4eHue 2 JeT

JlosirocpouHblii pUCK: BO3pacT

Ha MOMEHT TIOCTAHOBKHU JMarHo3a,
6unupy6un, D, TpoM6OIUTLI, TT0-
paXKeHne BHEMEeYeHOUHBIX MTPOTOKOB,
kpoBoreyeHue n3 BPBII

BbikuBaeMoctb /10 TpaHc-
TJIAHTAIAA B TeUEHHe
10 ner

www.uk-psc.com/
resources,/the-uk-
psc-risk-scores

Primary Sclerosing
Cholangitis Risk Es-
timate Tool (PREsTo
score)

Bumipy6un, ans6ymus, 11D, Tpom-
6o1uthl, ACT, reMorsio6uH, HATPWHIi,
BO3PACT TIAI[UEHTA U KOJUYECTBO JIET
C MOMEHTAa TOCTAaHOBKHM JIMarHo3a
IICX

IleueHouHada JeKOMIIEHCA-
g 1—5 Jer

rtools.mayo.edu/
PRESTO_ calculator

[Tpumeuanme: ACT — acmaprarammnorpancdepasa, BPBII — Bapukosnoe pacmmpenne BeH mumieBoja, [ICX — mnepBuuHbIit
ckyieposupyiomuit xoaaurut, [IID — memnounas ¢ocdaraza, TIMP-1 — rtkaneBoii unruéurop merasnonporennasdbi-1, PSNP —
N-TepMuHabHbBINA nienTu npokosuiarena [11
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Tabauua 3. Xapakrepuctuka nmanneHToB ¢ [ICX, BKIIOUEHHBIX B UCC/IEOBAHIE

IToxa3sarenn IHamuents! ¢ IICX, n = 21
Ton (m/x), n (%) 14 (66,7) / 7 (33,3)
Bospact Ha MOMEHT MOCTAaHOBKM Anarnosa, Jjer, Me (1) 40,5 (26,0; 51,5)
Kypenue, n (%) 2(9,5)
Coueranne IICX n IgG4-acconnmposannoro xosanrura, 7 (%) 1 (4,8)
Coueranue [ICX u ayroummyHHoro renaruta, 7 (%) 3 (14,3)
IICX Menkux mpoTokos, n (%) 8 (38,1)
[ICX KpynHbIX POTOKOB, 7 (%) 13 (61,9)
Szgennnpiii koaur, n (%) 19 (90,5)
[uppos nevenn, n (%) 6 (28,6)
Iuppos neuenn kaacc A no Yaiing-ITso, n (%) 4 (19)
[uppos neuenu knacc B no Yaiiaa-Ilvio, n (%) 1(4,8)
Iuppos neuenn kaacc C mo Yaitna-Ilbio, 7 (%) 1(4,8)

[Tpumeuanne: IICX — nepBUYHBIH CKJIEPO3UPYIONNIT XOJaHTHT.

¢ noarBep:keHHbM guarHozom IICX wu jiuresnbHO-
CThIO 3a00JIeBaHUSI HEe MeHee JIByX JieT. B uccienosa-
une Baoden 21 maument, cpeau mmx 14 (66,7 %)
myskuni n 7 (33,3 %) sxenmmu. [Iuarnos IICX ycra-
HABJMBAJCS B COOTBETCTBUU C AKTYaJbHBIMU KJIU-
HuvyeckuMu peroMmengarnusavu [1—3]. Mccaemyemoii
MePBUYHON KOHEYHON TOUYKOM SBJISJICS JeTaTbHbIN
ucxon. Ha ocHOBaHWWM JaHHBIX MEIUITMHCKUX KapT
B IIEPUO/I 32 [/[BAa IOJIa JI0 BKJIOUEHUST B UCCJIE/I0BAHNE
WM JIETAJTBbHOTO MCXOJa TPOU3BOMJIN pacyeT IKa-
apt MELD, Mayo Risk Score, Amsterdam-Oxford
PSC Score, PREsTo score. B coorBerctBUm C Tpe-
6OBaHUAMHU [ Ucoab3oBanuga nokasaresasas UK-PSC
Score yuuThIBaJUCH PE3ybTATHI JTaOOPATOPHBIX aHa-
JIN30B, TOJy4YeHHbIE HA MOMEHT MOCTAaHOBKHU JMarHO-
3a W CHYCTSI OJMH TOJI MOCJe TTOCTAHOBKH JIMArHO3a.
Craructudeckasi o6paboTKa MPOBO/IMJIACH TIPU TTOMO-
mm mporpamMmbl SPSS Statistics v.22. KavecrtBennbie
JIaHHbIE TIPE/ICTABJIEHbI B BHJI€ YACTOT ¥ JIOJIei, KOJIu-
YeCTBEHHBIE B BUJE MEAMAHbI U WHTEPKBAPTUIHHOTO
unrepBasa. /[y cpaBHeHMs KaueCTBEHHBIX MOKa3are-
Jiell MCTOJTh30BaJICS TOUHBIN Kputepuit Duriepa, cTa-
TUCTUYECKAST 3HAYUMOCTD PA3HUIIbI B KOJTMYECTBEHHBIX
JIAHHBIX aHAJU3WPOBAIach pu oMo U-Kpurepust
Manna — YwutHn.

