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Llenb o63opa: MpeAcCTaBWTb COBPEMEHHbIN B3r/if Ha OCOGEHHOCTU KAMHUYECKOro TeyeHus, AnddepeHLManbHOW AMArHOCTUKU U JleYeHus
IgG,-ckneposvpytowero xonaHruta. OcHoBHble nonoxeHus. 1gG,-CKnepo3UpyoWMX X0NaHTUT — GpUEPO3HO-BOCNaAMTeIbHOE 3aboneBaHKe, Npu
KOTOPOM MOPaaloTCA BHYTPUMEYEHOUHbIE 1 BHEMEYEHOYHbIE Xe/luHble NPOTOKM. poaBaeHns IgG,-CKNepO3NpPYIOLLEro XOaHIUTa CXOXM C U3Me-
HEHUAMW NpU MEPBUYHOM CKIEPO3MPYHOLLEM XONAHIUTE, OMYXO/AX KeNUHbIX MPOTOKOB U MOAXENY/A04HO enesbl, B CBA3M C YeM, 6osiee TpeTu
naumeHToB ¢ IgG,-CK1epO3MPYIOLMM XONAHMMTOM NMOABEPralTCA ONepaTMBHLIM BMellaTe/IbcTBaM. Ha AaHHbI MOMEHT OTCYTCTBYIOT crelduyHble
1 4yBCTBUTE/IbHbIE METOABI ANArHOCTMKM AaHHOTO 3a60/1eBaHuA. MoBbllueHne ypoBHs cbiBOpoTo4Horo IgG, HabatogaeTcs Npu MHOMMX ApYrix 3a60-
nesaHuAx. YeTbipéxkpaTHoe no.bileHue IgG, B CIBOPOTKE KPOBYU AB/AETCA 60/1ee HaZieXHbIM MapKepoM AN AnarHocTuku IgG -ckneposupyrollero
XO/IaHrUTa, OAHAKO TaKoe 3HayeHne Hab/IloAaeTCa nLb Y He6ONbLLION 40N NaLUMeHTOB. [pK BU3yanu3aLmMm XKenYHbIX MPOTOKOB BbIABAAIOTCA Cer-
MeHTapHble U/IN MPOTSAXKEHHblE CTPUKTYPbI C MPECTEHOTUYECKMM PaCLUMPEHUEM U YTOJILEHUEM CTEHOK. [JIOKOKOPTUKOCTEPOUAbI OCTaOTCA NepBOi
JVHVel Tepanun 419 UHAYKLUW 1 NOAAEPXKaHWUA peMuccun 3aboneBaHus. Peunamns HablogaeTca 6onee YeM y MOMOBUHbI NaLMeHToB. HekoTo-
pble UCCIeJ0BaHUA TaKKe YKa3biBalOT Ha MOBbILEHHBIA PUCK Pa3BUTUA 3/10Ka4eCTBEHHbIX ONyXxosell. B JaHHOM 0630pe OCBelleHbl KAMHUYeCKKue
1 NabopaToOpHO-UHCTPYMeHTa/IbHble NpoABAeHNA 1gG,-CKNepO3MpYIOLLero XONaHr1Ta, NMpOBeAeHa CPaBHUTE/IbHAA XapaKTepuCTHKa C nepsuy-
HbIM CK/IEPO3MPYIOLMM XONAHTUTOM M XONIaHIMOKapLMHOMOIA, a TaKke NpeAcTaB/eHbl BO3MOXHOCTU Tepanum, NPOrHo3 1 Ucxogbl 3aboseBaHus.
3akntoyenme. |gG,-CKePO3VPYIOLMIA XONAHTUT — Pe/iKOe U CIOXKHO AMarHocTupyemoe 3aboneBaHue, Tpebyroliee NpoBeaeHUs TulaTeNbHOM And-
depeHLManbHOl ANarHOCTUKU C NEPBUYHBIM CKIEPO3MPYHOLLMM XONAaHTUTOM, PAKOM XEeNYHbIX MPOTOKOB U MOAXENYA0UHO Kese3bl. HecMoTps Ha
OTHOCUTE/IbHO 6/1aronpuUATHoe TeyeHne U 3GEKTUBHOCTb MNIOKOKOPTUKOCTEPOUAOB, 3a60/1eBaHMe YacTO PeLMANBUPYET U MMeeT HeU3BECTHbIN
AONTOCPOYHBIN MporHo3. Ocoboe BHUMaHWe yAenseTca pUCKy pasBUTUA 3/10Ka4eCTBEHHbIX HOBOOOPa30oBaHWUI Y aHHON rpynmbl NaLMeHToB, YTO
noA4YepKMBaET HEOBXOANMOCTb MOXKM3HEHHOTO HabloA4eHNA 3a NaLeHTaMu.

Knroqesbie cnoBa: IgG -ckneposupyrowjull xonaxzum, nepeuYHbIl CKAPO3UPYIOWUL XONAH2UM, XONAH2UOKaPYUHOMA, UMMYHO2/106yuH 1gG .
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Abstract

The aim: To present the state-of-the-art of clinical features, differential diagnosis and treatment of IgG,-related sclerosing cholangitis. Key
points: IgG,-sclerosing cholangitis is a fibrotic inflammatory disease affecting the intrahepatic and extrahepatic bile ducts. The clinical features of
IgG,-sclerosing cholangitis are similar to those of primary sclerosing cholangitis, bile duct cancer and pancreatic cancer. More than one third of
patients with IgG,-sclerosing cholangitis undergo surgery. Currently, there are no specific and sensitive methods to diagnose this disease. Increased
serum IgG, levels are observed in many other diseases. A fourfold increase in serum IgG, levels is a more reliable marker, but this feature is found in
only a small percentage of patients. The imaging of bile ducts usually reveals segmental or extended strictures with prestenotic dilatation and wall
thickening. Glucocorticosteroids are the first-line therapy for induction and maintenance of disease remission. More than a half of patients develop
relapses. Several studies have found an increased risk of malignant tumors. This review describes the clinical, laboratory, and instrumental features
of 1gG,-sclerosing cholangitis. Comparative evaluation of diseases manifestations versus primary sclerosing cholangitis and cholangiocarcinoma is
presented along with options of therapy, prognosis and outcomes of the disease. Conclusion: IgG,-sclerosing cholangitis is a rare and difficult to
diagnose disease that requires careful differential diagnosis with primary sclerosing cholangitis, bile duct cancer and pancreatic cancer. Despite its
relatively benign course and efficacy of glucocorticosteroid therapy, the disease recurs frequently and has an unknown long-term outcome. Special
attention is paid to the risk of malignant neoplasms in this group of patients, emphasizing the need for lifelong follow-up.
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AVII — ayroummyHHbI maHkpearut, 'KC — rmoxokoprukoctepounsnl, 3HO — 3nokadecTBeHHbIe HOBoOOpasosanus, KT — koMmbloTepHas ToMorpa-
¢dusa, MPT — maranTHO-pesonaHcHas Tomorpadus, [ICX — nepBUdHbIT CKIepO3UPYOLINIT X0OMaHTUT, Y3V — ynbrpasBykoBoe nccnefosanne, XK — xo-
NaHTHOKapIMHoMa, AMA — anTuTena Kk MutoxoHzapuAM (anti-mitochondrial antibodies), ANA — anTuHykIeapubie antuTena (anti-nuclear antibodies),
ANCA — anTnTena ¢ uurorasme Heirrpoduios (antineutrophil cytoplasmic antibodies), ASMA — anrturena x rmagkum Mbiuiam (anti-smooth muscle
antibody), HLA — uenoseyeckuit nefikonurapbiit anturen (human leukocyte antigen), IgG, — ummynorno6ynun G, IgG, — nmmynornobymu G,,
IgG, — ummynorno6ynun G,, IgG,-AB, ummynorno6ynun G,-acconumnposannas 60mesub, IgG,-CX — nMmmyHorno6ymH G,- acCoMMpoBaHHbI CK/IEpO-
3UPYIOLIMIT XOMaHIUT, SIR — cTaHAapTN30BaHHOE OTHOIIEHE 3a60/IeBaEMOCTIH

Beepenue
IIpeACTaB/I€Hbl aKTYyaJlbHbI€ TaHHbBIC 06 0cO6eHHOCTAX

KIMHUYECKOTro TedeHs, fudepeHIuaabHoll JMarHoCTh-
Ku 1 nievenus IgG, -CKIeposupyoniero Xonanrura.

