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MMMyHOrnobynuH G4-accounmpoBaHHbIN  CKIle-
posuvpytowmnn xonaHrut (IgG4-CX) moxeT umuTu-
poBaTb MEPBUYHbIN CKIEPO3MPYIOLLNIA XONAHTUT,
XOJIAHTMOKaPLMHOMY, afieHOKapLWHOMY Mop»e-
nypaoyHow xenesbl. CBOEBpEMeHHasa AMarHOCTU-
Ka MO3BOMIAET MPOBOANTbL afleKBaTHYIO Tepanuio
1 ynyywaTb NporHo3 3abonesaHuA. B HacToAwen
cTaTbe MpeAcTaBNeH KpaTKWin o630p nuTepaty-
pbl C aKLEHTOM Ha acnekTax, Bbl3blBalOWMX AU-
arHoctTuyeckne 1 TepaneBTUYECKME TPYLHO-
CTW,  NPOWUTIOCTPUPOBAHHbIE  KJIMHUYECKUM
npumepom. [lnarHoctnka lgG4-CX ocHoBaHa Ha
CcoYeTaHUN OMOXMMUYECKNX, PaJNONOrNYECKUX
N TUCTONOFMYECKNX MPU3HAKOB, CPean KoTo-
PbiX — MOBbIWEHHbIN YypoBeHb IgG4 B CbIBOPOTKE
KPOBW, BHYTPUMEYEHOUYHble N BHeMeyeHOYHble
6unuapHble CTPUKTYPbI, BbiABAEMble MpY Mar-
HUTHO-PEe30HaHCHOW XonaHrnorpaduu, 1 Mysnb-
TudokanbHble 1gG4-numdonnasmaTmyeckmne WH-
dunbTpauuy, ckneposupyowmin Grbpo3 KenuHbIX
NpOTOKOB, ornpefensemMble  MOpPdONOrMYecKin.
InokokopTukoctepongbl (FKC) — npenapatbl nep-
BOV NIUHUWN ANA BOCTUXKEHUA PEMUCCUN Y Mauu-
eHToB C 1gG4-CX. BonblUMHCTBO NaLMEeHTOB XO-
pOLLO pearvpyloT Ha Tepanuio cncteMHbiMu TKC.
OpnHako 0kono 20% 60/bHbIX (Yalle 3TO NaUneHTbI
C BblpaXKeHHbIMW CKIEPO3VPYIOLWMMIA BHYTPUe-
YEHOYHbIMY U/ BHEMEYEHOUYHbIMU U3MEHEHN-
AMY 1 NpY3HaKaMu NPOABUHYTOro 3aboneBaHuA
Ha CTaguy LMppOo3a MeyeHn) MMET HEeMOHbIN
OTBET WIN M3HayalbHO He OTBeYaloT Ha Jevye-
Hue. [puBefeHHoe KMHUYecKoe HabnogeHne
HarnAAHO [EMOHCTPUPYET, UTO CBOEBPEMEHHas

BepuomKauma pguarHosa lgG4-CX moxeT mmeTb
BaXHOe MPOrHocTMyeckoe 3HayeHuve. Mctopua
60n1e3HN NauneHTKN 62 NeT NOATBEPXKAAET TPYA-
HOCTV paHHel AMarHoCTNK/ 3aboneBaHusA: fJocTa-
TOYHO ANUTENbHOE BPeMA AMAarHo30M NauueHTKN
Obl1  MEPBUYHBbIA  CKIIEPO3UPYIOLNA  XONMaHTUT.
HecBoeBpemeHHoe Ha3HauyeHne [KC (tepanusa
6blna Ha3HayeHa y»<e Ha CTaguv Luppo3a neyeHn)
NPpYIBENIO K OTCYTCTBUIO KIIMHNYECKON 3bPeKTrB-
HOCTV 1 Pa3BUTUIO OCIIOXKHEHUI — peunguBupy-
IOLEeMYy XOMaHIUTY Ha GpOHe BbIpaXKeHHbIX 6unu-
apHbIX CTPUKTYP. MaymeHTam ¢ Nogo3peHremM Ha
NepPBUYHBIA CKNEPO3NPYIOLNIA XONAHIUT Lieneco-
06pa3HO CBOEBPEMEHHO MpoBoAnUTb AnddepeH-
LmnanbHbI anarHos ¢ lgG4-CX, nockonbKy paHHee
Ha3sHauyeHune NKC no3sonAeT 3ameannTb nNporpec-
cupoBaHue 3aboneBaHuA.

KnioueBble cnoBa: 1gG4-accounmpoBaHHbIN
CKJIepO3UPYOLWNIA XONAHTUT, MEPBUYHbIN CKIIEPO-
3UpYOLWNIA XONaHTUT, UMMYHOTI06ynvHbl G4, Fto-
KOKOPTMKOCTepouzbl

