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AHHOTauus

Cratbst nybAMKyeTcs o pesyAabtatam Poccuitckoro KoHceHcyca no AMarHOCTUKE M AEYEHMIO NMEPBUUHOIO CKAEPO3MPYIOLLErO XOAAHTU-
Ta (MCX), paccmoTpeHHoro Ha 44-in exxeroaHon Hayunoi ceccumn LIHMUAT «[lepcoHaAn3mpoBaHHasl MeAMLIMHA B 3MOXY CTAHAAPTOB»
(1 mapra 2018 r.). LleAb nyb6AMKaLMu — OCBETUTH akTyaAbHble BOMPOChI KAACCUPMKALIMUM AMATHOCTUKM U AedeHust nauneHTos ¢ MCX,
Bbi3blBaloLME HAMOOABIUUIA UHTEPEC CMELUMAAUCTOB. AKTYaAbHOCTb MPOOAEMbI OMPEAEASIETCS MHOTOBAPUAHTHOCTbIO KAMHUYECKUX
MPOSIBAEHUIA, HACTO GECCUMIMTOMHbBIM TEYEHUEM, TSIKEABIM MPOFHO30M, CAOKHOCTbIO AMATHOCTUKM M HEAOCTATOUYHOM U3YUYEHHOCTbIO
MCX, ecTecTBEHHOE TeUeHKHe KOTOPOTrO B PSIAE CAyYaeB MOXHO PacCMaTpMBaThb Kak (PyHKLMIO CO MHOTMMM MEPEMEHHbIMU C TOUKM
3peHms xapakTepa M CKOPOCTU MPOrpeccMpoBaHms C MHOTOYUCAEHHBIMU BO3MOXHbIMU KAMHUYECKMMM Mcxoaamu. [ToMuMo nporpec-
CMPOBAHMS AO MOPTAAbHOWM FMMEPTEH3MM, LMPPO3a U €ro OCAOKHEHM, npu [MCX Ha NepBbIi MAAH MOTYT BbIXOAUTbL KAMHUYECKME MPOo-
SBAEHUS1 OOTYPALIMOHHOM XEATYXM, BAKTEPUAABHOTO XOAAHTUTA, XOAAHIMOKAPLUMHOMbI U KOAOPEKTAALHOIO paka. MarHuTHo-peso-
HaHCHasi XOAaHT1orpagms — OCHOBHOM METOA Ay4eBOM AMarHocTuku [CX, KOTOpbIi MO3BOASIET MOAYUUTb M300PaKEHME KEAUHbBIX
NPOTOKOB HEM3Ba3MBHbLIM Croco6oM. NMprumeHeHne Guoncum nedeHn Hamboaee onpaBAaHO Mpu NoA03peHmn Ha [TCX MaAbix npoTo-
KOB, ayTOUMMYHHBbII NepekpecTHblit cuHApom [CX/ayTonmmyHHoro renatuta, 1gG4-ckaepo3mpyiolumii XoAaHr1T. B HacTosiwee Bpemst
AEKapCTBEHHOrO npernapara, KOTOPbIi 3apernCTPUPOBaH MO MOKA3aHUIO «MEePBUUHbIA CKAEPO3UPYIOWMIA XOAAHTUT», CMOCOBHOIO Cy-
LEeCTBEHHO M3MEHUTb TeYEHUE U NPOrHO3 3aboAeBaHus, He cylecTByeT. OTCYTCTBYET €AMHAsi TOUKA 3PEHMs OTHOCUTEAbHO 3phek-
TUBHOCTM M LEAECOO0OPA3HOCTU NMPUMEHEHUSI YPCOAE30KCUXOAEBOM KUCAOThI U ee A03upoBKu npu MNCX. Takum o6pa3om, paHHss Au-
arHocTuka u onpeaeaenue eroruna NCX UMEIOT KAMHMYECKOE 3HAYEHUE, TaK KaK MO3BOASIIOT OMPEAEAUTb TaKTUKY AEUEHUSI, Bbl-
SIBAEHME U NMPOPUAAKTUKY OCAOKHEHUIA.
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AE30KCHUXoneBas KMCcAoTa.
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The article is published based on the results of the Russian Consensus on the diagnosis and treatment of primary sclerosing cholangitis
(PSC), discussed at the 44" annual Scientific Session of the CNIIG "Personalized Medicine in the Era of Standards" (March 1, 2018). The
aim of the review is to highlight the current issues of classification of diagnosis and treatment of patients with PSC, which causes the great-
est interest of specialists. The urgency of the problem is determined by the multivariate nature of the clinical manifestations, by often
asymptomatic flow, severe prognosis, complexity of diagnosis and insufficient study of PSC, the natural course of which in some cases can
be considered as a function with many variables in terms of the nature and speed of progression with numerous possible clinical out-
comes. In addition to progression to portal hypertension, cirrhosis and its complications, PSC can be accompanied by clinical manifesta-
tions of obstructive jaundice, bacterial cholangitis, cholangiocarcinoma and colorectal cancer. Magnetic resonance cholangiography is
the main method of radial diagnostics of PSC, which allows to obtain an image of bile ducts in an un-invasive way. The use of liver biopsy
is best justified when there is a suspicion of small-diameter PSC, autoimmune cross-syndrome PSC-AIG, 1gG4-sclerosing cholangitis. Cur-
rently, a drug registered to treat primary sclerosing cholangitis which can significantly change the course and prognosis of the disease does
not exist. There is no unified view on the effectiveness and usefulness of ursodeoxycholic acid and its dosage in PSC. Early diagnosis and
determination of the phenotype of PSC is of clinical importance. It allows to determine the tactics of treatment, detection and prevention
of complications
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AUI" — ayTOUMMYHHBIi renaTuT

BK — 6one3us Kpona

BII — 6uoncus neyenu

BTI'H — BepxHsist rpaHuiia HOPMBI

B3K - BocnanuTesbHble 3a601€BaHNsl KMIIEYHUKA

I'TTII — ramMmMa-rioTaMUITPaHCTIENTHIA3a

I'IK - renaTouesmosipHas KapupHoMa

KPP — konopekTasbHbIil pak

MPXIII" — MarHUTHO-pPE30HAHCHAs! XOJIAHIMOMaHKpeaTorpacust
MCKT — MyJbTUCIHpANIBbHAS KOMIIBIOTEPHASI TOMOTpauist
OTII — oproTonuyeckast TpaHCIUIAHTALMs IEYeH!

TIC — nepekpecTHBIil CUHAPOM

TICX — nepBuYHBIi CKIEPO3UPYIOLLMIT XONAHTUT

TICX/AUT — nepBUYHBI CKIEPO3UPYIOLINIT XOIAHTUT C TIPU3HAKAMU
ayTOMMMYHHOTI'O reaTHTa

TCXKpn — nepBUYHbII CKJIEPO3UPYIOLIMI XOJAHIUT CO CTPUKTYPaMU
KPYIHBIX IPOTOKOB

TMCXMnp — nepBUYHbINA CKIEPO3UPYIOIMI XONAHTUT CO CTPUKTYPaMK
MaJIbIX IIPOTOKOB

YIXK — ypcoe3okcuxoseBasi KUCIoTa

Y3MU - ynabTpa3ByKoBOE UCCIIEIOBAHNE

XK — xonaHruokapumHoma

P — menounas ¢ocaraza

OPXITII" — 3Hj10CKONMYeCKasi peTporpajHasi XoJlaHrnonaHkpeaTorpadus
SIK — sI3BeHHBII KOIUT

ANA — aHTHHYKJI€ApHbIE aHTUTENa

ASMA — aHTHTENA K TJIJIKON MYCKYJIaType

1gG4-CX — IgG4-accounmrpoBaHHbIil CKIEPO3UPYIOLINIA XOJAHIUT
PANCA — nepunykiieapHble aHTHHEHTPO(UILHbIC IUTOIIa3MaTHIe-
CKHe aHTHUTeNa

BBeaeHue

IlepBuunblit ckaeposupyroumit xonaHrut (INCX) — xponu-
YECKOe XOJIeCTaTUYECKOe 3a00/IeBaHUe NIEUeH HeYCTaHOBJICH-
HOM 3THOJIOTUH, XapaKTEepU3yIolleecs: HErHOMHBIM JIeCTPYK-
TUBHBIM BOCTIAJIEHNEM,, OOIUTEpUPYIOIUM (puGpPO30M U Cer-
MeHTapHOﬁ }ll/lﬂaTaIJ,VlelZ BHYTpU- 1/VNM BHETIEYEHOYHBIX KETU-
HBIX NPOTOKOB (YpoBeHb JjoKa3zaresbHocTH I1T).

