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AYTOUMMYHHBIE 3ABOJIEBAHUS ITEYEHUA:
KINMHUYECKOE TEYEHUE 1 COBPEMEHHASA TEPAIIUA

YO «Bbenopycckui zocyoapcmeennviil MEOUYUHCKUU YHUGEPCUMEM >

Humepecnvin u 6 mo e 8pems CAOKHUM pa30esom eHympennux 6ose3nell seasomes aymo-
ummynnvle 3aboresanus nevenu. Odnospemenioe nospexoenue aymoanmumesranu 2enamoyumos
U 6HYMPUNEUECHOUHBLY KETUHBIX NPOMOKOE NPUSOOUM K PA3BUMUIO CUHOPOMA nepeKpecma aymo-
umMMyHnOLLY 3a60se6anuli nevenu. B cvieopomke Kpoeu npu smux 3a60ae6anUAX neuenu onpeoe-
ASIOMCS AYMoanmumend, OUAzHOCMUYECKUll CNeKmp KOMOpbvLX Ompdaxen 6 00HOUMEHHOU CINaAMmbe
asmopos [12].

Xponuueckutl aymoumMMmMyHHvLll 2enamum MoKem pa3eusamvpcs nocmenenno. Kiunuueckue npo-
sA67eHUsE MOZYym Oblmb 0M MALOCUMNMOMHBLY 00 BUIPAKEHHLIX 68 COUCMAHUU C GHENEUEeHOUHbIMU
nospesxdenusamnu. Hmeemcs neckoivko no0munoe aymouMMynHvly 2enamumos, acCcouutpo8anHHvlLx
¢ pasauunvimu enomunamu HLA, umo ompaxaemcs na 0COOEHHOCMSX KAUHUYECKUX NPOSGJe-
nuil. Ilpueedenwvt Ilapuxcrue kpumepuu 0as OUAZHOCMUKU AYMOUMMYHHOZ0 2eNAMUMA 6 COUema-
HUU ¢ xosecmamuueckum nopaxenuem nevenu. Oceeujenvl 60NPoOCvL 1EKAPCMEEHNHOZ0 NOPUAKEHUS
neuenu u UHOYUUPOBAHHO20 AYMOUMMYHHOZO 2enamumad, mpyorHocmu ux ougpepernyuarvrol ouad-
enocmuru. /lanvl cospemennvie npedcmasienus 06 aymoummynnom IgG4-accoyuuposannom xoarau-
eume, HISORt-kpumepusx, sonpocoe dugppepenyuanrvrnoti 0uaznocmukyu ¢ nepeutnviM CKIepo3u-
pyrouem XoaiaH2umon.

Jleuebnas makmuxa npu aymoumMMynHvLX 3a0016AHUAX NeUEHU UILO0KEHA C YUemOoM KAUHUYE-
ckozo npomoxoaa M3 Pb u pexomendayui Esponeuckoll accoyuayuu no usyuenuio neuenu.

Katouegvie croea: aymoummynnvie 3a60e6anus newenu, KAunuveckue ocobennocmu, ieveo-
HAs MAKMuKa, cxemvl mepanuu.

V. I. Kurchenkova, N. V. Kapraloov, I. A. Sholomitskaya

AUTOIMMUNE DISEASES OF THE LIVER:
CLINICAL COURSE AND MODERN THERAPY

An interesting and at the same time complex section of internal diseases is autoimmune liver
disease. Simultaneous damage to hepatocytes and intrahepatic bile ducts by autoantibodies leads
to the development of a syndrome of the intersection of autoimmune liver diseases. The diagnostic
spectrum of those diseases is reflected in the article of the same name by the authors [12].