Ana untupoBaHua: BrHHuLKan EB, Xanverosa TIO,
CbukmHa EC, AnekcaHgposa PW, CaHanep (OI. 1gG4-
ACCOLMMPOBAHHBIN  CKNEPO3VPYIOLLMI  XONAHMUT —
[IMarHo3, KOTOPbIA MOXET W3MEHWUTb XOf COBBITHI
(0630p nWTEpPATYpPBl M KAMHMYECKOe HabntofeHue).
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MMYHOro6ynnH G4-acconunpoBaHHBIII

cxreposupytomuii  xomanrur  (IgG4-

CX) - omMH U3 BapMAaHTOB IIPOsBIIe-

HuA 1gG4-acconmumpoBaHHoO! O0Me3HN
(IgG4-AB). Oto ocobas dopma CKIEPO3UPYIOLIETO
XOJIAaHTUTA, XapaKTePMU3YIOLIAsACA MOBBILICHEM ChI-
BopoTo4YHOro ypoBH:A I1gG4, nudunsrpanneir IgG4-
HO3UTUBHBIMMI ITa3MAaTUYeCKIMM KIeTKAMU CTeHOK
JKEeTTYHBIX IIPOTOKOB B COYETaHUU C GUOPOTUYECKI-
MU U3MEHEHMAMU B HUX, a TaK>Ke MOIOKUTETbHBIM
OTBETOM Ha TEpANNI0 ITIOKOKOPTUKOCTEPOUTAMU
(T'KC) [1].

B HacTosi1Ielt cTaThe JaH KpaTKuil 0030p muTepa-
TYPBI C aKIIEHTOM Ha aCIeKTaX, KOTOpbIe BbI3BIBAIOT
IVIATHOCTUYECKNE M TepaleBTUYeCKNe TPYHLHOCTH,
HpPOMJITIOCTPUPOBAHHBIE KIMHUYIECKUM IIPUMEPOM
U3 COOCTBEHHOI MPAKTUKIL

Idtuonorua IgG4-CX  ocraerca HemsBecT-
Holi. ITarorenes IgG4-Ab msyuen HefgocTaTOYHO.
CymecTByeT npepnonoxenne, 4to IgG4 urpaer oco-
OyI0 po/ib B Pa3BUTHM TONEPAHTHOCTM K a/I/IepreHaM
Y OTBETHOI peaKLM Ha HEKOTOPbIe MH(EKIMOHHbIe
aTeHTBI, OJTHAKO ero (pU3MOIOrniecKoe sHauUeHue 10
KOHIIa He ompepeneHo. IgG4-aHTUTeTa He ABIAOTCA
NaTOTeHHBIMY, CKOpee, PeryaupylT OTBETHYIO pe-
aKIIVMIO OPTaHM3Ma Ha IPyTHe IepBUIHbIE TPOLIECCHI
[1, 2]. IIpu IgG4-Ab MOXeT MOpa>kaTbCsl OZVH WK
HECKO/IBKO OpraHoB. My/IbTHOpraHHOe IIOpake-
Hue oTMevaloT y 60-90% maunentos ¢ IgG4-AD [3].
IIpu aTOM BO BCeX IOBPEX/ICHHBIX TKaHAX MOXHO
OOHapY>XUTb CXORHbIE TUCTONOTMYECKNE, Ceposo-
rUyecKue M KIMHMYeCKVe IpPU3HAKM. YBelndeHye
MMM}ATUYeCKUX y3/I0B CYUTAETCA JOCTATOYHO Ya-
CTBIM NIPOSIB/IEHMEM, CUMIITOMBI aCTMBI 11 aJI/IepIUU
BCTpeYaloTcsA npuMepHo B 40% ciydaes [2]. IgG4-
AB MOXeT MMMTUPOBATh ayTOMMMYHHbIe 0OJIe3HN
(cucTemHas KpacHas BomdaHKa, cuHzpoM lllerpena,
rpaHy/neMaTo3 BereHepa), XapakTepu3oBaTbcA ObI-
CTPOIJI IOTEPEN MACCHI Te/IA, B psAfie Cy4YaeB IpoTe-
KaTb 6eCCUMIITOMHO [4].

B coBpemeHnHOIT MuTepaType HEpPeRKo MyOnIMKy-
I0TCA ONMCAHMA KIMHMYECKUX C/IydaeB, KOTA IpU
PeTPOCHEKTVBHOM OLieHKe COCTOAHUSA MIUTENIbHO
HaOJII0aBIINMXCA IAIVEHTOB C IePBUYHBIM CKJIe-
posupymouum xomanruroM (IICX), He momyyaBuIMx
aJlekBaTHOJI Tepanuy, BbiABngerca 1gG4-CX [5].
YacroTa IgG4-CX cpepu IgG4-Ab cocrabnser 25—
26% [6].

Kmuanyeckas kxaprtuna 1gG4-CX xapaxrepn-
3yeTCs BBICOKONM YaCTOTOM JKENTYXM, YMEHbUIEHNEM
MAacCCBI Te/la ¥ HepUOANIECKUMM OONAMM B KUBOTE
6€3 ompese/IeHHOI TOKATN3AII .

IuddepennnanbHasg AMArHOCTHKA. TeueHue
IgG4-CX n IICX npakTuyecku Hepasnmnynmo. Jacro

B K/IMHMYECKMX ITPOSIBJIEHM X MOT'YT IOMMHVPOBATh
IpU3HAKY XOMAHTUTA, 0OYCTIOBIEHHOrO 00pasoBa-
HUEM CTPUKTYP KaK KPYIIHBIX, TaK U 60/iee MeNIKUX
IIPOTOKOB. Bo3MoO)XHa acconmaums ¢ ayTOMMMYH-
HBIM TeraTuToM [7].