EcrectBenHoe Teuenne [ICX nmpuBOgUT K pa3BUTHIO BTO-
PUYHOTO OMIIMAPHOTO LMPPO3a MEeYEeHH, TOPTAIbHON TMIIepTeH-
31K U TIEYEHOYHOM HEAOCTATOYHOCTU, MOKET OCJIO>KHATHCS XO-
JIAHTUTaMU GaKTepUabHON 3TUOJIOTUM, CTeaTopeeit, aeduiu-
TOM >XXMPOPACTBOPUMBIX BUTAMUHOB, OCTEONIOPO30M, a TaKXkKe
Pa3BUTHEM XOJAHTHO- U TeMaTOLEIUTIONSpHON KapuuHoMbl (XK
u I'lIK), konopekTanbHoro paka (KPP).

10

1.1. nuaemMmuoAorus

[ICX - penko BcTpeuatoleecs: 3a001eBaHne, KOTOPOe Yya-
CTO OTHOCSIT K opchanHbIM. IIpefcTaBnenust 06 UCTUHHOI pac-
npoctpaneHHocTu IICX orpaHUYeHHbI B CBSI3U ¢ MHOIOOOpa-
3MeM KIIMHUYECKUX MPOSIBICHUN, JTIUTEIbHOCTHIO OECCUMII-
TOMHOI'0O TeueHusi. B nocaeiHue rojibl BO BCEX CTpaHax MUpa
oTMevaeTcsl TeHAeHUus K pocTy 3aboneBaemoctu [ICX, uro,
BEPOSTHO, 00YCJIOBJIEHO PACTyLIMMU BO3MOXKHOCTSIMU AAar-
HOCTUKM, B YACTHOCTH IUMPOKUM BHEJPEHUEM MATHUTHO-PE-
30HAaHCHON xoJaHrnonankpearorpacguu (MPXIID). [lanHubie
1o 3a60J1€BaéMOCTHU B CTPaHaX MUPa KOJIEOJIOTCS B pefesiax
ot 0 10 1,3 ciyyast Ha 100 ThIC. HaceJleHUs B TOJl, a pacnpo-
ctpanenHocT — oT 0 1o 16,2 Ha 100 ThIC. [1]. B Poccuiickoit
depepaunu  3NMAEMUONOTMUYECKUE  MCCIEAOBAHUS IO
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AKTya/\bele BOIPOCbHI AMArHOCTHUKHU U AeHEeHMU NMepPBUYHOIO CKAEPO3NPYIOLLIETro XOAaHrMTa

pacnpoctpaneHHoctu u Bctpedaemoctu [1ICX o mocnennero
BPEMEHHU HE MPOBOJIUIIUCH.

1.2. OTHOAOIMA M NaTOreHe3

Otuonorust [ICX o koHua He uzyuyeHa. CylecTByeT 1ie-
JIBIF psifl pa3jM4YHbIX MOJIEJIEN MaToreHe3a U MHOXKECTBO Mpei-
JIOXKEHUH 10 KIMHUYECKUM MCCIIEIOBAHUSIM TaK Ha3bIBAEMBIX

Ceeoenus 06 asmopax:

Aboyaxaxoe Caiiap Pycmamosuy — K MH., cH.c., PTAOY BO KOY
Aboypaxmaros [Incaman Tunosuq — fMH., npoc., PEI'OY BO «Ilepsblit
MI'MY um. .M. CeuenoBa»
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Baxyaun Heopov I'ennaovesus — g.m.H., npod., PI'6OY BO «C3IMY
um. 1.M. MeyHuKoBa»

Beaoycosa Eaena Aaexcandposna — LM H., PO., 3aB. Kag. racCTPOIHTe-
posoruu 'BY3 MO «MOHMKU um. M.®. BragumMiupckoro»

Byesepos Aaexceli Oaez06uy — 1M H., npocpeccop, PBI'OY BO «Ilepsbiit
MI'MY um. 1.M. CeuyeHoba»

Bypnesuu 30yapo 3ouznesuy — x.Mm.H., PBI'OY BO «Ilepsbiit MI'MY
um. .M. CeueHoBa»

E¢anos Muxauna I'epmanosuy — .M H., Tpod., pyKOBOANUTEIb OTJ]. FenaTo-
6unmapnoit xupyprum I'BY 3 « MKHIL] um. A.C. Jlorunosa» [13M

Epemuna Eaena lOpvesna — M H., 1pod., 3aB. Kad. NponeieBTUKA BHYT-
pennux Oonesneit MenguuuHckoro unctutyra ®r'bOY BO «HUMIY
um. H.IT. OrapeBa»

Henamosa Tamvana Muxaiinosna — jM.H., PBIOY BO «Ilepsblit
MI'MY um. .M. CeuenoBa»

Havuenko Jlroomuaa IOpvesna — M H., npod., PI'6OY BO «PHUMY
um. H.W. [Tuporosa»

Kapmasanosckuii I'puzopuii I'puzopvesuy — i.M.H., npod., PI'BY «MH-
CTUTYT XUpypruu M. A .B. Buiinesckoro»

Knazes Oaee Baaoumuposuy — g.M.H., 3aB. OT[-HAEM BOCTIAJIUTENILHBIX 3a-
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Kyaesnesa I0aus Basepvesra — .M H., 3aB. OT/I. JIy4eBbIX METOJIOB Jiar-
noctuku u eveHust [BY 3 «MKHL] um. A.C. Jlorunosa» [13M
Jlonamkuna Tamvana Hukoaaesna — K M.H., jou., PBI'OY BO «Ilepsblit
MI'MY um. 1.M. CeueHoBa»

Hekpacosa Tamvsana [lempoera — K .M.H., Iol. Kad. NATOJOTMYECKOI1 aHa-
Tomun PBI'OY BO «Ilepsblit MI'MY um. 1.M. CeueHoBa»

Huxumun Heopw I'ennaovesut — f.M.H., npod., PI'6OY BO «PHUMY
um. H.W. Iuporosa»

[lasaenxo Baaoumup Bacuavesuu — I.M.H., Ipod., 3aB. Kad. Tepanun
®I'6OY BO C1TI'MY

Ilapgpernos Acgpoavo Heanosuy — n.M.H., Ipod., 3aB. OT/. MATOIOTUN KH-
meunnka 'BY3 «MKHI] um. A.C. JToruHoBa» [I3M

IToovimosa Ceemaana [ mumpuesna — .M H., Ipod., B.H.C. OTJ. TeNATOJIO-
run I'BY 3 «MKHI um. A.C. JTorunosa» [13M

Paiixeavcon Kapuna Jleonuoosna — .M .H., Ipo(. HAyYHO-KIMHIUECKOTO
1 06pa30BaTENILHOTO LEHTPA FAaCTPOIHTEPONIOrUH U renartosoruu Muctu-
TyTa BBICOKUX MeMumHCKuX TexHosornit PI'6O0Y BO CII6I'Y

Peiizuc Apa Pomanoena — .M .H., Ipo@. HAyYHO-KOHCYIbTATHBHOTO KIIH-
HUKO-iMarHoctuyeckoro ueHrpa HHWUM Snuaemuosnorun

Caiihpymouros Pagpux I aaumssarosuy — .M H., mpo., 3aB. kap. KTMA —
unman PIBOY IT10 PMAHIIO

Canoaep IOaus ['puzopvesna — KM H., C.H.C. HAyIHO-MCCIIEJOBATEILCKOrO
oty. renarosiornu ['BY 3 « MKHI] um. A.C. JlorunoBa» [13M
Ckasvieaeséa Examepuna Bacuavesna — K.M.H., Bpau-TepaneBT U ra-
ctposHTeposor ®I'OY BO «C3I'MY um. .M. Meunnkosa»

Cromkun Baaoumup Eez2envesuu — pM.H., npod., TBY3 «HUU CII
um. H.B. Ckimcpocosckoro» 13M

Xomepuru Cepeeii I'epumanosuy — j.M.H., npod., 3aB. n1a6. naTomopoJo-
run I'BY 3 «MKHL] um. A.C. JToruxoBa» [13M