Chronic autoimmune hepatitis can develop gradually. Clinical manifestations can be from asymptomatic
to severe in combination with extrahepatic lesions. There are several subtypes of autoimmune hepatitis
associated with different HLA phenotypes, which affects the clinical manifestations. The Paris criteria
for the diagnosis of autoimmune hepatitis in combination with cholestatic liver damage are given.
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Covered issues of drug damage to the liver and induced autoimmune hepatitis, the difficulties of
their differential diagnosis. Given the current understanding of autoimmune lgG4-associated cho-
langitis, HISORt-criteria, questions of differential diagnosis with primary sclerosing cholangitis.
The treatment tactics for autoimmune diseases of the liver is described taking into account the
clinical protocol of the Ministry of Health of the Republic of Belarus and the recommendations of
the European Association for the Study of the Liver.
Key words: autoimmune liver diseases, clinical features, treatment tactics, therapy regimens.

PaCI'IDOCTpaHeHHOCTb ayTOMMMYHHbIX 3a60-
AEBaHWI, BKAKOUYAS ayTOMMMYHHble 3abone-
BaHUA neyeHun (AU3IM), 3a NOCAeAHME AECATUAETHUS
3HAUYMTEABHO BbIPOCAA, MO3TOMY aKTyaAbHOCTb MPOo-
6AeMbl AMArHOCTUKKM U AeUYeHUs BbicOKa. [ocTaBUTb
NPaBUAbHbIM AMArHO3 Npu nopo3peHun Ha AU3M
AOCTaTOYHO CAOXHO. JTO CBA3aHO C NpobAemamu
pacwnPPOBKU MMMYHOOMNOCPEAOBAHHbIX MEXaHU3-
MOB 3ab60AEBaHUI, @ TaKXe C HENPOCTbIM NYTEM MOA-
6opa 3GHEKTUBHOrO A€UYEHMA NALMEHTOB, MPeAyn-
pexAatoLLero nNporpeccMpoBaHmMe NaTtoAOrMYeCcKo-
ro npouecca, UTOroM KOTOPOro ABASIETCS pasBuUTHE
LUMPPO3a NevyeHn U NeYeHOUYHON HEAOCTATOUYHOCTH.

AWBI npeACTaBASIFOT rpynny 3a6oAeBaHWM, K KO-
TOPOW OTHOCATCA ayTOMMMYHHbIW renatut (AUD), nep-
BMYHbIM BUAMapPHbIN LuMppo3 (MBLL), nepBUYHbIN CKAe-
po3upytoLLIMi xonaHruT (MNCX), a Takxe 1gG4-accoumm-
poBaHHbIN xoAnaHTUT (MAX).

AU - xpoHUUeckoe 3aboreBaHKE NeYEHH, Yalle
NOpaxaroLLEE XEHLUMH U XapaKTepu3yroLLLEeecs runep-
raMmmaraobyAMHeMUen, HaAMuMeM LIMPKYAUPYHOLLMX
ayTOAHTUTEA, CBA3BIO C AEUKOLIMTaPHbBIMUW aHTUreHamMu
yenoBseka (HLA) DR3 1 DR4, nepunopTaAbHbIM rena-
TUTOM MPU FTMCTOAOTMUYECKOM UCCAEAOBAHMMU 1 BAaro-
NPUSATHBIM OTBETOM Ha MMMYHOcynpeccuio [1, 3, 4,
8-10, 14, 15, 24]. M3-3a Toro, 4to NATOrHOMOHMY-
Hble CUMMNTOMbI BOAE3HU OTCYTCTBYHOT, NPW AMArHoC-
TMke AU cAepyeT MCKAKOUYATb XPOHUYECKUM BUpPYC-
HbIM renaTuT, aAKOrOAbHbIM FrenaTuT, HEaAKOrOAbHYH
XMPOBYHO AUCTPODUIO NEYEHU, AeKAPCTBEHHDIV rena-
TWUT, AOKa3aTb OTCYTCTBME HACAEACTBEHHOM NATOAOMMK
MeyYeHn: HeAOCTaTOUYHOCTb aAbdal-aHTUTPUMCHHA,
6one3Hb BMAbCOHa, reMoxpomaTtos, a Takxe npo-
BeCTU anddepeHumanbHbii anarHo3 mexay AU3I,
MapKepPbl KOTOPbIX AETAAbHO OMMCaHbl B cTaTtbe [12],
HanucaHWe KOTOPOM NPEeALLECTBOBAAO AAHHOW Ny6-
AMKaUMK 1 ABASIETCS €€ HEOTbEMAEMOW YaCTbHO.