PesyibTaThl M 00CY3K/IEHHE

OOGiast  XapakTepuCTHKA MAI[MEHTOB HAa MOMEHT
BKJIIOYEHHUSI B HCCJEJOBaHUE IPeACTaBieHa B TalJu-
e 3. B reuenue nepuo/ia HabmoAeHUsT ¢ MeIMAHON B 48
(34,8—72,0) mecanes 3 (14,3 %) naimeHTa J1OCTUTJIN
MCCJIeyeMOl TTepPBUYHON KOHEYHOH TOUKH (eTapHBIH
ucxozn). IpuunHaMu JieTalbHOTO MCX04a Y JABOMX TIalii-
€HTOB TOCJAY/KUJIA TIEYeHOYHAS HeJJ0CTATOYHOCTh (CPOK
na6mogenns 60 u 204 Mmecsaua) u y ogHoro — KPP
(cpok Habmonenus 24 Mecsna).

IIpu pacyere MPOrHOCTUYECKUX MTOKAa3aTe el 32 BbI-
COKUIA PUCK JIeTATBHOTO ucxo/a 1o mkaje MELD 6bu1

Poc sypH ractposuTepoJi rematon koaonpokros 2022; 32(5) / Rus J Gastroenterol Hepatol Coloproctol 2022; 32(5)

B3AT ypoBeHb Bbile 14 6annos [3]. Ouenka pucka Je-
tanbHOCTH 110 TKajme MELD He BbIsiBUIa craTucrmye-
cku 3HaunMoil pasuuint (p = 0,386) B cpaBHUBaeMBIX
rpymmnax (ra6a. 4). Mpr He 3apUKCHPOBAIH BHICOKOTO
pucka mo Mayo Risk Score uu y ommnoro us ymep-
MIMX MalMeHTOB. BBICOKMIT PUCK JIETaJbHOTO UCXO/a
mo ganubiM Amsterdam-Oxford PSC Score ycramas-
JINBAJICS TIPU 3HAYEHUH MHEeKca 6oJjiee 2, IpH aHa/In3e
pacuera JaHHOTO MOKa3aTeJs HA UCCJEIyeMON TPyII-
e TaIreHToB Oblia o6HAPYsKeHA TEHAEHINS K 6osee
YacTO# BCTPEYAEMOCTH BBICOKOTO PHCKA JETATHHOTO
UCXOJ[a Cpeld yMeplinmX OOJbHBIX, OJHAKO JAaHHOE
pasnumre He JAOCTUTAN0 CTATUCTUYECKONH 3HAYMMOCTH
(p = 0,140). Illkasoii, KoTOpas MoKasaga HauGOJIb-
IIyI0 TPOrHOCTHYeCKylo IleHHocTb, crtama UK-PSC
Score, mo pe3yabTaraM KOTOPOW BBICOKHUI PUCK Je-
TAJbHOTO MCXO/Ia YCTAHABJIUBAJICS HPU 3HAYEHUH IIO-
kasatess Boie —0,8146346 (p = 0,046). Kpurepusm
BKJIIOUEHUS [/ pacueTa pucka gekommencarun [[11
no mxane PREsTo score coorserctBoBamu 7 (35 %)
MAI[MEeHTOB, MeINaHa BEPOSTHOCTH JIEeKOMIIEHCAIIH
Uppo3a ObLTa BbIlE B TPYIIIE YMEPIIUX MAIlMEHTOB,
HO B CBSI3U C MaJioil BbIOOPKOI JaHHbBIN MMOKAa3aTeJb
He ObLJ CTATUCTHYECKH 3HAYMMBbIM.