Xaiimenosa Tamvana IOpveéna — K.M.H., 3aB. OT/I-HMEM 3a00JIeBaHUI
I'bBY3 «MKHIL] um. A.C. JloruxoBa» [I3M
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VHAVBUY aTIbHBIX OMOIOTMYeCKNX MeXaHn3MoB pa3putust [ICX
[2]. [TokazaHo 3HaYeHne reHeTUYeckuX (hakKTOPOB B 3THOMNATO-
renese [ICX. BoijiesieHO HECKOJILKO IalIOTUIIOB T'€HOB IJIaBHO-
ro KOMIUIEKCAa F’MCTOCOBMECTUMOCTH, HanboJsiee 4acTo BCTpe-
vatomuxcs npu [ICX [3, 4]. 'enHeTnuecku-peHoTuNMMIecKne
accolMalMK WUTIOCTPUPYIOT 3HAYMMOCTh KIMMYHHOTO OTBETa B
narorenese IICX u ero B3auMofeficTBHS ¢ MUKPOOHOMOM Ue-
noBeka. MIHTepec npefcTaBiseT rumnore3a CyuecTBOBaHus cyo-
MOMYJISIUYU JONTOXUBYIIMX T-TUM(pOUMTOB, XpaHSIIX WH-
¢opmalro 0 paHee JECTBOBABIIMX aHTUreHax. Tak Ha3biBae-
Mbl€ KJIETKU TTaMSITH, TPUCYTCTBYS U B IEUYEHHU, U B KMIIIEYHUKE
nanpeHToB ¢ IICX, accouuMpoBaHHBIM C BOCHAIUTEIbHBIMU
3aboneBanusmu kuieynnka (B3K), mpu ctumynsiumm o6ummvnm
AHTUI'CHAMM aKTHBUPYIOTCSI U 00ECTIEUNBAIOT BTOPUYHBIN M-
MYHHBII OTBET B 6oJiee KpaTKue Cpoku [5, 6].

2. Kaaccndpmkaums

Krnaccudukanmm [ICX, ynoBneTBOpsIOLIEi BCEM paBUIamM
CO3/1aHMsl KJIaCCU(PUKAIMOHHOW CHCTEMBI, 10 HACTOSIIETrO Bpe-
MeHHU He pa3pabdoTano. Hanbonbimii MHTEpeC Ha CerOHSIIHNI
neHb npepctasinsieT Kiaaccugukanus [ICX, ocHoBaHHast Ha pa3-
ymunu peHotunos. IMpumenurensno k IICX denoTun xapak-
TEpPU3yeTCsl ONPEJeNIEHHON YepTOi U COBOKYITHOCTBIO MPU-
3HAKOB, ONPEIENSIOMUX pa3nnunst Mexxay nauupentamu ¢ [1CX,
CBSI3aHHBIC C KIIMHUUECKU 3HAYMMbIMU UCXOaMK 3a00JICBaHUS
(KITMHUYECKUe MPOsIBIICHNS], 000CTPEHHUs, OTBET Ha TEpanuio,
TEMIIbl IPOrPeCcCUpPOBaHUS 3a00JI€BaHUS, CMEPTb MIIM TPAHC-
MUIaHTauus neyeHn). PesynbraThl nociefHuX reHeTHYeCKnX 1
UMMYHOJIOTMYECKUX MCCIIeJOBAHUI MO3BOJINIIN BbIJIEUTD Clle-
nytotme peHotunmmueckre opmbl [ICX [7] (eM. TaGauiy).

Pestome. B xnuanyeckom nuarnose I[1CX nenecooGpasHo
oTpaxkenue ¢genoruna 3adoneanus: [ICX mManbix mpoTOKOB,
[ICX kpynubix nportokoB, [ICX ¢ Hannuuem TOMUHAHTHOWN
crpukTypsl, [ICX ¢ npuznakamun AUT, TICX, accounnpoBaH-
Hblil ¢ B3K (SIK umu BK), IgG4-CX (ypoBeHb 10Ka3aTeIbHO-
ctu III). [Ipu popmynupoBanny uarnosa menecoodpa3Ho OT-
paXkaTb HAJIMUYKE TeNaTOOMIIMAPHBIX U BHEMIEYEHOYHBIX OCIIOXK-
HEHWI, aCCOLMALMIO C APYTMMHA UMMYHOONOCPEIOBAaHHBIMU 3a-
6oseBanusiMU (ypoBeHb lokazaTesbHocTy 11).

3. AnarHocTnyeckune kputepumn INCX

[TarorHoMmonnuHbIX KpuTepues auarHoctuku [ICX He cy-
miecTByeT. [lnarno3 opMyarpyeTcsi Ha OCHOBAaHUM COBOKYTI-
HOCTH JIAHHBIX aHAMHe3a, KIMHNYECKOl KapTUHBI, OBBILICHHS
ChIBOPOTOUHBIX MapKepoB XoJlecTasa (1iesouHol (ocdara-
3bl — P, ramma-rmoramunrtpancnentuaassl — [TTIT), MPT-
XOJIAaHTMOTpahrn ¥ TUCTOJIOTHUECKIX N3MEHEHNI (YPOBEHb JI0-
KazaresbHOCTH I1).

3.1. Kano6wvt u anamnes. Ocodennoctoro IICX siBsieTcst
JNIUTENbHOE OTCYTCTBHE KIMHUYECKON cumnroMaTiki. B 50%
cy4daeB 60JIe3Hb, KaK MPABUIIO, MArHOCTUPYETCS Wb NPH 13-
MEHEHUM (PYHKUIMOHAIBLHBIX Mpo6 nevyeHu. CrielyeT BbICNITh
OCHOBHbIE, HauboJiee YacTO BCTpevaroluecs: KIMHUYeCKue
cumnrombl [ICX (abnommHanbHasi 6071b, XKeTyXa, KOSKHbIH 3y/1,
pacuechl KOxXH, TMXOPaKa, cIaboCThb, TOTEePst MACChI TeJa, eve-
HOYHasl HEIOCTATOYHOCTD, ACIIUT, KPOBOTEUEHUE U3 BAPUKO3HO-
pacIIMpeHHbIX BeH MUILEBOJIA, GaKTepUANIbHbIN XOJIaHTUT, 6ec-
cumnToMHoe TeueHue) [8]. IlposiBieHns peumuBUpPYIOILETO

Koumaxmmuasn ungpopmayus:
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Kaaccudpukauns MCX no dpeHorumny [7]

B 3aBucumoctn ot Bo3pacta manugecramyun IICX

JleTu — yallle ayTOMMMYHHbII IEPEKPECTHBINA CUHAPOM

Mounofibie — THIMYHOE 60Jiee arpecCUBHOE TeueHHe

[Toxxunoit n crapueckuil BO3pact
ITo cTenenn BOBIEYEHHOCTH XKeJTYHBIX NPOTOKOB

[ICX kpynubix npoTokoB  [ICX BHeneuYeHOUHbIX MPOTOKOB

[1CX BHYTpuUNEYEHOUHbIX TPOTOKOB

Coueranne [ICX BHyTpH- 1 BHENEYEHOUHbBIX NIPOTOKOB

[ICX ¢ 1OMMHAHTHON CTPUKTYPOIt
[1CX ManbIX MpOTOKOB
OTtHocutensHo accommanuu I[ICX ¢ B3K

AK — ToTanbHbINA KOJIUT C MITKAM T€UYEHHUEM U BOBJICUCHUEM AUCTAIBHBIX OT/EIOB TOHKON KUILIKU

BK — 6onee yacto npu [ICX manbix NPOTOKOB (XapakTepu3yeTcs 6osiee GaronpusiTHbIM UCXOIOM)

HeyTouHeHHbli KonuT

Konut 6e3 KIMHUIEeCKUX MPOSIBICHUI — IUATHOCTUPYETCSI TOJIBKO MPU KOJOHOCKOMUHM (JTyUllie UCXOJIbI)
B 3aBuCcHMOCTH OT YPOBHsI KOHLIEHTPALMM B ChIBOPOTKe KpoBu IgG4

HopmanbHblit ypoBens 1gG4

1-2 Hopmbl — 10% I1ICX, MoxKeT ObITh NPEAUKTOPOM HEGIATONMPUSITHOIO UCXOAA
>2 HopM — Haubomee BeposTHO [gG4-CX

OTHOCHTETBHO pacosoﬁ WJIM STHUYECKON NMPUHAAJIC2KHOCTH

EBponeiickue cTpaHbl
Crpanbl Adpuku
Crpanbl A3un

Ipumeuanue. SIK — si3Bennblit Konut, BK — 6one3ns Kpona, IgG4-CX — IgG4-accouumpoBaHHbIN CKIEPO3UPYIOLUIA XOIAHTUT.

CHHIpOMa OOIel MHTOKCUKAUMK (JIMXOPajIKa, 03HOObI) MOTYT
ObITH 00YCIIOBIIEHBI 060cTpeHreM comyTcTByromero B3K, a Tak-
ke pazsutreM XK, yacto ocnoxusiroieii Teuenve [1ICX [9].