AUl yawe pas3BUBaETCA y AEBYLUEK U MOAOAbIX
XeHLMH B Bo3pacTe oT 10 A0 25 AeT, pexe Yy XeH-
LWMH B Bo3pacTe 45-60 AeT B NeprMoA MEHONay3bl.
Y My>XurH 3aboAeBaHKe BCTpevaeTcs peako, He 60-
ree 20 % ot obuwero umMcna 6oabHbIX AUT [10, 14, 15,
21, 33, 34].

KAMHMYEeCKasi KapTMHa Hauyana 3aboneBaHuMs
OoTAMYaeTcs 6OAbLLUMM pa3Hoobpa3vem: OT MaAno-
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CUMNTOMHOIO AO TSXKEAOTO TEYEHMS, KOTOPOE MOXET
COMPOBOXAATLCS M BHEMEUYEHOUYHbIMUW MPOABAEHUSA-
MW. Yale oTMeyaeTcs NoCcTeNneHHoe pa3BuTMe 3a-
6oneBaHWA. BoAbHbIE XaAytOTCA Ha 06Uyt CAa-
60CTb, ObICTPYHO YTOMASIEMOCTb, CyOPeObPUAMTET. CHU-
XaeTca annetut, MOXET MNOSABUTbCS OTBPaLlEeHKne
K NMULLLE 1 AaXe K ee 3anaxy. [ocaeayrome KAMHK-
yeckue MposABAEHUA — TAXECTb B 06AACTM MPaBoro
noapebepbsi, TEMHaA Mouya U XeATyxa C MoBbllle-
HMem O6uanpybrHa u TpaHcamuHas [4, 15, 16].
He meHee uem B uyeTBepTu cAayyaeB AUl AAUTENDL-
HO npoTekaeTr 6eccumnToMHo. Y 10-20 % 60Ab-
HbIX MepBble NPOABAEHWUA O0OHapPyXMBAOT Ha CTa-
AWMU LMppOo3a nevenn (14, 21, 33].

AUl conyTCTBYHOT MHOTOUYMCAEHHbIE CUCTEMHbIE
NposiBAEHMS. Y HeKoTopbiX 60AbHbIX ¢ AUT Hapy-
waetcs GyHKUMS LUMTOBUAHOM XeAe3bl, BO3MOXHO
pa3BWUTWE caxapHoro avaberta, A3BEHHOr0 KOAWTA,
BTOPMYHON aMEHOPEU, MUOKapPAMTa, NEPUKaApAMTA,
nAeBpUTa, PEBMATOMAHOIO apTputa, NOAMMUO3UTa
W APYrux 3aboreBaHWin U CUHAPOMOB ayTOMMMYHHO-
ro reHesa. B cayuyae npeobrapaHus B KAMHWYE-
CKOW KapTWHE CUCTEMHbIX MPOABAEHMI 3aboneBa-
HUA HaA NPU3HaAKaMK MOpPaXXeHUsA nevyeHu, MoryT
NnosiBUTLCS OLIMOKKM B AMarHoctuke [15, 16, 21].