Vmmynorno6ynmun  G,-CKIepO3UPYIONIMi  XONAHTUT
(IgG,-CX) sBnseTcsas 6MIMApHBIM TPOSBIEHUEM CUCTEM-
Hoit IgG,-accouumposannoit 6onesun (IgG,-AB) [1, 2].
IgG,-CX xapaxrepusyercsi auddysHOM WM 0YaroBoit

) ’ ANIMAEMUONOT S
BOCITIA/INTE/IbHON I/IH(bI/UIpraI_H/[eI/I IgG4—H03]/ITI/[BHbIMI/I

IUIa3MaTUYeCKVIMM KIeTKaMy BHYTPUIICYCHOYHBIX U BHe-
[eYeHOYHBIX >KETYHBIX IIPOTOKOB, Pa3BUTIEM MYapOBOTO
¢ubpo3a, 4acTHIM COYETAHNEM C Ay TOMMMYHHBIM ITaHKpe-
aTuToM 1 THIA, a TaxKe OBICTPBHIM OTBETOM Ha Tepalllio
DTIOKOKOpTHKOCTepongaMu [3]. V3-3a CXOXUX KIMHUKO-
MHCTPYMEHTAIbHBIX IIPOSABJIEHNII C IIEPBUYHBIM CKIEPO3N-
pytomum xonanruroM (IICX), pakoM >eT4HBIX IIPOTOKOB
U TIOIKENTYJOYHOII JKere3bl, 6ojiee 4eM TpeThb MAlJeHTOB
IIOfIBEPralOTCA Pas3JIMYHBIM XUPYPIrUYeCKVM BMelIaTelb-
crBaM [4]. Vicxop u mporHo3 3a6ojieBaHus MaIOV3yIeHbl,
OJIHAaKO BCe GOJIbIIIE TAHHDBIX CBUJETENbCTBYET O IIOBBIIIEH-
HOM PJICKe PasBUTISI 3/I0KA9€CTBEHHBIX HOBOOOPa3OBaHMIL
(B3HO) cpenu manumentos ¢ IgG,-CX [1, 5, 6]. Imrokokop-
tuxocteponpnl (I'KC) ncrnonb3yoT B KadecTBe MHYKLUN
" TOfiiep>KaHusl pemuccnu 3aboneBanns [3]. OpHako, co-
IJIACHO PA3/IMYHBIM UCCIefoBaHuAM, Y 30-50 % mauneHnToB
HaOJofaeTcsa pelyuuB B TedeHye 6 MeCALEeB IOCe OT-
MeHBI TTIIKOKOPTUKOCTeponoB [7, 8]. B manHOM 0630pe

CormacHO NTUTepaTypHBIM IaHHBIM, PAacIpOCTpPaHeH-
HocTh IgG,-CX cocraenser 2 cayyas Ha 100 000 Hace-
nenusa [9]. IgG,-CX BcTpeyaeTcs NpeMMYLIECTBEHHO
y MyxunH (cooTHomeHme 4:1) crapure 60 et (MengmaHa
Bo3pacTa — 66,2 roga) [10, 11]. OgHako, MOXXeT BO3HUK-
HYTb 1 B 60/lee MOJIOZIOM BO3pacTe, KaK ITOKa3bIBAIOT VC-
CIe[OBAHNS, B KOTOPBIX OBUIM 3a(DUKCHPOBAHBI CIIydan
3abojIeBaHMsA y MAL[IEHTOB B BO3PACTHOM JMaIa3oHe OT 23
no 88 ner 7, 11].

DTUONOTHUSA U IATOTEHE3

Sruonorus u narorenes IgG,-CX HerocTarouHo nsyye-
HbI [12]. O6¢cyxaaeTcs BIUAHNE TeHETUYECKUX (aKTOpOB,
HaIpUMep, MCCIe[OBaHNMe C MCIOTb30BAHMEM IIOTHOTeE-
HOMHOTO IIOMCKa accormanmii (genome-wide association
studies, GWAS), B KoTOpoM HpuHAMM ydactue 835 ma-
LMeHTOB 13 SIMOHMM, MMEIIMX pasjIMdyHble BapMaHThI
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IgG,-Ab, 6p1710 06HApYXKEHO, uTo reHsl HLA-DRBI1 u FC-
GR2B cBasanbl c IOBbILIEHHBIM PUCKOM pasButus IgG,-Ab
[13]. BonmpIIVHCTBO MCCIE[OBAHMII IPUXOAAT K BBIBOLY,
YTO ayTOMMMYHHOE BOCIaJIeH/e UTPAeT KIIYEBYI0 POJb
B T1aToreHese sabonesanus. Y nanuenTos ¢ IgG -CX BbisB-
JIAINCD AHTUTENA K Ta/leKTUHY-3, TaMUHNHY 511-E8, mpo-
rubutuny 1 n annexcuny All [14-17]. Opnako, crenn-
¢duuHble ayTOoaHTUTENA He ObIIM 0OHapYXeHbl. HekoTophle
TAHHBIE YKa3bIBAIOT HA BO3MOXXHYIO PO/Ib a/I/IEPTUYECKOTO
mexanusma B pasputun IgG,-Ab. [Tosbienne yposus IgE
B CBIBOPOTKE BBIAB/AIT y 30 % MaIMeHTOB C ayTOMMMYH-
HBIM ITaHKpeatuToM 1 Tuma (AMII), a Takxke y Kaxjoro
IATOrO TAIMEHTa OTMEYeHBI ajUlepruyeckue 3aboneBa-
HUA B aHaMHe3e, TaKle KaK OpOHXMaJbHasA acTMa, JeKap-
CTBEHHasl aJUIepIus WM XPOHMYECKUIT puHocuHycut [17].
ViccnenyeTcsi BO3MOXKHast pOJIb M3MEHEHMII MUKpOOMO-
Tol B passutun IgG 4-CX. B xome mccmemoBanusa 06pasunos
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kaja manuenTos ¢ [1CX, IgG,-CX u 310pOBOIi KOHTPOTb-
HOIT TPYIIIBI ObIIO OOHAPY>KEHO CHIDKEHUe anbda-pasHo-
06pasust 1 M3MEHEHME COCTaBa MUKPOOMOTHL B OCHOBHBIX
IPYIIIAX [0 CpaBHEHMIO ¢ KOHTponbHOII [18]. Kpome Toro,
ObIIN BBIABJIEHBI 3HAYMMBbIE PA3NN4MsA B COCTaBe MUKPO-
6moTh1 Mexxy marmenTamu ¢ IICX n IgG,-CX [21]. He me-
Hee BaXKHasl POJIb YAe/ACTCS U3YIEHUIO HeOTarompusATHBIX
(bakTopoB okpyxKarowelt cpembl. B mccinenoBanum, B Ko-
Topom y4actBoBamm 101 manuent ¢ IgG,-CX n aytonm-
MyHHBIM maHkpeatutoM (AVII), 6b10 0OHAPY>KEHO, YTO
68 % 13 HUX OTHOCW/IVCh K KAaTeTOPUM «CHHUX BOPOTHUY-
KOB», TO €CTb pabOTHMKAM, 3aHATBIM (USUIECKUM TPY-
IOM B IIPOMBIIUIEHHOI cepe, TTie MMeeTCsl BO3JIeiiCTBUE
IIPOMBIIICHHBIX PacTBOpuUTeNeil u razos [19]. dror mno-
KasaTe/b CYIeCTBEHHO IPEBBIIIA/I PE3yIbTaThl KOHTPOJIb-
HOJT TPYIIIIbI, Ifi€ SO/ «CYHUX BOPOTHNYKOB» COCTABIISIA
39% (OIlI=3,66; 95% IOW: 2,18-6,13; n=404; p <0,0001).
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Pucyuox 1. Hpebnonazaemwﬁ namoeeHe3 IgG4-accouuup06aHH020 CKIEPO3UPYIOULE20 XONAH2UMA

Ipumewanue: [loTeHUMaTbHBIMU TPUTTepamMu passutus IgG,-cBAsanHOr0 3ab0nmeBanms MOryT 6bITh ayToanTurens, DAMPs/PAMPs u BpesHble TPOMBIIITEHHbIE GAKTOPDI.
BosmoxHO, ayroanTurensl 1 DAMPs/PAMPs BbIfiefAI0TCA H3MEHEHHbIM MUKPOOMOMOM M/IM 3/10Ka4ecTBEHHBIMM OIyXo/AMM. [Ipe/imonaraeTcs MX BAMsAHIE Yepes MeXaHU3MbI
MOJIEKY/ISIPHO MUMUKPUIL. AKTUBAIUA BPOXKIEHHON MMMYHHOI CUCTEMBI TPUBOAUT K HAPYIIEHNMIO PA6OTHI AIANTUBHOI UMMYHHOI cucTembl. [Irasmobmactt IgG, n IgG, mpo-
U3BOJAT AyTOAHTHTE/A NPOTUB aHHeKcuHA All, mamuunna 511-E8, ranexruna-3 u nporn6utnna 1. AHTHTeNa NpoTuB anHekcuHa All Hapymaior Tpancnopt Cl u Ca® yepes
ANOI k anuKanbHOI MeM6paHe XONaHTMOLUTOB. AHTHUTE/IA TPOTUB TaMuHMHa 511-E8 6mokupyiotT ceaspiBanme ¢ MeMbpanubivu penentopamu (ITGA6B1), Hapymas yHKImi0
XO/IAaHTMOLE/UTIONAPHOTO 6apbepa. AHTUTENIA K TaJleKTHHY-3 M NPOrMONTHHY-1 BINAIOT Ha akTuBaumio B- u T-knetok. Onuroknonanbube IgG,+ m1asmo6macTsl coco6eTByioT
CTUMY/IALMA M PeaKTHBAIMY OTUTOK/IOHATBHBIX IUTOTOKCHYecKuX T-kmetok CD4+, a Takske MpoBOAAT K 06pasoBaHmio MyapoBoro ¢pubposa sa cuer cexperuu PDGE.