Hna IgG4-CX xapaKkTepHO MOBbILIEH)E KOHIIEH-
tpauuy IgG4 B criBopoTKe KpoBu Oornee 135 Mr/mi.
OpHaKoO IOJTHOCTBIO ONMPAThCSA HA STOT HMPU3HAK
B JMATHOCTMKE Heb3s, IMOCKOJIbKY OH HE CTPOro
cuenuéudeH (MOXXET IOBBILIATHCS IMPU OPOHXU-
aTTbHOI acTMe, aTONMYECKOM fIepMATUTe, paKe IOf-
JKETTYLOYHOM >Kee3bl, OPOHX03KTa3axX, CUHYCHUTAX
U MHOruMX Apyrux sabomeBanmsx) [8-12]. Bomee
TOTO, B 5% C/Iy4aeB IOBBIIIEHHbIN YPOBEHb aHTU-
tent 1gG4 BcTpewaeTcs y 3MOPOBBIX JI0EN B 06wIelt
nonynAauyu [13]. Pemrarommm B yCTaHOBICHUM HU-
arHo3a CYMTAETCS TUCTONOTMYECKOe WCCIeNoBa-
Hyre. IgG4-mo3uTMBHBIE KIETKM B >KETYHBIX IIPO-
TOKax oOHapyxuBawTcsa B 88% Ouomnraros [14-16].
BoIfien 0T pAL IUCTONMOTMYECKNX KPUTEPUEB, KOTO-
pble YCIOBHO IOAPasfe/sioT Ha GOJIbline U Majble
[17, 18] (Tabmn. 1).

VzonupoBauusie ¢opmb IgG4-CX  upesBbl-
YallHO TPY[JHO OTANYMUTDH OT XOJNAHTVMOKAPLHOMBI
(XK). R.P. Graham u coaBT. IpuBOJAT OmUCAHNE
HabmofeHnA 9 MalyeHTOB, Y KOTOPhIX IPOBOJVIIACH
muddepennmanpras guarsoctuka ¢ [ICX Bcemu fo-
CTYIHBIMU MeTOofaMu, vt mniub y 1 u3 9 IgG4-CX 6bit
AVIaTHOCTMPOBAH JI0 ONIEPATMBHOTO BMeIIAaTe/TbCTBA
[19].

JIuarnos IgG4-CX MoxeT OBITb YCTaHOBJIEH
TOJIBKO IIPM HA/JIMYMM TIOJIHOV K/IMHMYECKON Kap-
TUHBI, (QU3VKAJIBHBIX ¥ Ja0OpaTOPHBIX [aHHBIX,
COOTBETCTBYIOIIUX  PajiNOJIOTMYECKUX  UCCIIeNO-
Bauuit (Cormacme 3KCIepToB coctaBuno 96% Ha
IT MexxayHapofiHOM CUMIIO3MyMe TI0 JUarHOCTHKE
u nevennio 1gG4-acconmmpoBaHHbIX 3a00/IeBaHNUIL
[1]; Tabm. 2). Mopdonorndyeckoe NOATBEPXKIECHNUE
CTPOro 00513aTeIPHO M/Is1 MCKTIOUEHNsT MaTUTHA3A-
MM M JPYTUX COCTOSHMI, NMPOTEKAIINX IO Ma-
ckoit IgG4-AD [1, 13].

Ta6nuua 1. l1ctonornyeckume kputepum IgG4-accoummnpoBaHHon 6onesHn [17, 18]

®

«bornbluve» rMcTonornyeckmne KpUtepun «Manble» rucTonornyeckre Kputepmm

JlnmdbonnasmouuTapHasa nHoMUNbTpauma [epMUHATVBHbIE LIEHTPbI

Bbicokuin npoueHT IgG4-nonoxutenbHbix JNumdongHble ponnukynbl
nnasMaTryecknx KNeTok

Ckneposupytowmii $pnbpos Heobnutepupytowme pnebuts

O6nuTepupytowmii dpnebut Ob6nuTepupytoLne apTepunTbl

Jo3vHOPUNbHAA UHGUNBTPaLNA
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Tabnuua 2. MexayHapoaHble AnarHocTuyeckre kputepun IgG4-accoumvpoBaHHOMO CKNEPO3VPYIoLLEro xonaHruTa [1]

MapameTp

Kputepun

[laHHble NyyYeBbIX METOLOB ANArHOCTVKN (ybTPa3ByKoOBOE
MCCefoBaHNE, KOMMbIOTEPHAs TOMOrpadus, MarHUTHO-
pe3oHaHcHas Tomorpadus, xonaHruorpadus)

ﬂaHHbIe ceponornyeckoro nccnegoBaHmAa

[laHHble rMCTONOrNYecKoro nccnefoBaHna

Hanuune conyTcTByioOWMX ay TOUMMYHHbIX 3a601eBaHUi

ﬂOI‘IOHHI/ITeHbeIe

OnddysHoe nnu cermeHTapHOe Cy>KeHre BHYTPUNEUYEHOUHbIX 1/
BHEMEUYEHOUHbIX KEJTYHbIX MPOTOKOB

NoBblLeHne CbIBOPOTOUHOM KOHLeHTpauunn IgG4

Bbicokuin npoueHT IgG4-no3UTMBHBIX NNa3MaTUYECKNX KNeTOK
JlumdbonnasmouuTapHas nHbUNbTpaLms

Ckneposupytowmnii Gubpos

O6nutepupytowmii dpnedbut

AyTOVIMMYHHBI NaHKpeaTWT 1-ro Tuna
1gG4-accoummpoBaHHbIN AakproageHUT/cnanageHnT
IgG4-accoymmnpoBaHHbIi peTponepuToHeanbHbin Grnépos