3.2. Buoxumuueckue mecmuwl, UCRO1b3YeMble 8 OUAZHO-
cmuke I[ICX. I1pn 6MOXMMHUYECKOM MCCIIEIOBAHUM KPOBH OT-
anuuTenbHoi ocobeHHocThio IICX sBasieTcst NOBbILLIEHNE aK-
tuBHOCTH LI®, He 3aBucsee oT ypoBHsl 6unupy6una, [TTII.
P MokeT ObITH EANHCTBEHHBIM MHUKATOPOM OOJIE3HU NPH
ee 6eccumntTomMHoM TeyeHun. CHikenue P B chiBopoTke
KPOBU BO BpeMsi 60JIE3HU SIBIISIETCS TPEAUKTOPOM Gosiee 6aro-
NPUSITHOTO UCXOfIa U GoJiee JINTETILHOTO CPOKA BLIXKMBACMO-
cTu 6e3 TPaHCIIAHTALMK MIEUYeHH, a TAKXKe CBS3aHO CO CHIKE-
HUEM pHCKa 3JI0KaYeCTBEHHbIX HOBOooOpaszoBanuii [10, 11].
YpoBenb 6mmpy6rHa B CHIBOPOTKE KPOBU OOBIYHO HA MOMEHT
noctaHoBkM auarto3a [ICX ocTtaercs B npefiesax HOPMbI, OfI-
HAKO OH MOXET ObITh MOBBIILIEH y NALEHTOB C NPOJIBUHY THIMU
cTajisiMu 3a6051eBaHusl, (GOPMUPOBAHUEM CTPUKTYP, PH MPH-
COEMHEHNN X0JiefloXxonuTnasa [12].

3.3. Hmmynonouveckue mecmot 6 ouaznocmuxe INCX.
ITpu IICX ayTouMMyHHbIE aHTUTENA BbIBISIIOTCS. B 97% city-
4yaeB, OIHAKO 00Ja/IatoT HM3KOM cnenduyHocThio [13]. Yate
BBISIBJISIFOTCS] aHTUHYKJIeapHble antutena (ANA), aHTukapamo-
JIMTIMHOBBIE aHTUTEJNA, IEPUHYKJIICAPHbIC aHTUHENTPO(UITbHBIE
muTorutazmarnyeckue anturena (pANCA) [14]. [1ns ycTaHOB-
nennst fuarno3a [1CX cKpuHUHT aHTHUTEN He TpebyeTcs.

3.4. Mopghonroeuueckue uzmenenus npu IICX. Muoro-
o6paszue Mmopdonornueckux usmenenuit npu [ICX ob6ycnosne-
HO HEPABHOMEPHOCTBIO TIOPAXKEHUSI SKETUHBIX TPOTOKOB U CITy-
SKUT TIPENSITCTBUEM JIJIsl LIMPOKOTO UCTIOIb30BAaHUSI OMOTICUN
nevenu (BIT). [Tpumenenne BI1 nan6onee onpaBpano B cirydae
TICX manbix NpOTOKOB, NPY MOJO03PEHUU HA Ay TOMMMYHHbII
nepekpectHblil cunpoM (TIC) IICX/ayTouMMyHHOr0 renaTura
(AMNT), a Takxe B puarHoctuke IgG4-CX. Mopdoaoruueckoe
HCClIe[JOBaHUE BbISBJISET, HApsA/ly C MPU3HAKAMU X0JIecTasa, ne-
PUAYKTAIBHBIN (pubpo3 ¢ o6pazoBaHreM (UOPO3HBIX KOJIEL] IO
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TUIY JIyKOBUYHOW LIEJYXH, CIABJIEHUE MPOCBETA MPOTOKA 10
MOJIHOW O6JUTEpALUH, MPOJUMEPALNIO KETYHBIX TPOTOKOB
WM IyKTONEHUIO, XOJAHTMO3KTa3bl, IECKBAMALUIO SMUTEIHU-
aJIbHBIX KJIETOK MPOTOKOB, MH(PUIBTPALMIO BOKPYT TPOTOKOB
JUMQOTUCTUOLMTAPHBIMU JIEMEHTAMHU, TIONMMOPQHOSIE PHBI-
MU HEWTpOUIaMH, IPUYEM IIFIOTHOCTb NOPTAIBHON MH(UIIBT-
pauuu HeBenuka, ocooeHHo B cpaBHeHuu ¢ AUID nmm T1BX.
[Ipu nopaskeHuM KPYMHbIX XKEJTUHbIX POTOKOB U3MEHEHUS B
MEJIKMX NMPOTOKaX MeYeHN MOTYyT OTCYTCTBOBaTh. Kitaccuue-
cKas KapTuHa (propo3a XKeNYHbIX MPOTOKOB M0 TUILY JIyKOBOI
LIEJTy XU BbISIBIISIETCS B cpefiHeM Tobko Y 10% GonbHbIX [15].

Pestome. Knuunueckas kaptuna IICX otnuuaercs upes-
BbluaiiHO# BapuabenbHOCThI0. OcobenHocThio IICX sBinsiercs
JJIUTENIbHOE OTCYTCTBUE KIMHUYECKON cuMnToMaTiku B 50%
cayydaeB, B 5% cayuaeB auarno3 [ICX ycranaBnuBaeTcs Ha
cTajiuy UUppo3a neveHu (ypoBeHb fokaszaresnsHocTy 11I).

[Tpy GMOXUMHUYECKOM MCCIIEIOBAHUN KPOBHM OTINYUTEb-
HoM oco6eHHOoCThIO [ICX siBnIsieTcs MOBbILLIEHNE aKTUBHOCTHU
P, He 3aBucsiee oT ypoBHs: bunupyouHa (YpoBeHb 0Ka3a-
TenbHocTH 1),

AyTOMMMYHHbIE aHTUTEJA 00Iaal0T HU3KOH crienuduy-
HocThIO. [17151 ycTaHosnenust iuarno3a [1ICX cKpuHUHT aHTUTEN
He TpebyeTcsi (ypoBeHb iokazarensHocTu 111).

IMposepenue BIT onpaspano B ciyvae [ICX Menxkux nporo-
KOB, NP TIOJJO3PEHUN HA a2y TOMMMYHHbIN NIEPEKPECTHBII CUH-
apom [ICX/AUT', IgG4-CX (ypoBenb iokazarenbHocTH I11).

4. AyueBas anarHocrtuka INCX

4.1. Yavmpa3seykoeoe uccaedosanue (Y3H) sisnsercs
HepBblM, HO HE OCHOBHbBIM METOJOM B pﬂ}ly I/lHCprMeHTaHb-
HbIX MeTonioB auarHoctuku [ICX. B cuiny HEBO3MOXKHOCTHU
MOJIyYEeHUS TIOJTHOTO N300pakeHus IPOTOKOB HA BCEX YPOB-
HSIX, a TaKXKe U3-3a CBOeH CYOBEKTUBHOCTU METOJ] HE MOXKET
PEKOMEH/IOBAThCSI B KAUECTBE OCHOBHOTO [16].
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AKTya/\bele BOIPOCbHI AMArHOCTHUKHU U AeHEeHMU NMepPBUYHOIO CKAEPO3NPYIOLLIETro XOAaHrMTa

4.2. Maznumno-pe30HancHAs X0AAHUONAHKPeamozpa-
¢us. TIpy BOBICUEHUU B TIPOLIECC OOIIETO KETYHOrO U Teve-
HOYHOT'O TIPOTOKOB ONPEJEIISICTCS PACLIMPEHUE MO TUITY JIUBEP-
THKYJIOOOpa3HbIX BBIMSTYMBAHUI, C HEPOBHBIMU KOHTYPaMH, Jie-
¢opmanueii, ¢ MHOXKECTBeHHbIMU 30HaMu cyskenusi. MPXIIT
SIBIISIETCS «30JI0ThIM cTaHAapToM» auarnoctuku [1ICX [17, 18].
ITo maHHbIM MeTaaHanu3a, nposefaeHHoro M. Dave u coasr.,
YYBCTBUTENLHOCTH U crnienuguunocts MPXIITT B iuarnoctuke
B IICX cocraBnsitoT 86 u 94% coorBeTcTBeHHO [19].

4.3. Myavmucnupaabnas KOMRbIOMeEPHA MOMOPA-
¢ua (MCKT), B ormmuue ot MPXITIT', He siBJsieTCsSI METOIOM
Bbi6opa st auarHocTuku [ICX. Tem He menee MCKT ¢ KoHT-
pacTUpOBaHMEM CIYKUT OHUM U3 CIIOCOO00B nhpepeHIratb-
Hoil auarHoctuku [ICX 1 onyxoneBoro nopaxKeHus KeauHbIX
MIPOTOKOB (B NEPBYIO ouepefb — onmyxonn Knaukuna).