Cokpamenns: ANO1 — anokramus-1; BAFF — dakrop akrusanun B-knerok; CD4 — knacrep guddepenunposkn 4; CTLs — nurotokcudeckne T-mumdonnts; DAMPs —
MOJIEKy/IIpHble TATTEPHBI, CBA3AHHbIE C MOBpexaeHneM; PAMPs — maroren-acconmmpoBannbie MonmeKynapubie marrepubi; FCYR2B — Fc-pparment IgG-penentopa ITb;
ITGA6B1 — nnterpun a6pl; SLAMF7 — 7-it ujleH ceMeiicTBa CUTHA/IbHBIX MOeKyn aktuBanuu mumdonuros; PDGF — dakrop pocra tpombonnros; SLC4A2 — 2-ii unen
ceMmericTBa mepeHocunkos pactsoputeneir; Tfh — donmukynapusie T-xenneps 2; TGE-B — rpancdopmupyommit pakrop pocra-B; Tph — nepudepnyeckue T-xenmepHbie KIETKI;

Tregs — perynaTopHbie T-K/IeTKN.
PuCyHOK €030aH ¢ UCNONb30BAHUEM Mamepuana smart.servier.
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Figure 1. Proposed pathogenesis of IgG -related sclerosing cholangitis

Note: Exposure to autoantigens, DAMPs/PAMPs (produced by altered microbiome/malignant tumors) and hazardous industrial factors, through molecular mechanisms of mimicry,
are possible causes of IgG,-CX development. Activation of the innate immune system leads to disruption of the adaptive immune system. IgG, and IgG, plasmablasts produce
autoantibodies against annexin A1l, laminin 511-E8, galectin-3, and progibitin 1. Antibodies against annexin A1l disrupt Cl and Ca** transport via ANOI to the apical membrane
of cholangiocytes. Antibodies against laminin 511-E8 block binding to membrane receptors (ITGA6B1), impairing cholangiocellular barrier function. Antibodies to galectin-3
and progibitin-1 affect B- and T-cell activation. Oligoclonal IgG, plasmoblasts support immune dysregulation through stimulation and reactivation of oligoclonal CD4 SLAMF7
cytotoxic T cells. In addition, due to PDGF secretion they contribute to the formation of storiform fibrosis.

Abbreviations: ANO1 — anoctamin 1; BAFF — B-cell activation factor; CD4 — cluster of differentiation 4; CTLs — cytotoxic T lymphocytes; DAMPs — damage-associated
molecular patterns; PAMPs — pathogen-associated molecular patterns; FCyR2B — Fc y receptor 2B; ITGA6B1 — integrin a6pl; SLAMF7 — signaling lymphocytic activation
molecule family member 7; PDGF — platelet-derived growth factor; SLC4A2 — solute carrier family 4 member 2; Tfh — follicular T helper 2 cells; TGF-B — Transforming growth

factor-B; Tph — peripheral T helper cells; Tregs — regulatory T cells.
The figure was created using smart.servier.

Kpome TOro, 66110 BBISICHEHO, YTO [JIUTE/NbHbI KOHTAKT
C TIPOMBIIIEHHBIMU Ta3aMM, TIbUIBI0 M OPTAHMIECKUMU
BeI[eCTBAMY, TAKMMU KakK acbecT, Ha MpOTsDKeHUU Horee
1 roja, CBA3aH C TOBBLINIEHHBIM PUCKOM passutus IgG, -
CX u AUII (OIII 2,14; 95% IOU: 1,26-3,16; p <0,001 u OP
2,95; 95% IIW: 1,78-4,90; p <0,001 coorBeTcTBeHHO) [19].
Ha pucyHke 1 mimocTpupyroTcsi KII04eBble KOHIEIIINI
0 Bo3MOxHOM matorenese IgG,-CX.

Kanunueckne IIPOABACHNA

Oxorno 25 % cmy4aes IgG,-CX mporekaer 6eccumnTom-
Ho [11]. Hanbonee wacto IgG,-CX mpossnsancsa o6cTpyk-
TUBHOII >KenTyxoi (35-80 %), pe3Kkoit moTepeit Macchl TeNa,
yMepeHHO abOMIHAJIBHOI O0/IbI0, PeXKe — KOXKHBIM 3y-
moM (13 %) [11]. Hepenxo y manyueHTOB IOCTIe IPOBENEHIA
7e4e6HO-IUATHOCTUYECKNX TIPOLeAYP Ha JKeMYHBIX MpO-
TOKaX OTMeYa/UCh IPOABIEHNSA MHQEKIMOHHOTO XOJIaH-
IUTa, TaKMe Kak jamxopapka [20]. ITo maHHBIM pas/IMYHBIX

MCTOYHMKOB 72-95 % mauuentos ¢ IgG,-CX umenn comyrt-
crBytomyit AVIIT 1 tuma [11, 21, 22]. B Takux cnydasx oTMe-
Ya/IMCh IPOSBICHNUA, CBA3aHHbIE C Pa3BUTHEM 3K30KPMH-
HOJ ¥ 3HJOKPMHHO} HEeJOCTATOYHOCTH IIOMKEeTyTOUHOM
skernesnl (53 % u 37 %, coorBercTBeHHO) [7]. Kpome Toro,
IgG,-CX nepenko couerascs ¢ apyrumu IgG,-CBA3aHHBIMI
3a00/IeBaHVSAMM, TAKUMIY KaK, TyOY/TOMHTEPCTUIIMATbHBII
Hedpur (5%), nakpuoazgenur (15 %), cuanoagenut (26 %),
perpomnepuToHeanbHbill Gpubpos (5%), MeaacTUHAIbHASL
n akcusipHas numdoazgenonarus (8 %) [10].

NabGopaTropHasg AMarHOCTUKA

B ananmmsax kposu y maumentos ¢ IgG,-CX BbisABnsoT
IIOBBIIICH)E MapKepoB XojlecTasa: IenouHoit ¢ocgara-
3bl, TraMMa-TIIOTAMIUITPAHCIIENTIAa3bl, obmero OG-
pyOMHa MPEeMMYILIECTBEHHO 3a CYeT IpsAMOi ¢pakuuu
(3, 23]. Tlosbiurenne coiBoporoynoro IgG, >1,35 r/n Ha-
6mroanoch y 75-90 % maIjMeHToB ¢ IgG,-CX [22, 24, 25].

99



100

REVIEW ARTICLES

The Russian Archives of Internal Medicine ® Ne 2 e 2024

VlccnemoBaHMsA IIOKa3amM, 4YTO YeTbIpeXKpaTHOE IIOBBI-
ureHyne ypoBH: IgG, B KpOBU MMeTIO BBICOKYIO crenmdud-
HOCTb U IIOJIOKUTEIbHOE IPOTHOCTUYECKOE 3HAYeHNe
(100 %), omHAKO, YyBCTBUTEIBHOCTD CYIECTBEHHO CHIDKA-
nachb u coctaBmna 42 % (95 % [V: 31-55) [3, 24, 26]. Kpome
TOT0, OIIVCBIBAIOT C/Ty4ayl yMEPEHHOTO OBBIIICHA YPOBH
ceiBopotodHoro IgG, y manmentos ¢ IICX (9-22%) u xo-
nanrnokapraomont (XK) (8-14%)[22, 27, 28]. B tabnuie
1 ipuBepienbl cpefiHme 3HaveHns yposus IgG, cpiBopoTKM
npu IgG,-CX u apyrux sa6onesanusax. CormacHo mpose-
IeHHOMY B SIIOHMM McCTefoBaHMIO, IOPOrOBOE 3HAYEHIe
yposHs IgG, B cbiBOpoTKe KpoBMU 2,07 T/7T MOXKET OBITD MO-
TIe3HBIM JIOIOJTHUTEIbHBIM VHCTPYMEHTOM ISl OTAMYMA
IgG,-CX 3-ro u 4-ro tunos ot XK [22]. A mna ormmumsa
IgG,-CX or IICX, moporoBoe sHa4eHUE YPOBHA CHIBOPO-
TouHoro IgG, cocraenano 1,77 /1, ¢ 4yBCTBUTENBHOCTHIO
u cienymaHOCTBIO 91,5 % U 87,6 %, COOTBETCTBEHHO [22].