3¢ PEeKTNBHOCTD MIOKOKOPTUKOCTEPOUAHOI Tepanumn

B 2017 r. S.H. Moon u coasr. [20] npepnoxumu
Oa/lIBHYI0 OLIEHKY, I03BOJSOMYI0 AnddepeHin-
poBarb IICX u IgG4-CX. Beimm obcnenoBaHbl ma-
nuenTsl ¢ IgG4-CX (n=39) n IICX (n=76) c Hamu-
4YyeM CTPUKTYP KPYIHBIX IPOTOKOB. OleHNBaINCh
ClIeRyIoLIMe COCTAB/IAIIe: BO3PACT, U3MEHEHM CO
CTOPOHBI JIPYTMX OPraHOB, Ha/lNM4ue BOCIAIUTENb-
HBIX 3a00/IeBaHMIT KMIIEYHIKA, KOHIleHTpauus IgG4
CBIBOPOTKY ¥ XOJaHTMorpaduieckyie 0COOEHHOCTIL.
Ha ocHoOBe 9TUX ITepeMeHHBIX OblTa paspaboTaHa cu-
cTeMa nopicyera 6asnoB (tadsm. 3). ABTOpHI IIpefiara-
10T pacCMaTpMUBaTh KOMNYECTBO 6AsIIOB OT 7 U BBIIIE
B KauecTBe KpuTepus onpeaenennoro IgG4-CX.

JIeuennme. Cucremunle I'KC mpusHaHbl Tepa-
nueit neppoit nuHun IgG4-CX. Bcem manmmenTam
¢ KauHudeckumy npossrenusamu IgG4-Ab Heo6-
XOAMMO IIpOBefieHre 0e30TIaraTeNbHON TepamuiL.
beccumnromuas ¢opma IgG4-Ab Taxxe Tpebyer

nevenus (cormacue sKCIepToB coctaBuno 87%) [1].
IToxasanmem k cpounoit Tepanuu npu IICX cayxut
HaJI4ue MPOKCYMAaJIbHbIX (BBIIlE MHTPANIaHKpeaTu-

YeCKOro IIPOTOKA) CTPUKTYP >KeTIeBBIBOJALINX ITY-

Teil. bes cBoeBpeMeHHO Ha4yaTol Tepanuy Iporpec-

cupyeT MH(EKIVOHHBI XOTaHIUT, (OpMUPYeTCcH

¢ubpo3 1 1UPpo3 nedeH .

Ilogxomp! K T€YEeHUIO:

o IKC, cpepnme fospl coctasnAwT 30-40 mr/cyT
(nccmenoBaHNA He IIOKa3aay [[0303aBMCUMBIX
pasmuyuii);

o CTeHTMpOBaHMe (A1 OMIMAPHOTO TPAKTA);

o 1pu nporusonokasanuax Kk 'KC - Hasnauenue
purykcumaba B KadyecTBe a/bTePHATUBHOI UM-
MYHOCYIIpeCCUBHOI Tepamnuu [21].

I'KC - mpemaparbl NepBoil TMHUM [AA JOCTHU-

JKeHMS PEeMUCCUM Y MAIMeHTOB C aKTUBHO IIPOTe-

Kalolllell BIlepBble AuMarHoctupoBaHHoit IgG4-Ab

Tabnuua 3. bannbHanA oLUeHKa, No3BonaoLLan AddepeHLMPOBaTbL NEPBUYHbIN CKNEPO3MPYIOLWMIA XONAHIT 1 IgG4-acCcoUMMPOBaHHbI

CKNEpPO3NpPYIoLWNA xonaHrnt no cucteme S.H. Moon [20]

MapameTp 0 6annos 1 6ann 2 6anna 3 6anna 4 6anna
Bospacrt, rogpi <30 30-39 40-49 50-59 > 60
Hannume n3meHeHM co CTOPOHbI Het Ha
Lpyrvix opraHoB
YeTkoob6pasHble U3MeHeHNsA Ha Ha Het
XOnaHrnorpammax
O6wee yucno 6annos 3aknoyeHue
OT0p04 BepoATHbI NePBUYHbIN CKNEPO3NPYIOLWMI XONAHTAT
OT15p06 Heobxoauma ctepoungHas Tepanus ex juvantibus
OT17p09 OnpepeneHHbin IgG4-accoLMnpPOBaHHbIN CKNEPO3MPYIOLLMIA XONAHTUT
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(B OTCyTCTBME TIPOTMBOIIOKA3aHuIM) (cormacue aKc-
neptoB coctaBuio 94%) [1]. Kak mpasuio, npoBoput-
Csl MOHOTepamusA, OFHAKO BO3MOXXHO IIPVMMEHEHMe
KOMOMHJPOBAHHOTO jIeUeHNUs (COYeTaHUe C MMMY-
HOCyIIpeccopamu), 0COOeHHO B OTCYTCTBUE 3ddek-
ta n upu 1wioxoi nepenocumoctu I'KC. O6prunas
UHUIMMPYIOMAs [03a IPEeSHN30/I0HA COCTaBJIAET
40 Mr/CyT Ha IPOTSKEHNM 4 Hefle/Ib C MOCTIeY UM
CHIDKEHMEM Ha 5 MT B Heflennio. BapraHToM pefyKuym
TO3BbI IIPEJHNM30/I0HA TAKXXe MOXKeT OBITh CHIDKEHIE
Ha 10 Mr eXXeHefle/IbHO B IIEPBbIE 2 HEME/N, a 3aTeM
no 5 mr B Hegento [22]. [TogmepxuBaromias 503a MO-
XKeT OBITDb HIDKE, 4YeM IIPY ay TOMMMYHHOM TellaTHTe,
U B HEKOTOPBIX C/Ty4asX COCTaBAAET 5 MI/CYT B Te-
yeHne 6 MecAnes. IIpogo/mKUTENbHOCTD Tepanmun
BapbupyeT oT 5-6 Mecsues fo 3 netr. Ha dpone neve-
uusa I'KC nonoxurenbHas IMHAMUKA KIMHAYECKUX,
7MabOpPaTOPHBIX ¥ MOPQONOrNYecKUX IIPOSBICHNI
6one3un ormevaeTcst y 80% marmeHToB [23].