B 3aBMCMMOCTHK OT OMPEAEAIEMbIX ayTOAHTUTEA
3aboneBaHWe KnacCUOUUMPYHOT Ha ABa MAW TPW TUNa.
AUI-1 xapakTtepusyetca npucytcterem ANA n/man SMA
[3,12, 14, 16, 22]. lNMpu AUT-2 onpepeAatoTca crneum-
duyeckue aHTuTeAa TMna 1 K MMKpocoMam nevyeHun/
nouek anti-LKM1 uan, pexe, anti-LKM3 n/van aHTu-
Tena K UMTO30AbHOMY aHTUreHy nedeHu anti-LC1
[12, 22]. O6bHapyxeHMe ayToaHTUTEA K PacTBOPW-
MbIM MeyYyeHOoYHbIM aHTUreHam anti-SLA, KoTtopble,
Kak OKa3an0Cb BMOCAEACTBUW, MAEHTUYHbBI PaHee onu-
CaHHbIM @aHTUTEAAM K BEAKAM NeUYeHU/MOAXKEAYAOY-
HOWM XeAe3bl anti-LP 1 noaToMy Ha3BaHbl aHTUTEA-
MK anti-SLA/LP, N03BOAMAO BbIAEAWUTb TPETUM TUM —
AUI-3 [3, 12, 14, 16, 22].

C yueTom Toro, uto AU noppasAensitoTCs Ha He-
CKOABbKO TUIMOB, CAEAYET OTMETUTb, uTo AUT 1-ro TMna,
accouuupoBaHHbii ¢ peHoTunom HLA-DR3, vauwe
pa3BMBaETCH Y MOAOAbBIX NaUMEHTOB (AEBOYEK N MO-
AOABIX XEHLLMH), NPOTEKAET ¢ HoAee arpecCcUBHbLIM
TEUEHMEM, XYXE NMOAAAETCH FAHOKOKOPTUKOCTEPOUA-
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Ho (TKC) Tepanun, HO pexe COMPOBOXAAETCH CU-
CTEMHbIMW BHEMNEUYEHOUYHbIMWU MNPOSIBAEHUSIMU 60-
Ae3nn [1, 6, 9, 33].

AUT 1-ro TMna, accouMMPOBAHHBIN C GEHOTU-
nom HLA-DR4, BcTpeyaeTcs yalle B cTapllen Bo3-
PaCcTHOM rpynne, 4acTo CONMPOBOXAAETCA CUCTEMHbI-
MW peakLUMsIMK U XOPOLLO OTBEeYaeT Ha MMMYHOCY-
npeccusHyto Tepanuto. AU 2-ro Tuna B 60 % cayyaeB
pa3BMBAETCA y AETEN, OTAMYaeTCA Boaee arpeccus-
HbIM TEUEHWEM CO CAyYassMKU GYAbMUHAHTHOMO Te-
YEeHUss M yacTo TpaHCcOOPMMPYETCS B LUMPPO3 Mne-
yeHu. Pasanuma mexay AU-1 n AUM-3 BbipaKeHsbl
MeHbLUe, yem mexay AUI-1 n AUI-2 [1, 9, 12].

CyLiecTBytOT BapuaHTbl couetanua AUT n xo-
A€CTaTUUYECKOro Nopa)keHUA NeueHwu, Koraa y na-
uneHToB ¢ AU HabAatopatoTCA AM60O OAHOBPEMEHHO,
AMBO NOCAEAOBATEABHO KAMHMYECKKE, BUOXMMUYE-
CKWE, CEPONOTMUYECKUE U TUCTOAOTMUECKME MPOSIB-
aenus MBLU nam MNCX [2, 7, 31]. BbiBaeT Haobopor,
y psiA@ NaumeHToB ¢ aMarHo3om MBL, nam MNCX koH-
cratupytotca nposisAeHUA AUIL Takue cayvaun nmverot
psia 0603HAYEHUIN 1 TEPMUHOB, HANpPUMep, «<HacAau-
BatoLLLMeCcsa» CUHAPOMBI, «renatuTHble ¢opmbl MLy,
«BTOPUYHbIA ayTOMMMYHHbIW renatum, «koMOUHUPO-
BaHHbIM TenaTUTHbIN/XOAECTAaTUUECKMM CUHAPOM»
[2, 10, 12, 14]. B Hawen cTaTbe [12], COFAACHO AU-
TepaTypHbIM A@HHbIM, NOAODOHbIE cAyYan 0603Haue-
Hbl, KAK ayTOMMMYHHbIE MEPEKPECTHbIE CUHAPOMDbI
nan overlap-cuHapomsbl: AUI/TBL, AUT/TICX. Pac-
npocTpaHeHHocTb BapuaHta AUI/TBL, coctaBasieT
8-10 % cpeam B3pOCAbIX ¢ AnarHo3om ML, nan AUT
[2, 7, 10, 12, 14]. Ansa anarHocTukmn AUT/TIBL, npu-
MeHsoT MapukcKue KpUTepum - HaAMune He Me-
Hee ABYX U3 TPEX OCHOBHbIX KPUTEPUEB KaXXAOro
3aboneBaHuA.