B uccnegoBanuu Boonstra K. n coasropos (2014) 6b110
YCTaHOBIIEHO, 4TO TIpU ypoBHe IgG, 110 2-X HOPM, PeKOMeH-
IyeTCs IPOBOAUTH onpepienienne coornomenus IgG,/1gG,,
koTopoe npu IgG 4—CX cocraBuano = 0,24, ¢ 9yBCTBUTEND-
HOCTBIO 1 crenuduuHoOCcThi0 86 % U 95%, COOTBETCTBEH-
HO [26]. Cxoxue pesy/brarsl 6bu monydenst Liming Tan
u coaBT. (2019), KOTOpBIe IPOAHATUSUPOBAIN 3HAYEHIIS
IgG,, CA19-9, ayToanTuren (ANA, ASMA, AMA, ANCA)
B KpoBM y 45 manuentos ¢ IgG,-CX, 80 — IICX, 41 — pa-
KOM JKeTYHBIX IIPOTOKOB, 52 — PaKOM IIOI>KEeTyZOYHOI
XKenmesbl 11y 48 310poBbIX fo6posoibleB [29]. B uccre-
moBaHMM OBUIO IIOKA3aHO, YTO 6ojiee BBICOKMII YPOBEHb
IgG, crBopoTkM Habmofanca y manuentos c¢ IgG,-CX
(86,67 %) 1o cpaBHEHMIO ¢ TpynnaMu KoHTpond (p <0,01)
[29]. CriBopoTounblii ypoBenb IgG, Takxe Obll MOBbI-
meH y manyeHToB ¢ IICX (25%), pakoM >XeT4HBIX IIPO-
TOKOB (7,32%) ¥ HOmKenygodHou xenessl (9,62%) [29].

Ta6nuya 1. Cpednee sHauenue coieopomourozo IgG, npu IgG -ckneposupyroujem xonanzume, nepeutHom
CKTIepO3UPYIOULEM XONAHeUME, XOTIAHZUOKAPUUHOME U PaKe NOOHeny00HHOL Jerie3bL.

CriBoporounsrit IgG, (M+SD)

3ab6oneBanue
Hirano et al. 2006[33] | Ohara et al. 2013 [22] | Nakazawa et al. 2012[34] | Oseini et al. 2011[35]
IgG,-CX - 6,46+6,62 - 2,77140,552"
IgG,-CX 1tun 6,13+6,18" 5,48+7,71
VS - Vs Vs -
PIDK 0,593+0,659" 0,49+0,73’
IgG,-CX 2Tun 7,99+8" 8,84+8,54"
A\ - Vs Vs -
IICX 0,687+0,86" 0,5+0,45
IgGA-CX 6,4617,11° 5,14+5,42"
3,4 TUIIBI VS - Vs Vs -
XK 0,523+0,468 0,64+0,59"
IICX 1,86+2,41 - - -
XK 0,624+0,378 - - 0,646+0,063"
PIDK 66+3,8 - - -
Ipumevannus: [gG,-CX — IgG,-ckneposupyromuii xonaurut; [ICX — nepeuunbiit ckneposupyiomnit xonanrut; XK — xonanrnoxapuunoma; PIDK — pax nopkenyouHoit sxenessl.
“p<0.05
“"M+SEM

Table 1. Mean serum IgG, levels in IgG -sclerosing cholangitis, primary sclerosing cholangitis, cholangiocarcinoma

and pancreatic cancer

Serum IgG, (M£SD)
Disease
Hirano et al. 2006[33] Ohara et al. 2013 [22] | Nakazawa et al. 2012[34] Oseini et al. 2011[35]
IgG,-SC - 6,46£6,62 - 2,771+0,552"
IgG,-SCtype 1 6,13+6,18" 5,48+7,71
Vs - VS VS -
PCa 0,593+0,659" 0,49+0,73"
IgG,-SC type 2 7,99+8" 8,84+8,54"
Vs - Vs VS -
PSC 0,687+0,86" 0,5+0,45
IgG,-SC 6,46+7,11° 5,14+5,42"
types 3,4 vs - Vs Vs -
CC 0,523+0,468" 0,64+0,59"
PSC 1,86+2,41 - - -
CC 0,624+0,378 - - 0,646+0,063"
PCa 66+3,8 - - -
Note: [gG,-SC — IgG,-sclerosing cholangitis; PSC — primary sclerosing cholangitis; CC — cholangiocarcinoma; PCa — pancreatic cancer.
"p<0.05
“M+SEM
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IMonoxwnrensuple ANA ObUIM BBISBIEHBI y MAI[VIEHTOB
cIgG,-CXu IICX (40 % n 32,5 %, COOTBETCTBEHHO), OfHAKO
pasHuia He ObUTAa CTaTUCTUYECKM 3HaumMmoit [29]. Yacro-
ta BbLABneHMa ANCA, ASMA n AMA B rpynne IgG 4-CX
Obl/Ta 3HAUUTEIBHO HIDKe, 4eM B rpymie IICX (p <0,01)
[29]. ITpu arom monoxxurensusie ANCA 6pitn 06HapyKe-
Hb! y marmenTos ¢ [ICX yae, yem npu ¢ IgG,-CX (61,25 %
n 6,67 %, coorBeTcTBeHHO) (p <0,01)[29]. YpoBenb CA19-9
6B TIOBBIITEH y GO7Tee YeM MONOBUHbI ManneHToB ¢ IgG,-
CX (51,11%) u y 60mbpLUIMHCTBA MALMEHTOB C aJeHOKap-
I[THOMOJ! >KeTYHBIX IIPOTOKOB ¥ IOJKETYJOYHON XKele3bl
(92,68% m 90,38%, cooTBeTCTBEHHO) [29]. 3HaUMMOCTH
nsMepenns ypoBHa CA19-9 cHmKanach B clydae Hauums
kenTyxu. Taxke OIyO/MMKOBAHBI JaHHbIE O IOBBILIEHNE
IgG, B xemun y manuentos c¢ IgG,-CX. [loporosoe sHave-
Hue 0,038 r/n mosBommno ormunth IgG,-CX ot nanuenTo
¢ TICX u XK ¢ 9yBCTBUTEIBHOCTBIO 1 CIELU(PUIHOCTHIO
100% u 77 % cootBetcTBeHHO [30]. OnHako mms BHempe-
HYS JAQHHOTO MeTOJa B INMPOKYI KIVHUYECKYIO IpaK-
TUKY TpebyeTCs HOLOMHUTEbHBIE MCCIefoBanus. [lanu-
entsl ¢ IgG,-CX u AVII umenu 6onee BbICOKME 3HAYEHVIS
IgG,, yeM MalMeHTbl C M3OMMPOBAHHBIM AYTOMMMYHHBIM
MIAaHKPEATUTOM MIM IePBUYHBIM CKJIEPO3UPYIOLIMM XO-
JIAHTMTOM, YTO VIMETIO BBICOKYI0 crenyduaHocts (97 %)

U IIOJIOXKNUTENIbHYI0 IPOTHOCTUYECKYI0 LeHHOCTb (91 %)
(38]. Bricokuit yposenb IgG, (8,2+ 2,6 r/m) yKasbiBan Ha
HepPBIYHBII CKJIepo3upytomuii xomaurut [31]. Taxoke 6110
BBIABJIEHO, 4T cooTHOuIeHue IgG,/IgG >0.129 vame acco-
mumposano ¢ IgG,-Ab (O 31,25; 95% [IN: 15,31-63,79;
p <0,001) [32].

Khraccudpukanus

B 2004 romy Nakazawa m cOaBTOpBI NPERIOXMIN
knaccudukammio IgG,-CX B 3aBUCMMOCTHM OT XONTAHIMO-
rpa¢udeckoit kaptunsl [36]. Ilepswuii mun (64 %) xapax-
TepU3yeTCs Cy>KeHJMEM AMCTAIbHOTO OT/ie/Ia X0/Iefoxa. Boi-
Ie/ieHVIe JAHHOTO TUIIA BBI3BIBAET AUCKYCCUU, IOCKOIBKY
HEKOTOpble 9KCIEPTHI IOIAraloT, YTO Cy>KeHMe IIPOTOKa
BO3HJKAET B pe3y/lbTaTe KOMIIPeCCHM YBeIMYEHHO To-
JIOBKU IIOIKETyIOYHOI Kenesbl [37]. OpHaKo CyliecTBy-
ot cryyan IgG,-CX nepsoro Tuma 6e3 ayTOMMMYHHOTO
mankpeaturta [38]. anupit Tun Heobxopmmo puddepen-
LIPOBATh C OIIYXOJIbIO TOJIOBKM IOIKETyLOYHOI >KeTe3bl,
IICEBLOTYMOPO3HBIM ITAHKPEATUTOM U XOJIAHIMOKapIHO-
MoJi. Bmopoii mun XapaKTepusyeTcs IOpa’KeHUEM BHY-
TPUIICYEHOYHBIX U BHENEYEHOUYHBIX >KETYHBIX HPOTOKOB.
Hauubii Tun noppaspernsiercs Ha 2a (5%) u 2B (8 %) THUIIbL.