B cmyyae penupmBa Imocie 3aBepLIEHUs CTepo-
MJHOJ TepallMM B Ka4eCTBe CPe/iCTBa BTOPOIL IMHUM
paccMaTpmBaeTcsa  asaTMONpMH. llepcleKTMBHBIM
I'KC pgnsa pnuTenbHOro NpUMEHEHWs, BBUJY MeHb-
IIer0 KOo/mm4yecTBa M0O60YHBIX 9P(DEKTOB, CUMTAETCS
OymecoHN |, XOpOIIO 3apeKOMEHIOBABIINII cebs1 pu
ayTOMMMYHHOM TeIlaTHTe, XOTA JaHHBIX IO ero ag-
¢dextuBHOCTM Tpu IgG4-CX moka HemOCTAaTOYHO.
Xopommuit oTseT Ha nevenue ['KC nonyyen B uccrne-
nosanun E. Bjornsson u coaBT. y nanuenTtos c IgG4-
CX. IIpumenenne 'KC B TeueHue 2 MecsAIeB COIpo-
BOXJA/I0Ch yMeHblIeHueM (PUOPO3HBIX VI3MEHEHMI
B IIPOTOKAX U 3HAYUTENbHBIM CHIDKEHUEM yPOBHeN
IgG4 B cpiBopoTke KpoBu. Ho mocnme mpekpaie-
Hus npruema ['KC y monoBuHBI 60TBHBIX OTMEYEHO

B0o300OHOBIIeHMe Oome3Hu [24]. HepasHo omy6muko-
BaHBI JJAHHBIE 110 YCIIEIIHOMY IPUMEHEHUIO PUTYK-
cumaba g nedenns IgG4-Ab y 10 manuenTos [1].

Huxe mpmBoguM HaHHBIE COOCTBEHHOTO KIIV-
HIYECKOTO HaOJIIofeHNA, KOTOpOoe NeMOHCTPUPYeT
TpysHocTy AuarHocTuku I1gG4-CX, oTcyTcTBME OT-
BeTa IpU HECBOEBPEMEHHO HA4aToil Tepamum Cu-
cremubiMu I'KC.

KnuHnyeckoe HabnogeHne

IMTanuentka JI. 62 et mocTymnuia MOBTOPHO B OTHENEHNE
TeraTonornu B fiekabpe 2017 1. ¢ )kanob6aMy Ha SKeNTYyXY,
60711 B XXMBOTE, CHIDKEHIE MaCChI Te/a, 0010 CTaboCTb.
Cunraer cebs 60mbHOI ¢ 2004 T., KOTja BIEpBbIe MOSABU-
JIUCD >Ka/loObl Ha KUJKMIL CTYI ¢ KPOBBIO. BbIT fuarso-
ctupoBaH s3BeHHbIT Komut (SIK), ToTanmpHOe moparke-
HIe, XpPOHMYECKOe pelyVBMpYIOlliee TedeHMe, CpefHel
crenenn TsDKectu. Ha ¢oHe HasHaueHHOI Tepanmuu mpe-
IapaTtoM 5-aMMHOcCamuIyIoBoit Kucaorsl (Canodanbk)
2000 Mr/cyT JOCTUTHYTa MeJUMKaMEHTO3HAs PEMUCCHUA.
B 2009 r. BBIAB/IEH CUHJPOM XOJ/leCcTasda: IIOBBILIEHVE
ypoBHs 1menovHoit ¢ocdaraspr (IIID) mo 3 HOpM, ram-
ma-rnyramunrpancnentugassl (ITTII) po 3 HopM, Menu-
KaMEHTO3HYI0 TepalMio He Honydana. IIpy pguHaMumde-
ckoM Habmozernu o nosoxy K B mapte 2012 . oT™MedeH
CUHJPOM IIUTO/M3a (OBBIIIEHME YPOBH aCIapariHOBOIL
amuuotpancdepassl (ACT) 1o 4 HOpM, aTAHNHOBOI aMU-
Hotpancdepassr (AJIT) mo 3 HOpM) M xo7mecTasa (HOBBI-
menye P po 6,8 Hopmbl, ITTII — o 8 HOpM), 06w
6mmpyOuH ocTaBascsas HOPMaAbHBIM. 110 JJaHHBIM Y/IbT-
PasBYKOBOTO MCC/IE[JOBAHNS OPTaHOB OPIOIIHON MOMTOCTH
OTMeYeHBl MPU3HAKYM OWIMAPHOI TUIEPTEH3UH, XOJe-
LMCTONNTUA3], [TAHKPeaTuTa, MO pe3yabraTaM MarHUT-