Ansg AUT:

1) akTMBHOCTb AAT > 5*BI'H (BepxHAS rpaHuLa
HOPMbI);

2) CbIBOPOTOUHbIN ypoBeHb IgG = 2*BI'H nan npu-
cytcTBre anti-SMA,;

3) B 6MONCUMHOM npenapate NeyeHn ymepeH-
HbIM MAW BbIPaXEHHbIN NePUNOPTaAbHbIA AWM NEPU-
cenTanbHbl AUMOOLUTAPHBIM MEAKOOUYAroBbIn CTY-
neHyatbli Hekpo3s [14].

Anst [BL:

1) aktuBHOCTb LD > 2*Bl'H uan y- TN = 5*Br'H;

2) Hannumne AMA (@HTUMUTOXOHAPAABHBIX aHTUTEA);

3) BbIpaXeHHbIe NOPaKEHUST XEAYHbIX MPOTOKOB
B B1ONCMIHOM MaTepPUaNe NeYEHMN.

BapuaHTtbl couetanua AUT m INBL, Bceraa caepyet
UMETb B BMAY, ECAU AMArHOCTMPOBaHHbIN MBLL caa-
60 pearvpyeT Ha npumeHeHne YAXK, T. K. B TakoM
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CAyYae peluaetcsi Bonpoc 0 Bbibope 0coboM TaKTUKK
AEYEHMSA C MPUMEHEHMEM MMMYHOocynpecchn [31, 33].
Mpu3Hakn obomx 3aboreBaHWi MOTYT NPUCYTCTBO-
BaTb OAHOBPEMEHHO, HO B OTAEAbHbIX CAyYasx Ha-
yano AUl no BpeMeHn He COOTBETCTBYET Pa3BUTUIO
MBL,, koTopbIi 06bIYHO pas3BMBaETCA pPaHbLLE.

CoueTaHue nposBneHun AUl m NCX. Takas
KOMOUMHaLMA HabAOAAEeTCS yalle y NauMeHToB MO-
AOAOMO BO3pacTta ¢ ayTOMMMYHHbIM MOopaXxeHWem ne-
yeHu [2, 3, 7, 8, 31]. YpoBeHb pacnpocTpaHEHHOC-
W, MO AUTEPATYPHbIM A@HHbIM, NPUMEPHO 7-14 %
[8, 10, 31]. AnarHo3 [CX KpynHOro nNpoToKa AOA-
XeH ObITb OCHOBaAH Ha TUMUYHOMN XOAaHTMOrpaduye-
CKOW KapTuHe. B To Xe Bpemsa BO3MOXHa AOXHas
KapTMHa CKAepOo3a BHYTPUMEUYEHOUYHOro BUAnapHo-
ro AepeBa npu 3aboAeBaHWM NeYeHn ¢ pacnpocTpa-
HEHHbIM GUOBPO3OM M Y3EAKOBOW pereHepaumen
WAM NpK unppose [6, 7, 14]. MauuneHTol ¢ AU n NCX
TaKXe HYXAArTCs B MMMyHocynpeccuun [14, 25].
Ecan AU pasBUACH B 3peAOM BO3pacTe, Npu OTCyT-
CTBMM XOAecCTasza HeT HeOoOBXOAMMOCTU MPOBOAWTb
MarHMTHO-PE30HaHCHYKD  XOAaHrMonaHkpeartorpa-
éuto (MPXITN). 310 nccaepoBaHME PEKOMEHAYETCA
BbINOAHATL MOAOAbIM B3pocAbIM ¢ AU 1 nposaBae-
HUAMM XOAECTa3a, a Takxe naumeHtam ¢ AUM 1 npo-
AOAXKAIOLLMMCH XOAECTa30M (AaXKe MpY apeKBaTHOM
MMMYHOCYMPECCUK) C LEABLO BbiiBAeHUSA [TCX.