Tabnuua 2. Cpasnumenvnas xapaxmepucmuxa IgG -ckneposupyouiezo xonaneuma, nepeuuHo20 CKaepoupyrou,ezo

XonaHeuma u X0naHeuoKapuyuHomol

Kpurepnii | IgG,-CX IICX | XK
PacmpocTpaHeHHOCTD 2/100.000[9] 1-16/100.000(39] 5,9/100.000[40]
Bospacr (rer) 50-60[24] 25-45[41] 50-70[42]
on (M:x) 4-8:1[23] 2:1[43] 1.5:1[44]
xenTyxa, 10 50% GeccmmTomoe Ha PAaHHMX CTaJMAX 6eCC.I{[MHTOlVlI.Ha,
Knunnueckne ocobGenHO npy BHyTpuneuéHouHoit XK;
3HAYMTE/NbHAS II0TEPs Beca, TedeHe, o
HpPOsAB/IEHNSA Gomb B smuractpu[24] KenTYXa, KoxKHbH 3y[45] 6esboneBas xentyxay 90 % maleHToB
P yxa, ¥ ¢ BHeneyeHogHOM XK[46]
0,
BuebunmapHsie CI/ICTZZI\]/I/IHZHI ;;‘;;Eio 691-([)0/101)8’.TI/IH 50-80% B3K [45]
s P cnanoane A ? (85-90% — fK; MeTacTasbl
HpPOsAB/IEHNA ManIoafeHNuT, 10-15% -BK)
perpomnepuToHeanpHblil Gpudpo3[24]
IgG, coiBopoTKM 74-90%[26) 9-22%(27] 8-22%(22,28]
0, 0 0
CA-19-9 51% 12% 93%
153-292 en/mn[29] 47-97 en/mn(29] 329-384 en/mn [29]
pPANCA 7%[29] 619%[29] -
nuMoIIa3MonMTapHa st
UHQUIBTpALLA HepUIIOPTa/IbHBLIL CKIEPO3 VCIIIA3YS
Mopdonorueckie (>10 IgGy+ nnasmauuos, 43516 ols) B BU/JIE I KOBIE)I?[ ) HeOIIasns gmma HOI‘;) SMUTENNSA
« >
U3MEHEHM 1gG4/1gG>0,40), P Ae 1y P

MyapoBblit pubpos,
obmurepupytomuit Gprebur [47]

IgG,+ mnasmaTnyecKme K1eTKu

900
npu MI'X-uccnegosanumu 50-90%[24]

IgG,/IgG npu

UT'X-nccnenoBannm >0.40 [24]

OBICTPBIIL, OTYETINBDII B HAYa/IbHOI

O T'K
roet na [KC cragun(3,23]

IIporuos 6aronpusTHbI[23,24]

menyxu»|[47] aTUINYHBIE K1eTK[47]

5-25%[27] 25% (n=4)[48]
Het[39] -
porpeccupyiouiee depes 5 JIeT OC/Ie MOCTAaHOBKI

3aboeBaHMe, 3aCBUCTUT OT
orBera Ha ipueM YJIXK [41]

JIMarHO3a BBIXKMBAEMOCTb COCTAB/ISIET
o1 7% 110 20 %[40]

Ipumewanns: IgG -CX — IgG -ckneposnpyromuii xonanrut; [ICX — nepsuunblit ckneposupyomuii xonaurut; XK — xonanrnokapunnoma; ['KC — riokokopTnkocteponpibl

YIXK — ypcojie3okcuxonesas KUciora
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Table 2. Comparative characterization of IgG,-sclerosing cholangitis, primary sclerosing cholangitis and

cholangiocarcinoma
Parameter IgG,-SC | PSC CC
Prevalence 2/100.000[9] 1-16/100.000[39] 5,9/100.000[40]
Age (years) 50-60[24] 25-45[41] 50-70[42]
Gender (m:f) 4-8:1[23] 2:1[43] 1.5:1[44]
jaundice, asymptomatic in early stages,

Clinical features significant weight loss,

epigastric pain [24]

type 1 AIP (up to 90 %),
generalized lymphadenopathy,
sialoadenitis,
retroperitoneal fibrosis [24]

Other organ involvement

Elevated serum IgG, level 74-90 %[26]
51%
CA199 153-292 U/ml[29]
PANCA 79%[29]
lymphoplasmacellular infiltrate
Histology (>10 IgGa+ plasma cell, IgG4/1gG>0,40),

storiform fibrosis, obliterative phlebitis[47]

Immunohistochemistry:

— 0,
IgG,+ plasma cell 50-90%[24]

Immunohistochemistry:

IgG,+:IgG+ plasma cell ratio >0.40024]

Response to GS rapid, distinct in the early stages[3,23]

Prognosis favorable[23,24]

up to 50 % asymptomatic,
jaundice, pruritus [45]

especially in intrahepatic CC;
painless jaundice in 90 % of patients
with extrahepatic CC [46]

50-80% IBD [45]
(85-90% — UG;
10-15% -CD)

metastases

7909
9-22%[27] 8-22%]22,28]

12% 93 %
47-97 U/ml[29] 329-384 U/ml[29]
61%(29] -

dysplasia,
biliary neoplasia,
atypical cells[47]

periportal sclerosis, onion-
skin fibrosis[47]

5-25%][27] 25% (n=4)[48]

no[39] -

progressive disease, depends
on the response to UDCA [41]

at 5 years after diagnosis, survival
rates range from 7 % to 20 %[40]

Note: [gG,-SC — IgG,-sclerosing cholangitis; PSC — primary sclerosing cholangitis; CC — cholangiocarcinoma; GS — glucocorticoids; UDCA — ursodeoxycholic acid

J1sg 2a TIla XapakTepHO CY>KeHVe BHYTPUIICUYCHOYHBIX
JKeMYHBIX IPOTOKOB C HajJM4MeM IPeCTeHOTNYECKOro
pacmupenus. [Ipy 2B Tume IOMMMO CY>XeHVS BHYTPU-
IEeYeHOYHBIX INPOTOKOB, TAKKe OTMedYaeTcs yMeHblIe-
HJe KOJMYeCTBA BU3YaNTU3UPYeMBIX OOKOBBIX IPOTOKOB,
HO 6e3 IpecTeHOTNYeCcKOro pacimupenus. [Ipu faHHBIM
tune guddepeHunanbHpll guaraos nposogutcs ¢ IICX.
Tpemuii mun 1gG,-CX (10 %) XxapakTepusyeTcs Cy>KeHnu-
eM [IUCTa/IbHOI YaCT! XO/IefoXa U 00/1acTu KOHQIIIoeHCa.
B To Bpems kak uemeepmuwtii mun (10 %) xapakrepusy-
eTCs CyXeHUeM IPOTOKOB TOJIBKO B 00/IacTi BOPOT Ile-
genn. Tperuii u yerBeptoiii Tunel IgG,-CX uMnTupytor
u3MeHeHNs, XxapakTepHble jia XK, mosromy mopdoro-
rnyecKas Bepu@uKauys KpaliHe BaKHa C LeIbI0 MCKIIO-
yeHUA onyxonu. Ecimy mameHeHysa mpy XomaHIMorpamMme
He COOTBETCTBYIOT HU OJHOMY U3 IIepEeUNCIeHHBIX TUIIOB,
JAHHBII C/Ty9ali CIefyeT KIacCUPUIMpPOBATh KaK Heompe-
neneHHpii tun. CpaBHUTeNbHas Xapakrepuctuka IgG,-
CKJICpO3UPYIOIET0 XOJIaHIUTA, IIEPBUYHOTO CKIePO3UPY-
IOIIEr0 XO/IAHTUTA U XO/IAHTMOKAPLMHOMBI IIpefiCTaB/IeHa
B Tabnue 2.