HO-pe30HaHCHOII XOJTaHTMOIIaHKpeaTorpaduy — IpU3HaKM

Puc. 1. 1306paxeHna MarHUTHO-PE30HAHCHOW XONaHronaHkpeatorpaduy B KopoHapHoit (A) 1 carnttansHol (B) nnockoctax. CoctoaHne
nocne popmMrpoBaHuna burrenatmkoeioHoaHacTomo3a. CTpenkamm ykasaHbl MHOXeCTBEHHbIE 1 Hanbosnee oueBnAHbIe CTPVKTYPbI JONEBbIX,
CermMeHTapHbIX 1 CyOCerMeHTapHbIX KeuHbIX MPOTOKOB. CTEHKI BCEX KEMNUHbBIX MPOTOKOB YTOSLIEHb, AedOPMUPOBaHbI BMIOTb A0
cybcermeHTapHbIX — TUMMYHAA MarHUTHO-Pe30HaHCHaA KapThiHa NePBUYHOTO CKIEPO3MPYIOLLErO XONaHrTa

BuHHuukas E.B., Xatimerosa T.0., CbukuHa E.C,, AnekcarHoposa PY., CaHonep tO.I.
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Tabnuua 4. [JnHamnka 61MOoXMMMYECKIX NoKasaTenen 6onbHom J1.

ANbMaHax KnHMYecko meanunnbl. 2018; 46 (5): 514-521. doi: 10.18786/2072-0505-2018-46-5-514-521

MokasaTenb J1anbl 3abonesaHns
2009 . 2012r.:gnarHo3  01.2015: ypeckoxHaa 03.2015:3ameHa 2016 r.:yBenuuenne 12.2017:T1epanua 07.2018:
BrepBble MNCX; Hauano ypecneyeHoYHan TPAHCNEYEHOYHbIX nosbl YOXK no TKC 40 mr/cyT YMeHblleHne
BbISIBNIEHHbIN nprema YOXK XONTAHMMOCTOMUS; fpeHaxen; 1500 mr/cyT nosbl [KC go
xonecras 750 mr/cyT dopmupoBaHune yBenmyeHve 5 mr/cyT
6urenaTMKoeHo- no3bl YOXK no
aHacTomosa 1000 mr/cyT
ANT/ACT, Ea/n 40/48 257/253 112/92 104/96 108/133 83/81 52/98
(0-28/0-36)
[TTn, Ea/n (0-38) 119 354 315 250 240 319 91
L®, Ea/n (0-120) 379 819 432 315 325 617 331
Bunupy6ux 15/2,1 25/6,3 256/144 24,7/13,4 22,8/10 28,6/13,9 22,5/7,4
06Kt/ npaAmoi,
MKMOb/N
(5-21/0-3,4)
AnbOyMmUH, r/n - 43 41 34,2 38,2 37,1 41
(32-46)
9G4, mxr/mn (0-2) - - - - 20 4,5 0,6

AJTT - anaHnHamnHoTpaHcdepasa, ACT - acnapTaTammnHoTpaHcdepasa, MMM - ramma-rnyTamunTpaHcnentugasa, O - wenoyHas dpocdatasa, MCX — nepBMUHDIN CKNEPO3UPYOLLNI
xonaHruT, YOXK - ypcoae3sokcnxonesas Kucnota, NlKC — rniokokopTukoctepovs

IICX. Ycranosnen guarnos IICX. HasnayeHbl mpenapaTsl
ypconesokcuxonesoit kucnorel (YIXK) B fose 750 Mr/cyT.
o 2014 1. caMOYyBCTBUE IALIMEHTKM OCTaBaOCh XOPO-
wuM, ypoeub IO u ITTII cuusnncsa Ha doHe Tepamun
1o 1,5 1 1,2 HOpMBI COOTBETCTBEHHO.

OpHako B #exabpe 2014 r. 60/1bHasT TOCHUTATUSUPO-
BaHA B OT/je/IeHUe TeIaTONOTUM C MpM3HAKAMMU XOJTaH-
TUTA, XEATYXM U XOo7necTasa. B cBAsM ¢ HanmumeMm mexa-
HIUYECKOI YKEeNTYX) MallVieHTKe BBIIOTTHEHA YPecKOXKHasd

— AT N 16N 9G4
— ACT
o 14N
T Son |-
Wwo 12N
16N
N
12N - 08N
0,6N
8N
04N
4N -
02N
0 \ \ BRI It
07.2017 122017 032018 07.2018

Puc. 2. [lnHamyviKa GroXmnmMmMUecKmx nokasaTtenen naumeHTky J1. Ha poHe
Tepanumn rioKokopTrkocTeponaamn; AJTT — anaHMHaMMHOTPaHCdepasa,