Oocy:kaenne

B Hacrosiiiee BpeMsi OCHOBHBIM ITPOTHOCTUYECKUM
noKasareseM, KOTOPBI WCIOJb3YIOT [ Oompeje-
JIEHUSI OYepPEeHOCTH ITOCTAHOBKM TAllMeHTa B JIUCT
OKUJIAHUST HA TPAHCILIAHTAIMIO [€YeHN BHE 3aBHCU-
MOCTU OT 3THOJIOTMU 3a00JeBaHUd, SABJISETCS IIKaja
MELD. Ognaxo rereporennas mpuposaa IICX, mem-
JIEHHOE TIPOrPEeCCUpOBaHue 1 PasHooGpasue MCXO0B
OTPAaHWYMBAIOT MPOTHOCTUYECKYIO T[EHHOCTb JAHHOTO
nHjaekca. IlpuMeHeHNe COBpPEMEHHBIX MOJEJE ITPo-
rao3a [ICX cymecTBeHHO 3aTPy/HEHO B CBSI3N C TEM,
YTO CYIIECTBYIOIUE JIaHHble OCHOBAHbI HA Pa3HbBIX
UCCJIeyeMbIX TOMYJSIHAX, MEePBUYHBIX KOHEYHBIX
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Tabauya 4. CpaBHUTeNbHAs XapaKTePHCTUKA PE3yJbTAaTOB aHAIM3a Pacyera MPOrHOCTUYECKUX KA

y Gosbubix [ICX

IToka3sarean IMamuents! ¢ IICX, ymepmue | Ilanuentsr ¢ IICX, BbrkuBIIHE j7)
B II€PHOJ HAG.IOIEHH S, B NEpPHO/ HAGMIOIEHHS,
n=3 (14,3 %) n =18 (85,7 %)
MELD
B%J;—:‘)e 14 6anno no mkase MELD, 1 (33,3) 2 (11,1) 0,386
n 00
rMRS
Bricokuil puck jeTaabHOTO UCXO4a 0 1 (5,6) =
mo tMRS, n (%)
UK-PSC Score
Bbicokuii prcK J€TanibHOTO NCX0/a 2 (66,7) 1 (5,6) 0,046*
o mxaxe UK-PSC Score, n (%)
PREsTo score*
Puck nexomnencaru 111 B TeueHue 2,2(2,2; 2,2) 0,8 (0,5; 1,5) 0,143
1 roga mo mkane PREsTo, %
Puck pexommencamuu 1[I B Teuenue 15,2 (15,2; 15,2) 5,4 (3,4; 10,0) 0,143
5 zer no mkane PREsTo, %
Amsterdam-Oxford PSC Score
BbIcokmii prcK JI€TaIbHOTO MCX0a 2 (66,7) 3(16,7) 0,140
no mrane Amsterdam-Oxford PSC
Score, n (%)

[Ipumeuanne: *

TOYKaX M cpokax HabJojseHus. B unccieayemoii Bbl-
60pKe pacueT WHEKCOB OCYUIECTBJISIICS 3a JBa Toja
JI0 TIEPBUYHON KOHEUHOH TOUYKM (MUHMMAJbHBIH CPOK
nabmogennss B rpymme ymepmmx). Illkara MELD
n unjgexc TMRS He mokasanu 3HAUNMbBIX Pa3IMUMiL
y TAIIMeHTOB B 3aBUCHMOCTH OT HMCXOja. Bpicoknii
puck Jeranbhoro ncxoja mo Amsterdam-Oxford PSC
Score 6Bl y ABYX W3 TpeX yMEPIINUX MAIMEHTOB, OJI-
HAKO B TpyIlle BbDKUBIINX IIAIIMEHTOB BBICOKHE 3Ha-
yeHus 3apukcuposanbt B 16,7 % ciaydaes. CJI0KHOCTD
npumenennsi PREsTo score cBsizana ¢ skeCTKUMU KpH-
TEpPUsIMIA BKJIIOYEHWS, YTO HE TO03BOJNJIO ITTPOAHAJN-
3UPOBaTh IPE/ICKA3aTeNbHYIO 3HAYUMOCTb 3TOTO WH-
nekca. [1o pesysbraTam Hamero anaansa HauGOAbIIEH
IIPOrHOCTUYECKON IEHHOCTbIO IIPU OIIEHKE PHCKa Jie-
TalbHOTO HcxXofa y OompHbIX IICX ob6magama mkama
UK-PSC Score. Pesysbrar nmpuMeHeHUsT 3TO# Mojiesn
MOKa3aJl BBICOKUI PUCK Y JIByX U3 TpeX yMepImX Ia-
IIMEHTOB U TOJBKO Y OIHOTO GOJILHOTO B TPYIIIE BbI-
KuBNmMX. IIpenMyIecTBOM JaHHOTO MHJEKCA SBIISETCS
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