NBacTpyMeHTaABHBIE
METOABI NICCAEAOBAHUA
[Ipu BUsyanusaumm >KemdHbIX MPOTOKOB yia 1gG,-CX

XapaKTePHO BBIABIEHME CETMEHTAPHBIX WINM HPOTAKEH-
HBIX CTPUKTYP JKETYHBIX IIPOTOKOB C IMPECTEHOTUYECKUM

paclIpeHneM ¥ yTONIIeHIeM UX CTeHOK [49]. B To Bpema
kak A [ICX xapakTepHBI KOPOTKME, «4eTKOOOpPasHbIe»
CTPUKTYPBL C JUBEPTUKYIONOROOHBIMY BBINAYMBAHUAMY
poTokoB [36]. CoracHO JpyroMy MCCIe0BaHNIO, XapaK-
TepHBIMU HpusHaKamu IgG, CK/IepOsUpyIOIIero XomaHruTa
Ipy BHYTPUIIPOTOKOBOM Y3V ABIAMNCh LMPKYIAPHOE
CUMMETPUYHOE VTOJIIEHNEe CTEHKM >KeTIHOTO IIPOTO-
Ka C POBHBIM BHELIHUM U BHYTPEHHUM KpasMU, a TakoKe
yTo/eHne cTeHKy >0,8 MM BHe 30HBI cTeHo3a [50]. Jan-
HOe TTOPOTrOBOE 3HAYeHNe TOMIIVHBI CTEHKM JMIMENIO BBICO-
KyI0 4YBCTBUTENIBHOCTb (95-100%) u crnennduyHOCTD
(91%) pnsa ormmumst ot XK [50]. CpaBHMTEIbHAS XapaKTe-
PUCTUKA M3MEHEHMIT Py BHyTpunopTokosoM Y3W mpen-
craBneHa B Tabmuue 3. ITo ganHbIM uccnemoBanmit Kk KT-
npusHakam IgG,-CX oTHOCAT: IMPKy/NAPHOE YTOJIIEHNE
CTeHKM IIPOTOKA C POBHBIMJ BHEIIHMM )i BHYTPEHHUM
KOHTYPOM, paBHOMEpHOe HaKOIUIeHMe KOHTpacTa B ap-
TepuaabHyIo (asy, MOpakeHue BHYTPUIIAHKPeaTIIecKol
YaCTM HKETYHOTO IIPOTOKA, MPEPBIBUCTOCTb MOPAXKEHUI,
codyeTaHue C M3MEHEHUSIMU CO CTOPOHBI HMOPKETy[OYHOI
KeJle3bl, BU3YalU3UPYeMblil IIPOCBET, BOPOHKOOOpasHOe
CY>KeHMe IIPOKCUMAJIbHO 4acTU OOILIero »eI4HOro Ipo-
TOKA, IIPEPLIBUCTOCTb IOPAKEHUIl, PACIIMpeHMe >Kemd-
HBIX IIPOTOKOB IIPOKCUMajIbHee CTPUKTYPBI O 9 MM [51].
B cpaBHmMrenbHOM uccnefoBanum Yata M. um coaBTOpOB
(2016) ObIIO BBIABIEHO, YTO KOMOMHALMS BBILIEYIIOMSI-
HyTbix KT-npusHakoB mmena 80% 4YyBCTBUTETBHOCTD
U cnequpuIHOCTh A1 AuddepeHanbHOI JUarHOCTUKN
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¢ XK [51]. Kpome Toro, Hanu4ue ABOHOrO KOHTYpa Ha
KT 65110 BICOKOCTIEIMUYHBIM /sl XOMTAHTMOKAPLIHO-
MbI (90 %) B OT/IMYME OT OMHOCTONHOTO HAKOIUIEHNS KOH-
TpacTa, xapakrepHoe s IgG,-CX [51]. Tokala A. n coas-
TOpbI (2014) IPERIOXIIN UCIIONB30BATh TOMIINHY CTEHKN
0611[er0 KETIHOTO MPOTOKA >2,5 MM 10 JaHHBIM MPT kak

AMarHOCTMYeCKuit Kpurepuit jist ormmans ot IICX [49].
B 71,4-100 % cry4yaeB yTONMIIEHHbIE CTEHKM YKEMTYHBIX IIPO-
TOKOB PaBHOMEPHO HaKaIl/IMBa/lM KOHTPACTHOE BEIIEeCTBO
(49, 52, 53], a B IOPTaIbHYIO BEHO3HYIO VIV OTCPOYECHHYIO
aspr 6bUIM M30- MIM TMIEPUHTEHCUBHBI II0 CPaBHEHMIO
¢ mapeHxumoit nedenn [49, 52, 53].

Tabnuua 3. CpasnumenvHas xapakmepucmura usmenenuti npu énympunpomoxosom Y3! y nayuenmos c IgG -
CKILePOSUPYIOUSUM XOTIAH2UIOM, NEPEUUHBIM CKLEPOIUPYIOUAUM XOTIAHSUMOM U XONAHZUOKAPYUHOMOTE

IIpusHak Naitoh I., et al., 2009[50] Kubota K., et al., 2011[6] Naitoh I, et al., 2015[54]
IgG -CX
BHYTpMuIle- | BHemede-
YeHOUHbIE HOYHbIE XK IgG4—CX XK Icx IgG4—CX Icx
scemunbie | sxemumbie (n=11) (n=6) (n=12) (n=10) (n=35) (n=15)
IPOTOKYM | NPOTOKU
Vronmenue creHku (Mm) (n=16) (n=9)
M=+SD 2.5 2.4
+ + + + + +
Me(IQR) 2,3+0,4 2,6+0,3 3,3%£1,2 3,7+£0,9 2,8+0,6 2,6£0,9

(2.2-2.9) (1.8-3.0)

VYronuienne crenku (n):

CHMMETPUYHOE: ACUMMETPUYHOE 11:4! 6:3? 1:9 6:0" 1:11° 2:8 27:6' 1:14°
Hapy>xHbrit kpait (n):

POBHBbIIT: HEpOBHBbII 15:0 9:0? 2:9 - - - 33:0" 2:13
BHyTpeHHss cTeHKa (n):

- pPOBHas:HEPOBHAS 15:0 9:0? 0:9 6:0" 111 1:9° 33:0° 0:15"
- HaNMJIAPHOTO BUJIA 0 0 2 - - - - -

- IUBEPTUKY/IONOZ0OHOE BBIIIAYMBAHNE - - - - - - 0 10
IX0oreHHOCTH (n):

OJJHOPOJIHAA: HEOJHOPOHAA 15:0! 9:0? 1:10 - - - 33:0 7:8
Buemnaa xomnpeccus 1 0 0 - - - 2 0
Tpexcnoitnas crpykrypa (n):

- COXpaHeHNe: ICYe3HOBEHIe - - - - - - 33:0 0:15"

Ipumevanus: IgG -CX — IgG -ckneposupyrommit xonanrnt; [ICX — nepsuunblit ckaeposupyouwmii xonaurut; XK — xonanrnokapyuHoma

'p <0.01 IgG,-CX c mopakeHMeM BHYTPUIIEIEHOTHBIX JKEMIHBIX TPOTOKOB Vs XK
’p <0.01 IgG,-CX ¢ nmopaykeH1eM BHeIIeYEHOUHBIX XKEMTIHBIX TPOTOKOB Vs XK
p <0.05

Table 3. Comparative characterization of intraductal ultrasound findings in patients with IgG -sclerosing cholangitis,

primary sclerosing cholangitis and cholangiocarcinoma

Parameter Naitoh I, et al., 2009[50] Kubota K., et al., 2011[6] Naitoh I., et al., 2015[54]
IgG,-SC
intrahe- | extrahe- cc IgG,-SC cc PSC IgG-SC PSC
patic biliary | patic biliary | (n=11) (n=6) (n=12) (n=10) (n=35) (n=15)
ducts ducts
Wall thickness (mm) (n=16) (n=9)
M=SD 2.5 2.4
+ + + + + +
Me(IQR) 2,3+0,4 2,6+0,3 3,3+1,2 3,7£0,9 2,8+0,6 2,6+0,9 (2.2-2.9) (1.8-3.0)
Wall thickness (n):
symmetric:asymmetric 11:4! 6:3 1:9 6:0" 1:11° 2:8 27:6" 1:14°
Outer margin (n):
clear: unclear 15:0 9:0? 2:9 - - - 33:0° 2:13"
Inner margin (n):
- smooth:irregular 15:0 9:0? 0:9 6:0° 111 1:9" 33:0° 0:15"
- papillary 0 0 2 - - - - -
- diverticulum-like outpouching - - - - - - 0 10
Internal echo (n):
homogeneous:heterogeneous 15:0' 9:0° 1:10 - - - 33:0° 7:8"
Extrinsic compression 1 0 0 - - - 2 0
Three layers structure (n):
- preservation:disappearance - - - - - - 33:0° 0:15"

Note: IgG,-SC — IgG -sclerosing cholangitis; PSC — primary sclerosing cholangitis; CC — cholangiocarcinoma.