ACT - acnapTtatammnHoTpaHcdepasa, [T T - ramma-rnyTammnTpaHcnenTtaasa,
LL® - wenoyHan pocdataza, N — Hopma
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YpecredyeHOYHass XOMaHTMOCTOMMS, SABJIEHNA MeXaHMJe-
CKOJT XKeNTyXu O6bIIN KynupoBaHbl B ssBape 2015 r. mpu
Doob6cmeloBaHNM 110 JaHHBIM MarHUTHO-PE30HAHCHON
U KOMIIBIOTEPHOI ToMOrpaduit B CBA3U C IOJO3PeHMEeM
Ha XK B oTHe/eHuy renato6MIMapHoil XUpypruu BbIIIOJI-
HEHa XONEIMCTIKTOMMUSA, DPEe3eKINs TelmaTUKOXO/mef0xa
¢ dopmmpoBaHMeM OUTenaTHKOCIOHOAHACTOMO3a Ha OT-
K/IIOYEHHOI nieT/Ie 1o Py Ha TpaHCIIe4eHOYHbIX JpeHakax
¢ mocnenyoueit ux samenoit 8 mapre 2015 r. Ilposegeno
Mopdonornyeckoe MCCIeOBaHMEe OINEPALMOHHOTO Ma-
Tepuaza TpeMsA He3aBUCHMBIMU MOPGOIOraMim: 110 HaH-
HBIM OJJHOTO M3 HMX CHe/aHO 3aKIKYeHMe O HalIudun
yMmeperHo auddepennuposannoit (G2) XK, nmo gaHHBIM
IBYX Apyrux Mopdonorndeckux npusHakos XK B nmomy-
YEHHOM MaTepuajzie He HaliieHo. B sakmoyeHnn otmeye-
Ha MHTeHCHBHas MuMdonnHas NHQUIBTPALUA C IpUMe-
CBI0 TIZTa3MAaTMYECKMX KIETOK C paclpoCTpaHeHMeM Ha
BCe CJIOM CTeHKM NPOTOKOB Ha (oHe rpyboro ckieposa
CTEeHKM XoJefoxa. IIo Momy4eHHBIM MOP}OIOrMYecKrM
TAHHBIM BBICKa3aHO Ipefnonoxenme o Hanuunu IgG4-
CX. Ilposeneno nccnenosanne yposus IgG4, pesynbrarsl
KOTOpOTo nokasanu sHadeHye IgG4 20 Mxr/mMa (Hopma [io
2 Mxr/mi). YBenudeHa fosa YIXK go 1000 mr/cyT u ganee
7o 1500 mr/cyT. OfHAKO B CBA3M C HAMMYNEM 3TIM30/0B XO-
JaHTUTa, GeOPUIBHOIN TMXOPATKY PEIIeHO ObIZIO BO3Jep-
JKaTbCA OT HAa3HAYEHU S MMMYHOCYTIPECCUBHOI Tepanuu
c npumenennem I'KC.

B mexabpe 2017 r. manueHTKa Obl/Ia TOCIUTATU3UPO-
BaHa B OTJe/IeHMe 3a60/IeBaHNIT TIeYeHY C BHIPAXKEHHBIM

KnuHuyeckme HabnogeHua
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X0J1eCTa30M, abJOMMHAIbHBIMI 60/IAMH, HapacTalolel
cmabocThi0. YIamoCh BBIACHUTD, 4TO ¢ 2009 . 10 HacTO-
Allee BpeMsA y MallMeHTKY OTMedasncs CMHEPOM IJMTO-
N13a OT MUHUMAJIBHOI O YMEPEHHOI OMOXMMUYeCKO
AKTUBHOCTM ¥ CUHJJPOM XOjecTa3a ¢ MaKCUMa/lIbHbIM
nossienneM IO no 800 E/n (tabn. 4). Ilpu goobcere-
TOBAaHWM BBIABIEHDI IPU3HAKY IIOPTAbHON TUIIEPTEH-
3UNM B BUJIE BaPMKO3HOTO PAacIIMPEHNS BeH NNINEBOJA
1-it cTemenu, paclIMpeHMsA CeIe3eHOYHOI BEHBbI, CIIje-
HOMerajus U TPOMOOLMTONEHNUs JIeTKOil cTereHn. Bee
BBILIEONMCAHHOE COOTBETCTBOBANIO CHOPMUPOBAHHOMY
uupposy nedenn B ucxope IgG4-CX, xnacca A (5 6an-
noB) mo Yaing — IIbro, MELD 9 6annos. ITo gaHHBIM
NpPOBEJJEHHON MarHUTHO-PE30HAHCHON XO/IaHTMOIaH-
Kkpeatorpadun (puc. 1), y maumentku JI. Hab10am10ChH
IpOrpeccupoBaHye MPOLECCOB CKIEPO3NPOBAHUSA BHY-
TPUTIEYEHOYHBIX I BHEMEYEHOUHBIX >KeTYHBIX IPOTO-
KOB.

CormacHo 6amnbHOI oneHke o S.H. Moon [20], y Ha-
1Ielt MarMeHTKY IOoy4eHo 6 6a/yIoB, U B CBSI3M C Iporpec-
crpoBaHueM 3a60/eBaHMst OBUIO PelleHO MHUIIUIPOBATD
tepanuio 'KC B nose 40 mr/cyT. Uepes 3 mecslla oT Havata
MMMYHOCYIIPECCUBHON Tepalyy OTMEYanoch CHIDKeHMe
mokasaternent cungpoma ruronnsa (ACT, AJIT), xomecrasa
(I0®, ITTII), a Takxe Tutpa [gG4 [0 HOPMAIBHBIX 3HaYe-
Huii (puc. 2).