4.4. dnoockonuieckaa pempopaoHas X0AAHIUONAH-
kpeamoepagus (IPXIIT') paccMaTpuBaeTCs Kak AOTMOIHATENb-
HBII1 YTOYHSIFOLIMI METOJ1 IMArHOCTUKM B TEX CIIy4asix, KOrja 1o
pe3yasraram MPXIII" u BI1 HEBO3MOKHO TOYHO yCTaHOBUTH
AMarHo3 oo KOraa UX BbIOIHEHUE TPOTUBOIOKa3aHo [20].

Pe3stome. Kommniiekc pa3iMyHbIX MHBa3UBHBIX U HEMHBA3MB-
HBIX METOJIOB JIyueBOi1 IMarHocTUkM y 60mbHbIX ¢ [ICX no3so-
JISIOT TOJYYUTh JIOCTOBEPHYIO HMH(OPMALMIO O COCTOSHUU
SKEITYHBIX MPOTOKOB, YTO B IMOCIENYIOIEM MMeeT OGOoJblIoe
3HAuYEHUeE J|Is1 BIOOpA ONTUMAJIbHON TaKTUKHM TE€PaneBTHYECKO-
r0 U XMPYpPruyeckoro jeveHust (ypoBeHb lokazarenbHocTH II).

Y3MU sBasieTcsi IEpBbIM B PsiJly MHCTPYMEHTAILHBIX METO-
noB guarHoctuku [ICX, ofHaKO HE MOXET ObITb OCHOBHBIM
(ypoBennb nokazatensHoctu I1I).

MPXTII" — ocHoBHO# MeTof tyueBoi auarnoctuku [1CX,
KOTOPbII MO3BOJISIET NOJTYYUTh N300paskKeHNe SKEITUHBIX MPOTO-
KOB HEM3Ba3MBHbIM cIOCOOOM (YpOBeHb jJokazareabHocTH I1T).

DPXIII" — MeToy AMarHOCTUKY B TEX CIydasix, KOTJia 1o pe-
syabTataMm MPXIII™ u BIT HeBO3MOKHO TOUYHO yCTaHOBUTD M-
arHo3 MO0 KOryia UX BbINOJHEHUE TIPOTUBONOKA3aHO (YPOBEHb
nokasarenbHocTH I1I).

st mudpdepenmanbion auarnoctuku [ICX u apyrux mo-
PakeHUil >KeIYHbIX MPOTOKOB PEKOMEHYETCsl BbINOJHEHUE
BHYTPUIPOCBETHON OMOICUH.

5. OCHOBHbI€ KAMHMYECKN 3HaYUMble
¢denorunbl NMNCX

5.1. IICX co cmpuxmypamu yceaqnvix npomoxos. Cpenu
BapuanToB [ICX, knmuHnveckasi KapTuHa KOTOPBIX ONpefiessieT-
Cs1 HAJIMYMEM CTPUKTYP KEITYHbIX MPOTOKOB, BBIJICIISIOT:

e TICX co crpukTypamu KpynHbix npotokos (IICXkpm) —

KJylaccuyeckast (popma:

¢ JICX BHENeuYeHOYHBIX MPOTOKOB;

e [ICX BHyTpHUNEe4YEeHOYHbIX TPOTOKOB;

e coueranue [ICX BHYTpU- U BHENIEUCHOUHBIX IIPOTOKOB;

e TICX ¢ mOMMHAHTHO¥ CTPUKTYPOIi (6oJiee TSKeblil po-

THO3, Ipy 3ToM yaile Bctpedaetcst XI'K).

e [ICX manbix nporokos (IICXmnp).

5.1.1. TICX co cmpukmypamu kpynwbix npomorxos. Knaccu-
yeckasi, Hanbosee yacTo Berpevaroiascs popma [TCXknp xa-
pakTepu3yeTcsl HATMYUEM CETMEHTAPHbBIX CTPUKTYP C TIPOKCHU-
MaJIbHOM AUJTaTauyeil, YeTKOOOPa3HbIMI PACILIMPEHUSIMHI JKeTd-
HBIX NPOTOKOB NpU XoJtaHruorpacduu. st kinaccuueckoit (op-
Mmbl [ICX xapakTepHbl npeobsaganne Mmyx4unt (3:2), cpepHuit
Bo3pacT (30-40 net), namune xosectasza. B 60-80% cnyuaen
¢uxcupyetcs couetanre ¢ B3K. [lomuHaHTHast CTpUKTypa Hau-
6oJiee 4aCTO ONUCKIBAETCS KAK CTPUKTYpa MeHee 1,5 MM 7151 00-
LIEro >KeTYHOro MpoToka wim 1,0 MM — JJ1st IEYEHOYHOT O MPOTO-
Ka B 2 cM OT GuypKaium, pa3BuBaeTcst npuodmsnTensHo B S0%
ciyyae [ICX. Psn nccnenoBannii ykasbiBatoT Ha 6osiee Hebaro-
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npusATHbIN nporHo3 [TCX npu HaMYMM JOMUHAHTHOM CTPUKTYPbI
[9, 21] onpenensieTcst Bbicokasi yacToTa BblsiBiienust XK [22, 23].

5.1.2. T[ICX co cmpuxkmypamu Maibix nponoKos MNarHoCTh-
pyercsi B TeX ciyyasix,, KOrjia KJIIMHUYeCcK1e , GMOXUMUYECKHe 1 TH-
CTOJIOTMYECKME U3MEHEHNS! SIBHO yKa3biBatoT Ha Hammume [1CX,
NpU OTCYTCTBUU XoJlaHrnorpacpuyeckux usmenenuit. [ICXmmp
orimyaercst ot [ICXkmp 6osiee MIrKUM TeYeHUEM U MHOTHMU aB-
TOPaMM PACLEHMBACTCS KAk (PEeHOTUNIYECKH 00YCIIOBIIEHHAs! BEp-
cust knaccuueckoil popmbl [ICX. EcTtecTBeHHOE TeueHne aTou
hopMbI XapakTepusyeTcst 60s1ee 6IaronpusTHLIM MPOrHO30M, Me-
Hee yacToil Tpancopmanueit B XK, 6osee BbICOKOI POIOJIKHU-
TEJILHOCTBIO >KN3HU 0e3 TpaHcIianTauuu [24, 25]. Ha ceropusiiu-
HMI JIEHb HET OKOHYATEJIbHON SICHOCTH, siBasieTcs i [ICXmnp
pauseii craguert [ICXkmnp, 6osee MArKM BapraHTOM TeueHust 00-
JIC3HH WU OT/IEJIbHBLIM 3a00JieBanyeM [8, 23].

Pestome. IICXKpI — 4acTO BCTPEUAIOLIAsICSl KIIaCCUUECKast
¢opma [ICX. Ina [ICXknp xapakTepen 6ojee Hebmaronpu-
ATHBIA MPOrHO3 NPU HAJIMYMU JOMUHAHTHOW CTPUKTYPbI, IIPU
aToM yvaie BcTpevaercs XK.

Bapuant [ICXwmnp auarHoctupyeTcs B TeX ciydasix, Korja
KJIMHUYEeCKHe , OMOXMMUYECKHUE U TUCTOJIOTMYECKNE N3MEHEHUST
SIBHO yKa3bIBatoT Ha Hanuune [1CX, npu oTcyTCTBUU XONaH-
ruorpauuecknx u3MeHeHuii (yposeHn gokasaresnbHocTtu I1I).

6. lNepekpecTHble CUHAPOMBI

Hepexpecmuwtii cunopom — ICX ¢ npusnakamu AUT .
AUT n [ICX paccMaTpuBaroTCs KaK CaMOCTOSITEIIbHbIE 3260-
JeBaHus neyeHu. HoMeHknaTypa u AMarHoCTUYECKUE KpUTe-
puM A1 COYETaHUI Ay TOMMMYHHBIX 3a00JI€BaHUIl IEYeHU He
CcTaHfapTU3UpoBaHbl. IIpy 3TOM Hanuuue TaKOro COueTaHusl,
kak AUT/TICX, obwenpusHano. B kauectse kputepues «I[1CX
¢ npusHakamu AVI™» pekoMeHyIoT creflytolye: ypOBEeHb aja-
HUHAMUHOTpaHCcgepasbl B 5 pa3 Bbllle BEPXHEN IPaHULbl HOP-
mbl (BI'H); IgG cbiBopoTkM KpoBM, npesbluiatoume BI'H
B 2 pa3za; ANA, ASMA B uarHocTU4eckoM TUTpe; MOpoJIo-
IMYECKUE KPUTEPUU: HEKPO3bI, PO3€TKOOOPa30BaHUe, IOPTallb-
HOE WM NepUnopTalibHOe Bocnajexue [§].