'p <0.01 IgG,-SC with intrahepatic biliary duct involvement vs CC
’p <0.01 IgG,-SC with extrahepatic biliary duct involvement vs CC
P <0.05
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Mopdonrorunueckue
XapaKTEepPUCTUKH

XapaxTepHbIMU MOPQOTOTHIECKUMI  M3MEHEHUSIMN
npu IgG,-CX apnsawTca nuMdonniasMonuTapHas MHGUIb-
TpaluA, MyapoBblil Gpubpos, obnmurepupyrommit ¢redur,
uHorga — s03nHodunbHas naunbrpanus [3]. Ons mop-
donornyeckoro nopreepxpenusa IgG,-CX tpebyerca Ha-
mmune He MeHee 10 IgG,-TIOSMTUBHBIX TTa3MaTHYECKUIT
KJIETOK B 1071 3peHnu mnpu 6onpuioM yBenndernn (x400)
B Marepuase, KOTOPBI IIOJIy4eH IpY IYHKLUVMOHHON Ou-
omcuy uin >50 KIeTOK B OIlepallOHHbIX 00pasiiax, B TOM
Yuclae MpM KpaeBo¥l OMOICKMM, a TaKXKe COOTHOIIECHVIS
IgG,/IgG-nosuTnBHBIX KeTok He Menee 40 % [20, 55]. Ox-
Hako IgG,-mosuTUBHbIE MTa3MaTHYeCKMe KIETKU TaKKe
MmoryT BcTpevarbcs npu IICX u xonmaHrmokapuuHome [9,
28]. Xapaxkrepubie Mopdonormdeckne nsmeHenusa IgG,-
CX, yalje BCeTO OTCYTCTBOBAIM, ITOCKONIbKY OCHOBHbBIE
M3MeHEHNA HaOITIOJal0TCA B ITOACIU3MCTOM CIIOe U TITy6ke
[9]. Bonee Toro, nucronb3OBaHME CTEHTA MOXKET BBI3BATH
Hecrenuduyeckye M3MEHEHNA, TaKye KaK aTUINIO SIIN-
TeJIMA/TbHBIX K/IETOK, M3 bA3B/ICHNE SIUTENNA M BOCIIAIN-
TEIbHYI0 MHOUIBTPALNIO, YTO MOXKET ObITh HENPABMIBHO
uHTepIpeTupoBaHo kak nposasnaenus [ICX u XK [56, 57].
[Ipu mpoBefeHNY ITYHKIVOHHOM GMOICHY IIeYEeHU TOJb-
KO y 57 % MaIJeHTOB C NOpa)KeHNeM BHYTpPUIIeYeHOYHbIX
JKeTYHbIi TPOTOKOB 6b110 06Hapy»xeno >10 IgG,+ mas-
MaTUYeCKNX KJIETOK, ¥ TOJNBKO B 8 % ciy4yasx — IIpu BO-
BJIEYEHN) TOJbKO BHEIIEYEHOUHBIX JKETYHBIX IPOTOKOB
[58]. YyBCTBUTEIBHOCTD U CIEUM(PUYHOCTD BHYTPUIIPO-
TOKOBOI1 61orncnu cocrasuia 52 % u 96 %, COOTBETCTBEH-
HO [59]. buomcmsa ammynbl OONBIIOTO HYOAEHA/TIBHOTO
COCOYKa UCTIONb3yeTcs y manuenTos ¢ 1gG,-CX u comyT-
cryromiuM AUII 1 Tuma, HO JaHHas mpouenypa Obura
COIpsDKEHA C BBICOKMM PYMCKOM OC/IOXKHEHMI, TAaKMX KaK
HAaHKPeaTUT, PeUMAVBMUPYIOMWMI BOCXOJAIMI XOTAHTUT
U manuyuT [59].

Neuyenue

I'KC ncrionb3yioTcs B KadeCTBe TepaIny IepBOl TMHUN
mna uapykuuu pemucenn IgG,-CX. Pexomenyemas gosu-
poska I'KC cocrasnser 0,5-0,8 Mr/Kr/neHb BHYTpb (CTaH-
JapTHas cTapToBas [o3a IpegHn3onoHa 30-40 Mr/Kr/cyT)
B TedyeHIe 4 Heflelb C MOC/IERYIOLIMM CHIDKEHIEM 110 5 MT
1 pa3 B 1-2 Hemenu [3, 45]. CornacHo pe3ynbraTaM UCCIef0-
BaHWsI CpefHsis fo3a npepuusonona (0,5-0,6 mr/kr) 6s1a
Tak ke 3¢ ¢deKxTrBHa, KaK 1 Bbicokas (0,8-1 Mr/Kr/pmeHb),
WA JOCTIDKeHMs peMuccun [60]. YIuTbIBas BBICOKYIO Ya-
croty peunanusos nocie ormensl [KC (>50%) [24], B uc-
CTIe[OBAaHMAX PEKOMEHJYETCS MCIIONb30BaTh IOJfIePIKIU-
BaoIyio Tepanuio ManbiMu gosamu I'KC 2,5-7,5 mr/cyr,
IIUTENBHOCTD KOTOPOJI MOXET ObITh OT OFHOrO rofa IO
Tpex et [61]. Ilo pesynbpraraM peTpOCIEKTMBHOTO aHa-
NM3a, MOAIEePXKIBAOLIAsl Tepanysl MPELHN30TIOHOM B HU3-
KUX Jo3ax 6Ooree Tpex JieT ylyd4llaga BBDKJMBAEMOCTD
nanuenTos ¢ IgG,-CX [62]. B cryyae HefocTaToYHOrO OT-
Beta Ha ['KC man mpu BOSHMKHOBEHNMM pelyanBa 3a6o-
JleBaHMA PeKOMEHJYeTCsl MCIONb30BaTh VIMMYHOCYIpec-
CUBHBIE [IPEIapaThl B KayeCTBE BTOPOTT TMHI TEPATINIA IS

noppep>xanus pemuccyn [3]. K aToit rpynne npemnapaTos
OTHOCSTCS TMOIYPUHBI (a3aTHONPUH, 6-MepPKAIITONyPUH),
MukodeHonara MOQeTUI, METOTPEeKCaT U MHIMOUTOPBI
Ka/IbIIIHeBpUHA (TaKpOIUMYC, OUKIOCIOpuH A) [63-65].
PeTpocreKTUBHBI aHAMN3, CPaBHUBAIOIINI LUKIODOC-
dbamuy n MukodeHonar, He IMPOJEMOHCTPUPOBAIT IIPEBOC-
XOZCTBAa OJHOTO IperapaTa Haj APYTUMM C TOYKU 3PEHN
MHAYKUUY pemuccun [66]. Purykcrumab ucnonp3osanm fis
VHJYKIUY VM IIOATEPXKaHUA PEMICCUI IPY Ha/IMYUM IIPO-
tuBonokasaunit Kk npuemy I'KC n crepouscbeperarommx
IIpeIapaToB, a TakoKe Ipu Hed(PHEeKTUBHOCTY yKa3aHHBIX
JIeKapCTBEHHBIX CpefcTB [67, 68]. CormacHoO pesynbTaTaM
MeTa-aHasI13a, IOIHBI OTBET Yepes 6 MecslleB Habmoa-
cay 88,9% (95% U 80.5-93.9), yacTora peLAUBOB CO-
craBuma 21% (95% [V 10,5-40,3), MenuaHa BpeMeHU [0
peunauBa cocraBuna 10 mecsues [67]. bonee Bbicokas 4a-
crorta peunansa 35,9 % (95% [V 17,3-60,1) 6s11a 3apernu-
CTPMPOBAHA Yy MALMEHTOB C MOIMOPIAHHBIM MOPaXKeHNeM
(MOMUMO MOIKETYIOYHOI XKele3bl V/VIIV YKeMYHBIX IPO-
TOKOB) [67]. HexenarenbHble ABIEHNA Pa3BUINCh ¥ 25 %
HaIVIeHTOB: NH(Y3MOHHbIE peaKlyy y 8 MalUeHTOB, NH-
(eKIMOHHBIE OCTOKHEHVSI — 9, TUIIOraMMAaI/IO0y/IMHEMILST
-1, pak mMoueBoro mysbipss — 1 [67]. HacToTa peunnnBos
HOC/e MHAYKUUM PUTYKCMMAOOM IO-IPeXHEMY 3Hadl-
Te/IbHas, IIpenapar ClIefyeT IPUMEHATb C OCTOPO>KHOCTHIO
npu IgG,-CX, yuurbiBasg IOTEHUMATIbHO IOBBILIEHHBI
PUCK MHQEKIMOHHBIX OCTIOKHEHUII, TaKUX Kak OakTepu-
QJIBHBII XO/IAHTUT, XOTIEUMUCTUT 1 abCIecchl medenn [12].