[Tpu nmocnenymomeit rocnuTanusauuyu B uioHe 2018 r.,
xorga gosa I'KC 6b11a yxke CHIDKeHa [0 5 MI/CyT, Habmo-
IaIach MOMOKUTENbHAS TUHAMIKA B O0OIEM COCTOSHIM:
YMEHBIIMINCD ABJIEHUA ACTEHMYECKOTO CUHJPOMa, Ia-
IMeHTKa Habpaja Bec M OTMedasa yIyd4lIeHUe CaMo-
YYBCTBMS, JaHHBIX 3a IPOrpecCUpoOBaHMe LUppo3a Ie-
YeH) U HOPTA/NbHOI TUIEPTEeH3UM OTMedeHO He ObIro,

Jlutepatypa

pocturayTa HopMmanusanus 1gG4 (0,6 mxr/mm). OpHako
10 TIOKa3aTeIAM I[MTOMN3a M XOIeCTasa MOTHOrO OTBETa
HO/Ty4eHO He 6bII0 (CM. TabiI. 4 1 puc. 2).

B 1enoM, KaK CBUJETeNbCTBYIOT HAaOIIOLeHIS,
6OMBIIMHCTBO IMAIMEHTOB XOPOIIO OTBEYAT Ha
tepanuio I'KC, HO okonmo 20% meMOHCTpPUPYIOT
HETIOJIHBII OTBET WM M3HA4Ya/IbHO He OTBEYAIOT
Ha sedeHne. OMUCAHBI CTydau peruansa sabore-
BaHusA nocne orMeHbl I'KC u koHCTaTMpoBaHHOI
KIMHMYeCKoN pemuccun [24]. Yaiie 9To manymeHTs!
C IpM3HaKaMy OCIIO)KHEHHOTO 3a00/eBaHus — Ipu
Hanmu4nn y>xe copMypoBaHHOTO LUPpo3a HeYeHN
VIV C BBIPA>KEHHBIMM CKJIEPO3UPYIOIIVIMA M3MEHe-
HUSAMU.

3aknioyeHune

[IpuBemeHHbII HaMM KJIMHMYECKUI C/Iydall Ha-
ITIAJHO JeMOHCTPUPYET, 9YTO CBOEBPEeMeHHasA Bepu-
¢duxanusa guarxosa IgG4-CX MoXeT MMeTh Baxk-
HOe KJIMHMYeCKOe M ITPOrHOCTMYECKOe 3Ha4YeHMe.
bonpubiM ¢ nmopospennem Ha IICX Bcerga meneco-
obpasHo ucciegoBath ypoBeHb 1gG4 CBIBOPOTKU
kpoBu. Iuarnos IgG4-CX mMoxer 6bITb YCTaHOBJIEH
TOJIBKO IIPY HaJAM4YMM IOTHOM KIMHMYECKON Kap-
TUHBI, HA OCHOBAHUN COBOKYITHOCT! NaHHBIX, ITOJ-
tBepxparomux 1gG4-CX, BKIIOYAIOIMUX IOBbIIIE-
H1e ypoBHA 1gG4, pe3ynbTaThl BU3yann3upyoOIIINX
METOJIOB MCCNeIOBaHMsA, Haau4yue XapaKTepHBIX
COIIyTCTBYIOIIMX 3a00JIeBaHMIL, IIOJIOXKUTEIbHBIN
OTBET Ha TIJIIOKOKOPTUKOCTEPOUJHYIO TepaIuIo.
Bcem manmeHTaM ¢ KIMHNYECKVMIY NIPOABICHUAMNI
IgG4-CX HeobxopMMa He3aMe[TUTeNbHAs Tepanns
¢ npumerennem I'KC. @
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IgG4-associated sclerosing cholangitis: a diagnosis that may
change the course of events (review of the literature and

a clinical case)

E.V.Vinnitskaya' « T.Yu. Khaimenova' - E.S. Sbikina' -

R.I. Alexandrova' « Yu.G. Sandler!

Immunoglobulin G4-associated sclerosing
cholangitis (IgG4-SC) can mimic primary sclerosing
cholangitis, cholangiocarcinoma, and pancreatic
adenocarcinoma. Its proper diagnosis allows for
an adequate therapy and an improvement of the
outcomes. The article presents a short literature
review with an emphasis on the challenging
diagnostic and therapeutic aspects, illustrated by
a clinical case. The diagnosis of IgG4-SC is based
on a combination of biochemical, radiological
and histological signs and symptoms, including
elevated levels of serum IgG4, intra- and extra-
hepatic biliary strictures detected by magnetic
resonance cholangiography, and multifocal IgG4-
lymphoplasmic infiltrations, sclerosing fibrosis of
the bile ducts, seen at morphological assessment.
Glucocorticoids (GCS) are the first line agents
to achieve remission in patients with IgG4-SC.
Most patients respond well to the systemic GCS.
However, about 20% of patients (mostly those
with extensive sclerotic intra- and/or extra-
hepatic abnormalities and signs of advanced
disease/cirrhosis) show an insufficient or no
response from the beginning of the treatment.
The clinical case illustrates that timely verification
of the 1gG4-SC diagnosis may have an important
prognostic value. The case history of a 62-year old

female patient confirms the difficulties of the early
diagnosis of the disease: for a relatively long time,
the patient had the diagnosis of primary sclerosing
cholangitis. Delay with GCS prescription (the
treatment was initiated only at the stage of liver
cirrhosis) had led to the lack of clinical efficacy and
development of complications, such as relapsing
cholangitis with advanced biliary strictures.
In patients with suspected primary sclerosing
cholangitis, timely differential diagnosis with IgG4-
SC is relevant, because early GCS administration
can slow the progression of the disease.

Key words: IgG4-associated sclerosing cholangitis,
primary sclerosing cholangitis, immunoglobulin
G4, glucocorticoid
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