B otpenbhyto rpynmy BbigessitoT ayToummyHHbli [1C TICX
menkux npotokos ¢ AUI (IICXmnp/ANI"). Cpenu 601bHBIX
¢ [1C IICX/AUT TICXwmmp BcTpedaeTcs: Hanbosee 4acTo.

Pe3some. Homenknatypa couetanuss AU u IICX He cran-
AAapTU3MpOBaHa. B KIIMHUYECKON NPaKTUKE CIIElyeT MOJIb30-
BaTbCsl TEPMUHOM «IIEPBUYHbII CKIIEPO3UPYIOIUI XOJIaHIUT C
NpU3HaKaMK¥ ayTOMMMYHHOIO renaTtuta» (ypoBeHb [oOKa3a-
TeabHoCcTH 1V).

B xiMHMYECKO! MPAKTUKE PEKOMEHAYETCS! BbIIOJHEHUE
BII Bcem maupeHTam ¢ TUIMYHON XOJIAHTMOTpadhuuecKoi Kap-
tuHOM [ICX ¥ ¢ moBBIILIEHNEM aKTUBHOCTY aMUHOTpaHChepas
=5 BI'H (yposensb pokazarensHocT I1I).

Boemommenne MPXIII noka3ano namuentam ¢ AWUI, B oco-
GEHHOCTH C JeO0TOM 10 25 NeT, PYU HAJIM4UU KJIMHUKO-T1ab0pa-
TOPHBIX TIPU3HAKOB X0JecTa3a (ypoBeHb joka3aTtensHocTn 11).

Huarno3 AUT/TICX pekomeHiyeTcsl yCTaHaBIMBATh NP Ha-
JIMYMK TUTMYHOM XOJIaHIMOrpachuuecKon Ui rUCTOIOMMUECKOi
(mepupyKTYJISIpHbIA KOHUEHTpuyecKuil pudpo3) kaptunbl [ICX
Y NEPUNOPTAIbHOM IeNaTUTE C BHICOKOI HEKPOBOCIATIUTEIbHOI
AKTHUBHOCTBIO B 6uonTare (ypoBeHb fiokazaTtensHocTu I1I).

7. INepBHUHbBIN CKAEPO3UPYIOWNIA XOAQHTUT,
accoummpoBaHHbiit ¢ B3K (IMCX-B3K)

[ICX-B3K — oco6blil (heHoTHu, [ONOIHSIOIWMI paHee
onpefiesieHHble (PeHOTHNbI (YPOBEHb JloKazaTenbHocTH 111).

Bcewm 6onpnbiM [ICX 6e3 mpusznakoB B3K pekomenpy-
eTCsl MPOBOJIUTH MIJIEOKOJOHOCKOMUIO JIJIsl MCKIIFOUCHUS
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E.B. BuHHMLIKas v cOaBT.

acuMnToMHoro/mManocumntTomuoro Bapuanta B3K c 6uo-
ncueit (ypoBeHb fokazarenabHoctu III).

ITpu ycranosnennom couetanuu IICX-B3K, oco6enHo ¢
HAJIMYAEM PeTPOrpajHOTrO WIIENTa, a TaKXKe B OTCYTCTBHE MO-
pakeHust NpsIMOI KMILIKY, BCeM GOJIbHBIM PEKOMEH1yeTCsl Po-
BEJICHUE MJICOKOJIOHOCKOIHUH JIJIsl YTOUHEHHs aKTMBHOCTH BOC-
najieHusi B KMke (ypoBeHb fokaszaTenbHocTy I11).

Coueranne [ICX ¢ B3K, oco6enno ¢ SIK, 3HaUnTEILHO 1O~
BbImaeT puck pa3sutust KPP. Takum 607bHBIM peKOMeHyeTCst
peryJisipHoe NMPOBEJICHNE TOTATLHOM KOJIOHOCKONUK €XKETOJIHO
nm 1 pa3 B 2 rofia ¢ 61oncueil u3 moOblX BU3yaIbHO MOJI03PU-
TEJIbHBIX Ha HEOIIa3MIo y4acTKOB (YPOBeHb jjoka3aresnbHocTH 1I).

Bcem manentam ¢ B3K, y KOTOPBIX NMEIOTCST OTKIIOHEHUSI
OMOXMMHMYECKHX MEeUYeHOUYHBIX MokaszaTteseil, ocooenno P u
I'TTII, pexomennyetcs nposenenre MPIIXT nns nckmouennst
IICX (yposenb gokazarenbHoctu II).

Bonpubie [ICX-B3K BepyTcs no npasuiiam BefeHus: 6071b-
HbIx ¢ B3K (yposenb jokaszarensbHoctu II). Pekomennyercs
NpUMeHeHNe ypcope3okcnxoiieBoil kucaoTsl (Y IXK) y B3poc-
abix 607bHbIX IICX B fo3ax ot 13 go 20 Mr/kr B cyTku (ypo-
BEHb IoKa3aTesbHoCTH II).

8. 1gG4-accounnpoBaHHbiit
CKAE€PO3MPYIOIMM XOAQHTUT

1gG4-CX — ocobast popMa CKIIEPO3UPYIOIIEro XOJaHTUTa,
XapaKTepU3yIoLasicsl MOBbILIEHNEM CHIBOPOTOUYHOIO YPOBHSI
1gG4, undunvrpanueit [gG4-n03MTUBHBIMU TIIA3MATHYECKUMU
KJIETKaMHU CTEHOK KEJTYHbIX MPOTOKOB B COYeTaHuM ¢ puodpo-
TUYECKUMU N3MEHEHUSIMU B HUX, & TAKXKE TMOJIOXKUTENLHBIM OT-
BETOM Ha Tepanuio KopTukoctepouamu [26].

ITo knmHnvyecknm nposiBneHusim Teuenne [gG4-CX n [ICX
MPAKTUYECKN Hepa3amunmo [27].

Ins 1gG4-CX XapakTepHO MOBBIILIEHHE KOHLEHTpalun
IgG4 ceiBopoTKM KpoBU cBbllie 135 mr/ain. OgHako nokasa-
TeJb HE SBJISIeTCSs CTporo crneuududnbmm 28, 29].

Pe3stome. PexomennyeTcst yctanaBmmBaTh auardos [gG4-CX
TIpY COYETaHNN GMOXMMUYECKNUX , PAIMOIOTMYECKUX U THCTOJIOM -
YeCKUX NMPU3HAKOB, CPE[IX KOTOPbIX MOBBIIEHHbI YpoBeHb 1gG4
B ChIBOPOTKE KPOBM, BHYTPHM- M BHENEUEHOUYHbIE OMIIMAPHbIE
cTpukTypbl npu  MP-xonanruorpadum, MyabTH(MOKAILHbIS
1gG4-mumdponnazmaTryeckue MHUIBTPALMH , CKJIEPO3UPYOLLIMI
(pubpo3 >KemuHbIX NPOTOKOB (YPOBEHb JoKazaTesbHOCTH IT).

9. AeyeHue NEPBUYHOTO CKAEPO3UPYIOLLErO
XOAQHIUTa

B HacTosiiee Bpemst OTCYTCTBYET KaKON-JIMO0 JIeKapCT-
BEHHbII MTpenapaT, COCOOHBIN CYIECTBEHHO U3MEHUTDH Teue-
Hue u nporHo3 [1CX.

Baraspt Ha acppekTrBHOCTE YIXK He offHO3Ha4HbI. PaH-
TOMM3MPOBaHHbIE NCCIeN0BaHNs BbICOKUX 103 Y XK nmokaza-
T TEHJCHIMIO B YJTyUIIeHNN OMOXUMIIECKUX TTOKa3aTelnel, HO
JaJIbHElIIee TOBbIIIeHNE 103bl HE TOJLKO HE BIIMSJIO HA UCXOJ]
3a060J1eBaHusl, HO U BbI3bIBAJIO CEPbE3HbIE MOOOUYHBIE 3(PEKTHI.

Paccmarpusas Bormpock! npumenenust Y [IXK B npakTuue-
CKOW MepguuuHe, psif aBTopoB, B yacTtHocTu J.H. Tabibian
u K.D. Lindor [30], pekomenaytor npumenenne Y XK B cpep-
HUX J103aX, a MPU CHUKEHUM LIeN0o4HOol ¢ocdarassl 1o 1,5
HOPMBbI — OTMEHY Ipernapara.

AnTubakTepuanbHas Tepanus NPeCTaBISIeTCs OTHAM U3
nepcrnekTUBHbIX MeTofioB Teparmuu [1ICX. Ognako goarocpou-
HO€ MPUMEHEHNEe aHTUOMOTUKOB MOKET ObITH CBSI3aHO C PSIOM
MoGOYHBIX 3(pheKTOB.