HenpocTble Bonpocbl BO3HUKAIOT NPU AeKap-
CTBEHHOM nopaxxeHuu neueHu (AMM) u AUTL. Bbl-
AENAIOT TP BapuaHTa pasBuTua npouecca [14, 18]:

1) AIM ¢ CMABHBIM UMMYHOAAAEPTUYECKUM KOM-
MOHEHTOM, UMUTUPYIOLWNM AU,

2) AUT, umutmpytowmin AMM, ecAn NauMeHT B Te-
YeHue NOCAEAHUX HEAEAb MPUHUMAA Kakne-AMbo npe-
napatbl, a NOCAE UX OTMEHbI NMPOU3OLLAO YAYULLIEHWE;

3) AW, cnpoBOLIMPOBaHHbIN AEKAPCTBEHHbLIM Mpe-
napatom (AMM-UHAYUMpPOBaHHbIN AUI).

3T COCTOSAHUA YaCTUUHO XapaKTEPU3YHOTCS OOLLIM-
MW KAMHUYECKUMU N TMCTOAOTMUYECKMMU MPOSIBAE-
HUAMMW, NMOCKOAbKY CBfi3aHbl CO CNELUPUYECKUMU
UMMYHHBbIMW PEaKLUAMKU Ha aHTUreHbl B renato-
untax. AnddepeHumMarbHaa AMarHOCTUKa TPyAHa,
T. K. AAs AT He cylecTBYeT HaAEXHbIX AMArHOCTU-
YeCKUX Kputepues. AMarHo3 OCHOBaH Ha KAMHUYe-
CKMX 1 CEPONOTMUECKMX NMOoKa3aTensax [14, 24]. Bax-
HbIM B AMArHOCTUMKE CAYXWT aHaMHe3 MauueHTa,
M3 KOTOPOrO BbISICHAETCA HEAaBHEE BO3AEUCTBME
npenapaTos, CNOCOOHbIX Bbi3biBaTb AlNM-MHAYLMPO-
BaHHbIN AUT (AUT-AMN) [14, 24]. KAMHUYecKH B Tpe-
TM CAyYaeB MOTyT HabAIOAATbCS AMXOPaAKa, Cbifb,
303UHOOUAUNSA, KaK NPOSABAEHUS TMNEPUYYBCTBUTEAD-
HocTu [14, 18, 24]. AUT-ATITT ¢ TAaXeAbIM TeYEHUEM
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nopAaeTcsl AeYEHUIO BblICOKUMU Ao3amn TKC, kKak
n AeyeHue Taxenoro AU Mocae oTmeHbl TKC AN
He peunamBupyer, Toraa kak AUl nocae npekpalle-
HUA UMMYHOCYNPECCUN 0BbIYHO PeLUANBUPYET B Te-
YEeHME HECKOABKMX MeCSLEB. MIHOrAa TOABKO Takoe Ha-
bAtoaeHME No3BoAsieT audodepeHumposatb AU n AMT.