CyuiecTByIOT pasHble HOJXOfIbI K BOIIPOCY O IpOBe-
IeHMM CTeHTHPOBAHNUA JKEMTYHBIX IPOTOKOB y HAL[IEHTOB
¢ IgG,-CX. Miyazawa M. n coasTopsl (2020) B cBOEM m1C-
CJIeOBaHIe YKa3bIBAIOT Ha MOBBILIEHME PUCKOB PasBUTIsA
XOJIeINTHA3a Y IAlJMeHTOB, KOTOPBIM BBIIIOJTHEHO CTeH-
tuposanue nepex mpuemom I'KC [69]. V3 69 nanmenToB
c IgG,-CX, 41 nonyvamu Tonbko I'KC 6e3 crentnposanus
Y TOCTUITIM KIMHIYECKOTO YTy4IlleHNs, BKIodas 10 manu-
eHTOB ¢ 0OCTPYKTMBHOII xentyxoit [69]. Eme 28 maruen-
tam (40,6 %) BBIIIOTHEHO CTEHTUPOBAHME XKETYHBIX IIPO-
TOKOB neper; HadasoM nprema I'KC [69]. V3 atoit rpymmsr,
nocre ycrienrHout Teparmu IKC, ctenT 6511 yaneH y 13 ma-
1ueHToB (46,4 %), a y 10 mauuenTos (35,7 %) mponsonnio
CIIOHTaHHOE CMellleHne CTeHTa [69]. B Teyenne Habmiopae-
MOTO IIepUOfia Y TPex ManueHTos (4,3 %), KOTOpbIM IPOBO-
AWIOCHh CTEHTHPOBaHNUe, 00Pa30BaIICh KAMHY B SKETIHBIX
HyTAX, Yer0o He HAO/IOfa/IoCh HI Y OJHOTO U3 MAlMeHTOB,
xoropsle nomydanu Tonbko ['KC (p = 0,032) [69]. B gpyrom
VICCTIE[IOBAHNUM BBIABM/IM, YTO YaCTOTA PA3BUTHUA OCTPOTO
XOJIAHTUTA, CBSI3aHHOI'O CO CTEHTMPOBaHueM, Oblla 3Ha4M-
TEJIbHO HIDKE y HALMeHTOB, NOIYYaBIINX CTEPOUMDI, YeM
y Tex, KTO UX He IPUHMMAN (4acToTa OTCYTCTBUs OCTPO-
ro xonaHruTa 4yepes 1 mecaAn: 100% nportus 90 %; mor-
panrosslit TecT p = 0,0278) [70].

Ncxopbpr 1 IporHO3

YunrhiBasi BBICOKYI 3(QEeKTUBHOCTD ITIIOKOKOPTH-
KOCTepOWJIOB, TIPOTHO3 y manueHtoB ¢ IgG,-CX 6maro-
npuATHbIA. Y 10-25% manuentos ¢ IgG,-CX moxer Ha-
OmoffaTbcsi  CrioHTaHHas pemuccus [71]. OtmaneHHbIT
IPOTHO3 Ma/ION3Y4YeH, pPasBUTHME OWIMAPHOTO LUpPpo3a
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OB3OPHBIE CTATbHU

IeYeHV 3aperucTpUpoBaHo B 4,5% -7,5% cnydaax [72],
OIMCAaHbl eAVHUYHbIE CIy4Yay PasBUTHA HNOPTAIbHON I'M-
neprensun [73] u 1 ciaydail pasBUTHSA [IEYEHOYHOI HeO-
CTaTOYHOCTH, YTO MOTPeOOBAIO BHIIOTHEHE TPAHCIIIAH-
tauun nedenn [74]. Kensuke Kubota u coasropsr (2023)
NIPOBENM PETPOCHEKTMBHBIN aHaaM3 JAaHHBIX 924 manu-
enros ¢ IgG,-CX [62]. CornmacHo pesynmbTatam mccieso-
BaHys, passurue 3HO 6buto 3apermctpupoBaHo y 15%
(139/924) mauuentos: o passutus IgG,-CX — 48 cnyya-
€B, O[HOBpeMeHHO C BbiABIeHneM IgG -CX nmm B Tedenne
3-x Mmecsaunes — 18 ciydaes, 1ocae AMarHOCTUPOBAHMA
IgG,-CX — 83 cnyyas [62]. Y nanmenTos, y koropbix 3HO
6b1710 IMarHOCTUPOBaHO paHblue, yeM IgG,-CX, moxanmsa-
VA ero yYallle OOHAPYXXUBAMUCh B TONCTON Kumike (27 %;
13 u3 48) u MmoueBbIBOzAIIEN cucTeMe (25 %; 12 us 48) [62].
B cnyyasnx cunxponnoro soiasnenusa 3HO Bmecre ¢ IgG, -
CX, Hanboree 94acTO AMATHOCTUPOBAIM PAaK BEPXHMX OT-
JIeTI0B XKeMyLOYHO-KIUIIeYHOTo TpakTa (33 %; 6 u3 18) [62].
IIpu o6Hapy>xeHNM paka mocsie yCTaHOBKY AnarHosa IgG, -
CX uame BcTpevanuch 3HO MoueBLIBOAAIIEl CHUCTEMBI
(36 %; 30 u3 83), >xenynKa U [BEHAALATUIIEPCTHON KMUIIKK
(34 %; 28 u3 83) u roncroit kumku (28 %; 28 us 83) [62].
Taxoke OBIIO 3aPeTUCTPUPOBAHO 8 C/TyYaeB paKa KeTIHBIX
IIPOTOKOB U 9 C/Iy4aeB paka IOIKeTy/JOYHOI >Kerlesbl, Bce
u3 KOTOPhIX pasumuch nocne IgG,-CX, 3a uckmouennem
OIHOTrO MalyeHTa. B 60bIINHCTBE CIydaeB pak MOmKeny-
[IOYHOIT Kerne3bl ObII JMArHOCTHPOBaH B TedeHue 10 jer
nocne ycranosku IgG,-CX, a pak »KeTIHBIX NPOTOKOB —
B TedyeHMe 2-X €T [62]. MHOropakTOpHBIM aHAIM30M
6bUIO TaK)Ke BBISBJIEHO, YTO PELNINB IgG,-CX aBnsetcs
He3aBMCUMBIM (akTOpoM pucka mmst passutus 3HO [62].
B cBol0 04epens, peryuus OblT oTMedeH y 19,7 % (182/924)
manyeHToB [62]. B uemoM, cTaHmapTH30BaHHOE OTHOLIE-
Hue 3abonesaemoctu (SIR) mna 3HO mocime mocTaHOBKU
puarnosa IgG,-CX cocrasumo 12,68 (6,89-8,79) [62]. ITo-
kasareny SIR 11 paka >KemueBbIBOAAIIMX Ty Tel 1 IOfKe-
JIYBOYHOII >Kerte3bl cocTaBumn 27,35 (23,39-31,12) u 18,43
(16,44-02,97), coorBercTBeHHO [62]. KymynaTuBHasA BbI-
JKMBAeMOCTb OblIa CTATMCTUYECKM 3HAYMMO BBIIIE Y Ma-
L[MIEHTOB, IO/IY4YaBIINX IOANEPKUBAIOLIYI0 CTEPOUTHYIO
tepamuio (p <0,001) [62]. B gpyroM peTpocClneKTUBHOM
MICCIIEOBAHNY TAK)Ke HMPUIUIM K BBIBOAY, YTO IAIVIEHTHI
¢ IgG,-CX uMenT BHICOKMIT PUCK Pa3BUTHS OHKOJIOTUYE-
CKIX 3a00JIeBaHNUIL, BK/IIOYAsl PAK IOMKETyOUHOI JKee3bl
¥ XKeITYHBIX IPOTOKOB [5]. SIR paka momkenynouHoi sxere-
3Bl U XKETYHBIX IPOTOKOB coctaBu 10,30 u 8,88 coorser-
crBeHHO [5]. Prck passutms 3HO 6511 BBICOK B TeueHIe
IIepBOTO TOA U CITYCTA 5 JIET IOCTIe TIOCTAHOBKY JYarHosa
IgG,-CX, SIR cocrasun 2,58 n 2,44, COOTBETCTBEHHO [5].

3akAaoueHue

IgG,-CX penkoe M CMOXHO JAMarHoCcTUpyemoe 3a6o-
JleBaHIe, KOTOPOEe MOXeT OBITb OMIMOOYHO MPUHATO 32
ApyTye MOpaXKeHMs >KeMTYHBIX MPOTOKOB, Takue kak IICX
n XK. [Inarnoctuka TpebyeT KOMIIIEKCHON OLIEHKU K-
HIYECKNX, 1a60PaTOPHO-MHCTPYMEHTAIBHBIX — TAaHHBIX
M 4aCcTO — TUCTOJIOTMYECKOro MoATBepxaeHusA. Hepenko
[MaTHO3 yCTaHABIUBAeTCA MOC/Ie OLeHKN 9 eKTUBHOCTI
npo6noit I'KC-repamuim, koTopasi 0OBIYHO [aeT OBICTPBII

U TOJIOKUTENbHBIN 0TBeT. [IporHo3 y marueHToB 6maro-
HIPUATHBIN, HO TpeOyeTcs IMOXM3HEHHOe HaOIIofieHNe U3-
3a BBICOKOJI YaCTOTBI pPelUAVBUPOBAHNA U ITOBBIIIEHHOTO
PUCKa PasBUTHS 3/I0KAIECTBEHHBIX HOBOOOPA30BaHMIL.
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