[lepcriekTMBHBIM sIBIISIETCST McclefioBaHne 3(h(HEKTUBHOCTH
1 6€30MacHOCTH aJbTEPHATHUBHBIX METOJOB BO3/IEHICTBUS HA

14

KMIIEYHYI0 MUKPOOUOTY, TAKUX KaK MPEOMOTUKU, IPOOUOTUKU
WM TPaHCTIJIaHTauus (heKanbHOI MUKPOOUOTHI. UeTKne Kpu-
TepUM HEOOXOMMOCTH Ha3HAYEHHsI UMMYHOCYIIPECCUBHOI Te-
panuu npu [ICX ¢ npuznakamu AUI orcyrctBytor. B coor-
BETCTBUMU C psioM pekomenjauuii npu I[ICX, conposoxpiato-
1IeMcsl TIOBbILLIEHNEM YPOBHEN aMUHOTpaHcdepas 6osee yem
B nsATh pa3 oT BI'H u nosbienreM ypoBHs 1gG cbiBopoTKU
KPOBH B [1Ba Pa3a, PEKOMEHlyeTCsl Ha3HaueHue UMMYHOCYIpec-
cuBHOU Tepanuu. [JokaszaresbHas 0a3a [y 9TOil Tepanuu oT-
CYTCTBYeT. B KiIMHMYeCcKOil NpakTHKe BONPOC 00 MHULMALIY
ummyHocynpeccusHoit Tepanuu npu IICX ¢ npuznakamu AU
ClieflyeT pellaTh C y4eTOM BO3MOXKHbIX OCJIOXKHEHUI, peryJisip-
HO OLECHUBATH OTBET Ha JICUEHHE, 4 TAKXKe pacCMaTPUBATh LA~
JsLIME CTEPOU/HBIE CPEJCTBA [ NALMEHTOB, HY KAAIOLINXCsl
B JUIUTEJILHOI TEPaIH.

10. lNoka3aHus K TPaHCNAQHTALIMKM NEeYeHH
npum INCX

OproTtonuyeckas TpancnianTauus neyenu (OTIT) — merop
panukanbHoro jedenust 6oapHbIX ¢ [ICX, BbKMBaeMOCTh pe-
uunueHToB coctasiseT 85 u 70% uepes 5 u 10 net, cooTBeT-
ctBeHHo [30]. [Tokazanus k OTII npu [ICX cyuiecTBeHHO He
OTJIMYAIOTCS] OT TAKOBBIX TPY TEPMUHAJIBHBIX CTAUSIX APYTHUX
6one3neit neuenn [31]. [IppopuTeTHOCTH B MPOBEAIGHNH TPaHC-
MJIaHTauuu y 60JIbHBIX renartoue/unosipHbiM pakom (I'P) Ha
¢one IICX Takas xe, Kak 1 'y 6onbHbIX I'TIP Ha hoHe fpyrux
6osne3nert neuenn. Micxonpl OTIT y GONbHBIX, MOTYUMBILIMX T1€-
YeHb OT >KMBOI'O JIOHOPA, COMOCTABUMBI UJIH JIy4llle, YeM y pe-
LMNMEHTOB MOCMEPTHOIO JIOHOpCTBA [32].

K 0co6bIM noKa3aHusIM K TPAHCIJIAHTAUUU y OONBHBIX C
[ICX MOXHO OTHECTH:

— pedpakTepHBIN K Tepanuy U3HYPSIOLINIA KOXKHBIN 3Y7;

— yacTble OaKTepHaJbHbIe XOJNAHTUTHI ¢ 6osee YeM ABYyMs
9MU30faMK OaKTepUeMUN UM OJHUM 3Mu30/1oM cencuca [33];

— XK Ha paHHMX CTausIX TIPY TLIATEILHOM OTOOPE PEeLMITH-
€HTOB (mmameTpoM <3 cM, 6€3 TPU3HAKOB MEeTACTA3NPOBAHUSI).

Bosspart [1CX na6mopaercs y 20-25% nauueHToB, nepe-
HeclIMX TpaHcIuianTauuio, yepes 5—10 net nocie OTII. Bos-
MO>KHO, TIpY BbIOOPE MOJIEP>KUBAIOLLEH MIMMYHOCYTIPECCUBHOM
Tepanuy UUKJIOCIOPUH U a3aTHONPUH UMEIOT MPEUMYILECTBA
nepey TakpoJauMycom [34].

3akAloUueHue

Knunanueckuit nonumopgusm ICX, Tsxkenblit npor1os u
HEJJOCTaTOYHAs! U3Y4YEHHOCTDb BbI3bIBAIOT OTPOMHBIN MHTEpEC K
npo6JeMam AMArHOCTUKY U JieueHus1. Bbijiesienre KIMHn4ecKn
otmuyaronmxcs penotunoB [ICX, takmx kak [ICX-B3K,
NCXwmnp, 1gG4-CX, AUT' ¢ npuznakamu IICX u ip., umeer
HECOMHEHHOE KJIMHUYECKOe 3HaueHue. SIBIsoTCs u 311 de-
HOTHIbI OTPaXKEHUEM pa3/InyMii B FeHOTHUIIE, NaTOreHeTHYe-
CKMX MeXaHU3Max, NMPUBOAAIIMX K CXOJHBIM KIMHUYECKUM
MPOSIBIICHUSIM, WJTK 3TO MPOCTO BAPUALMKU OJIHOTO U TOTO 3Ke 3a-
GOJIeBaHMSl, OCTACTCS HESICHBIM.

TepaneBTuueckne Moaxojibl, OpPUEHTUPOBAHHBIE B MEPBYIO
ouepenp Ha Tepamto Y [IXK u nmMyHocympeccuio, He foKa3anm
cBoeil acpcpexTUBHOCTH. BeposiTHO, CIIOKHOCTD M KIMHUYECKast
reTepOreHHOCTh 3TOro 3a00JieBaHMsT 00YCIOBIMBAIOT OTPUIIA-
TeJbHbIE PE3YJIbTAThl KIMHAYECKUX UCTILITAHUI, U TOJIKO HOBbIE
npien 1 ofxofpl K [ICX cMoryT caBuHYTH 3Ty TeHueHpo. B Ha-
npasnennn petenusi npodseMsl [ICX pazpabarbiBaercst TapreT-
Hasl «1esieBasi Tepanus», O3Havarolasi Habop TepaneBTUUYECKUX
CTpaTeruii, HaMpaBJIeHHbIX HA MHTMOUPOBaHUE MO0 U3MEHEHNE
OTPEIeIEHHbIX MOJIEKYJT MJIM MEXMOJIEKYJISIPHBIX B3aMMOJIEH-
CTBMIA, 3aHUMAIOIIIMX KJIFOUeBble Mo3uluu B natoreHese [1CX.
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AKTya/\bele BOIPOCbHI AMArHOCTHUKHU U AeHEeHMU NMepPBUYHOIO CKAEPO3NPYIOLLIETro XOAaHrMTa

BepeTcs nmonck HOBBIX (papMaKOJIOTMUECKUX MOAXOI0B K

neyennto [ICX, nepcnekTuB X pa3BUTHUSL C TOUKU 3PEHUs] Te-
pamneBTa, a TAaK>Ke BO3MOXKHOCTU Han0oJ1ee PalMOHAILHOIO X1-
PYPrA4€CcKOro JeyeHusl.

AUTEPATYPA/REFERENCES

1.

10.

11.

17.

18.