AyTOMMMYHHbIN IgG4-accouuMpoBaHHbIN XO-
AaHrUT (MAX). M NpUUUHbI, U TPUITEPHBIE MEXAHU3-
Mbl HEU3BECTHbI, MPEANOAAraeTCA HaCAeACTBEHHASA
NPeApPacnoAOXEHHOCTb. pU M3yYeHUU TMCTOAOTUM
BbISIBASIOTCA MPU3HAKWM HETHOMHOIO AECTPYKTUBHO-
ro xonaHruta. B 2008 r. T. Kamisavan 1 A. Okamolo
NPEANOXKMAN HOBbIN KAMHWUKO-NATOAOTMUYECKMIA CUHAPO-
MOKOMMAEKC M 0603HauuAM ero Kak IgG4-accoumm-
poBaHHasA CKAepo3upytoLasa 60Ae3Hb — CUCTEMHOE
ayToMMMYyHHOE 3ab0oAeBaHME, XapaKTepusytoLleecs
MHOUABTPALIMEN PA3AMUHBIX OPraHoOB, BKAOUasA Hu-
AMapHbIV TpakT, |gG4-N03UTUBHBIMW MAA3MaTUUYECKH-
MU KAeTKaMu 1 T-aumoboupmtamu. T. 06p. IgG-accoumm-
POBaHHbIN XOAQHTUT SIBASIETCS renaTtobuAMapHbIM Ba-
puaHToM IgG4-accoummpoBaHHon 6onesnu [5, 11, 32].

AunarHoctnka MAX ocHOBbIBaeTca Ha aHaAu3e
KAMHWYECKMX MPOABAEHUI, AGHHbIX AabopaTopHbIX
M UHCTPYMEHTAAbHbIX MCCAEAOBaHUI. B 3apybex-
HOW AMTEpaType OHW MOAyYMAM HasBaHue HISORt-
KpuTepun (Histology, Imaging, Serology, other Organ
involvement and Response to corticosteroids).

Mpr 3HAOCKOMUYECKON BUONCUUN INMUTEAUST XKEAY-
HbIX MPOTOKOB B FMCTOAOrMM onpepensatotcsa 1gG4-
NMO3UTMBHbIE MAA3MaTUYeckne KAeTku (bonee 10
B noAe 3peHus) B 88 % cayuaes [5, 11, 20]. UHPMALT-
paumsa CTEHKM XEAYHbIX MPOTOKOB 3TUMMU KAETKa-
MU ABASIETCS OCHOBHbLIM MPU3HAKOM, MO3BOASIOLLMM
oTAMunTb MAX OT ApYrMXx BMAOB XOAAHIMTa U paka
6UAMapHOro TpakTa.

lMcTonormueckan kaptmHa npu MAX nopobHa usme-
HEHUSAM B CTEHKE XEeAUYHOro ny3bipsa npu IgG4-acco-
uumMpoBaHHOM XoaeumcTute (AUMX) 1 B NOAXKEAYAOY-
HOW XeAe3e Mpu ayToUMMYHHOM naHkpeatute (AUM)
N XapaKTepuayeTcsl TpaHCMypaAbHbIM ¢GUOPO30M,
MAOTHOM AMMGONAA3MOLMTAPHON UHOUABTPALIMEN
CTEHKM XEAYHOr0 NPoToKa. Kpome Toro, B nepmnop-
TaAbHON 0OAACTH NEeYEeHU BbIABASIETCH 0BAUTEPUPY-
oM daebut [5, 11, 20, 32]. HecmoTpsa Ha Bbipa-
)XEHHOE NMEePUAYKTAAbHOE BOCMANEHME XEAYHbIN 3MK-
TeAnnn npu MAX o6blYHO UHTAKTEH, B TO BPEMSA Kak
npu MCX Ha CAU3UCTON ODOAOUKE YaCTO HAXOAAT
3p0o3uun. Hentpoduabl, 0OblUHbIE AAS TMCTOAOTUYE-
ckux npenapatos npu MCX, He xapakTepHbl Ard NAX.
DrOPO3HO-CKAEPOTUUECKME MPOLECCHI, COMPOBOX-
patowme NAX, xapaKTepHbl U AAA APYTMX XOAQHTU-
TOB, MO3TOMY HEOBXOAMMO MPOBOAWUTL AMdDEpPEH-
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LMaAbHYIO AMArHOCTUKY U B NepBYo ouepeab ¢ MNCX.
Mpy AOKaAM3aUMKM B AMCTaAbHbIX OTA€Aax 06LLero
XenyHoro npotoka MAX uvacto coudetaetca ¢ AU
B atux cayvasx ¢pubpPo3HO-CKAEPOTUYECKME U3MEHE-
HUSA HaAXOASIT U B TAGBHOM MaHKpPeaTtuyecKom Mnpo-
Toke. Mpu MNCX nopxeaypouHas xeaesa B npouecc
He BoBAekaetcA. B otanume ot MNCX 1gG4-accounu-
POBaHHbIN CKAEPO3MPYIOLLMIMN XOAQHIUT HE CBSA3aH
C BOCMAAUTEAbHbIMU 3aO0AEBAHUSAMU KWULLEUHWKA,
a coyeTaetca ¢ 6OAE3HAMM NOYEK, AETKKX, MPOCTa-
Thl, CAFOHHbIX XeAe3 [5, 11, 20, 32].