Molodecky NA, Kareemi H, Parab R, et al. Incidence of primary scle-
rosing cholangitis: a systematic review and meta-analysis. Hepatology.
2011;53(5):1590-9. doi: 10.1002/hep.24247

Williamson KD, Chapman RW. New Therapeutic Strategies for Pri-
mary Sclerosing Cholangitis. Semin Liver Dis. 2016;36(1):5-14. doi:
10.1055/s-0035-1571274

Karlsen TH, Franke A, Melum E, Kaser A, Hov JR, Balschun T,
Lie BA, Bergquist A, Schramm C, Weismiiller TJ, et al. Genome-wide
association analysis in primary sclerosing cholangitis. Gastroenterolo-
gy. 2010 Mar;138(3):1102-11. doi: 10.1053/j.gastro.2009.11.046

Melum E, Franke A, Schramm C, Weismiiller TJ, Gotthardt DN, Offn-
er FA, Juran BD, Laerdahl JK, Labi V, Bjornsson E, et al. Genome-
wide association analysis in primary sclerosing cholangitis identifies
two non-HLA susceptibility loci. Nat Genet. 2011;43:17-9. doi:
10.1038/ng.728

Grant AJ, Lalor PF, Salmi M, Jalkanen S, Adams DH. Homing of mu-
cosal lymphocytes to the liver in the pathogenesis of hepatic complica-
tions of inflammatory bowel disease. Lancet. 2002;359(9301):150-7.
doi: 10.1016/S0140-6736(02)07374-9

Seidel D, Eickmeier I, Kiihl AA, Hamann A, Loddenkemper C,
Schott E. CD8 T cells primed in the gut-associated lymphoid tissue in-
duce immune-mediated cholangitis in mice. Hepatology.
2014;59(2):601-11. doi: 10.1002/hep.26702

Sarkar S, Bowlus CL. PSC: multiple phenotypes, multiple approaches.
Clin Liver Dis. 2016;20(1):67-77. doi: 10.1016/j.c1d.2015.08.005

European Association for the Study of the Liver. EASL Clinical Prac-
tice Guidelines: management of cholestatic liver diseases. J Hepatol.
2009;51:237-67. doi: 10.1016/j.jhep.2009.04.009

Chapman R, Fevery J, Kalloo A, Nagorney DM, Boberg KM, Shnei-
der B, Gores GJ; American Association for the Study of Liver Dis-
eases. Diagnosis and management of primary sclerosing cholangitis.
Hepatology. 2010 Feb;51(2):660-78. doi: 10.1002/hep.23294

Al Mamari S, Djordjevic J, Halliday JS, Chapman RW. Improvement of
serum alkaline phosphatase to 1.5 upper limit of normal predicts better
outcome and reduced risk of cholangiocarcinoma in primary sclerosing
cholangitis. J Hepatol. 2013;58:329-34. doi: 10.1016/j.jhep.2012.10.013

Hilscher M, Enders FB, Carey EJ, Lindor KD, Tabibian JH. Alkaline
phosphatase normalization is a biomarker of improved survival in pri-
mary sclerosing cholangitis. Ann Hepatol. 2016;15(2):246-53.

. Steele IL, Levy C, Lindor KD. Primary sclerosing cholangitis-approach

to diagnosis. Med Gen Med. 2007;9:20. PMCID: PMC1994832.

. Hov JR, Boberg KM, Karlsen TH. Autoantibodies in primary scleros-

ing cholangitis. World J Gastroenterol. 2008;14(24):3781-91. doi:
10.3748/wjg.14.3781

. Angulo P, Peter JB, Gershwin ME, DeSotel CK, Shoenfeld Y, Ahmed

AE, Lindor KD. Serum autoantibodies in patients with primary scle-
rosing cholangitis. J Hepatol. 2000;32:182-7. doi: 10.1016/s0168-
8278(00)80061-6

. Ludwig J, Colina F, Poterucha JJ. Granulomas in primary slerosing cholan-

gitis. Liver. 1995;15:307-12. doi: 10.1111/j.1600-0676.1995.tb00690.x

. Anders BM, Anesa M, Trygve H, Roald FH, Odd HG, Mette V. Ultra-

sound and point shear wave elastography in livers of patients with pri-
mary sclerosing cholangitis. Ultrasound Med Biol. 2016;42(9):2146—
55. doi: 10.1016/j.ultrasmedbio.2016.04.016

Aabakken L, Karlsen TH, Albert J, Arvanitakis M, et al. Role of en-
doscopy in primary sclerosing cholangitis: European Society of Gas-
trointestinal Endoscopy (ESGE) and European Association for the
Study of the Liver (EASL) Clinical Guideline. J Hepatol. 2017
Jun;66(6):1265-81. doi: 10.1016/j.jhep.2017.02.013

Schramm C, Eaton J, Ringe KI, Venkatesh S, Yamamura J; for the MRI
working group of the IPSCSG (2017). Recommendations on the use of
magnetic resonance imaging in PSC-A position statement from the In-

TEPATEBTUYECKUW APXVIB 2, 2019

EnuncTBeHHBIM pagukanbHbIM MeTofoM JeueHusi [1CX

octaercs OTII.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

ABTOPBI 3asIBJISIIOT 00 OTCYTCTBUU KOH(JIMKTA MHTEPECOB.

ternational PSC Study Group. Hepatology. 2017;66:1675-88. doi:
10.1002/hep.29293

Dave M, Elmunzer BJ, Dwamena BA, Higgins PDR. Primary scleros-
ing cholangitis: meta-analysis of diagnostic performance of MR
cholangiopancreatography. Radiology. 2010;256(2). doi: 10.1148/radi-
0l.10091953

Lindor K, Kowdley K, Harrison E. ACG Clinical Guideline: Primary
Sclerosing Cholangitis. Am J Gastroenterol. 2015 Apr 14. doi:
10.1038/ajg. 2015.112

Rudolph G, Gotthardt D, Kloters-Plachky P, et al. Influence of domi-
nant bile duct stenoses and biliary infections on outcome in primary
sclerosing cholangitis. J Hepatol. 2009;51(1):149-55. doi: 10.1148/ra-
diol. 10091953

Chapman MH, Webster GJ, Bannoo S, et al. Cholangiocarcinoma and
dominant strictures in patients with primary sclerosing cholangitis:
A 25-year single-centre experience. Eur J Gastroenterol Hepatol.
2012;24(9):1051-8. doi: 10.1097/meg.0b013e3283554bbf

Bjornsson E. Small-duct primary sclerosing cholangitis. Curr Gas-
troenterol Rep. 2009;11(1):37-41. doi: 10.1007/s11894-009-0006-6

Bjornsson E, Olsson R, Bergquist A, et al. The natural history of small-
duct  primary  sclerosing  cholangitis.  Gastroenterology.
2008;134(4):975-80. doi: 10.1053/j.gastro.2008.01.042

Bjornsson E, Boberg KM, Cullen S, Fleming K, Clausen OP, Fausa O,
Schrumpf E, Chapman RW. Patients with small duct primary scleros-
ing cholangitis have a favourable long term prognosis. Gut.
2002;51:731-5. doi: 10.1136/gut.51.5.731

Khosroshahi A, Wallace ZS, Crowe JL, Akamizu T, et al.; Second Inter-
national Symposium on IgG4-Related Disease. International Consensus
Guidance Statement on the Management and Treatment of [gG4-Related
Disease. Arthritis Rheum. 2015;67(7):1688-99. doi: 10.1002/art.39132

Culver EL, Chapman RW. Systematic review: management options for
primary sclerosing cholangitis and its variant forms — IgG4-associated
cholangitis and overlap with autoimmune hepatitis. Aliment Pharmacol
Ther. 2011;33(12):1273-91. doi: 10.1111/j.1365-2036.2011.04658.x

Zhou XP, Liu B, Xu Q, Yang Y, He CX, Zuo YG, Liu YH. Serum levels
of immunoglobulins G1 and G4 targeting the non-collagenous 16A do-
main of BP180 reflect bullous pemphigoid activity and predict bad
prognosis. Dermatology. 2016;43(2):141-8. doi: 10.1111/j.1365-
2036.2011.04658.x

Ryu JH, Horie R, Sekiguchi H, Peikert T, Yi ES. Spectrum of Disor-
ders Associated with Elevated Serum IgG4 Levels Encountered in
Clinical Practice. Int J Rheumatol. 2012;2012:232960. doi:
10.1155/2012/232960

Rossi RE, Conte D, Massironi S. Primary sclerosing cholangitis asso-
ciated with inflammatory bowel disease: an update. Eur J Gastroen-
terol Hepatol. 2016;28:123-31. doi: 10.1097/meg.0000000000000532

Tischendorf JJ, Hecker H, Kruger M, et al. Characterization, outcome,
and prognosis in 273 patients with primary sclerosing cholangitis:
a single center study. Am J Gastroenterol. 2007;102:107-14. doi:
10.1097/meg.0000000000000532

Kashyap R, Safadjou S, Chen R, et al. Living donor and deceased
donor liver transplantation for autoimmune and cholestatic liver dis-
eases — an analysis of the UNOS database. J Gastrointest Surg.
2010;14:1362-9. doi: 10.1007/s11605-010-1256-1

Goldberg D, Bittermann T, Makar G. Lack of standardization in excep-
tion points for patients with primary sclerosing cholangitis and bacteri-
al cholangitis. Am J Transplant. 2012;12:1603-9. doi: 10.1111/.1600-
6143.2011.03969.x

De Vries AB, Janse M, Blokzijl H, Weersma RK. Distinctive inflamma-
tory bowel disease phenotype in primary sclerosing cholangitis. World J
Gastroenterol. 2015;21:1956-71. doi: 10.3748/wjg.v21.16.1956

Tlocrynuia 24.09.2018

15