Hanbonee uacTble KAMHMYECKME CUMMTOMDbI
npu UAX: Xeatyxa, noTepsa Maccobl Tena, ymMepeHHas
abpoMuHanbHaa 6oAb, cteatoped. OTamumntb MAX
n NCX nomoraetr aHaAM3 KAMHWUYECKOrO TeYeHus
3aboneBaHWA. KAMHWUYecKon ocobeHHOCTbio [CX
ABASETCH NPOrpeccupytollee TeYeHUe ¢ BOBAEYE-
HMEM B MPOLLECC BHYTPU- M BHENEYEHOUHbIX XEAU-
HbIX MPOTOKOB, YTO B UTOre MPUBOAWMT K Pa3BUTULO
LUMPPO3a NeYeHU. IPPEKT OT KOPTUKOCTEPOUAHOM Te-
panuu npu NCX COMHUTEABHbIN, OMPEAEAEHHYIO Ha-
AEXAY Ha BO3MOXHOE BbI3BAOPOBAEHME AGET TPAHC-
nAaHTaums neyenun [25, 27].

MCX BcTpeyaetca 0bbluHO B Bo3pacte 30-40 et
M 4acTo CBA3aH C BOCMaAUTEAbHbIMK 3aboAeBaHMSA-
MU KuLeyHuKa. MNaunertol ¢ MAX (IgG4-cBSA3aHHbIM
CKAEPO3UPYIOLLMM XOAGHTUTOM) CTapLue NaumMeHToB
¢ MNCX, nmetoT 6oaee BblpaXeHHY 00TypaLMOHHYO
XEATYXy, TOrA@ Kak xeatyxa npu NCX nossasetca
Ha 6onee no3pHUX cTapusax [ ]. Mpu xoaaHruorpa-
odum NAX xapaktepmayerca BOAbLLIMM KOAMYECTBOM
CErMeHTapHbIX CTPUKTYP M CTPUKTYP AMCTaAbHbIX
XEAUHbIX MPOTOKOB MO cpaBHeHUto ¢ MNCX, npu Ko-
TOPOM NpPeobAaAatoT CTPUKTYPbI, HanoMWHatoLWKUe
cBsA3ky byc [11, 25, 27].

CornacHo AuTepaTypHbIM AaHHbIM, MPU PETPO-
CMEKTUBHOM aHaAmn3e BOAbLLMX rpynny 7-9 % 60Ab-
HbiXx MNCX HaxoAMAM MOBbILWEHHbIA YypoBeHb 18G4
B KPOBMW. [103TOMY YacTb U3 HUX BEPOATHO BbiAM Na-
uneHtamum ¢ MAX, HO ownboYHO MOrAM ObITb pac-
LeHeHbl kak ¢ MCX [5, 32].

eyeHune

B pekomeHpaumax EBponenckon accoumaumu
no n3yyeHuto neyeHn (EASL) oNnTUMUCTUYHO 3BYYUT
LEAb AeYEHUSA ayTOMMMYHHOIO renatmta — AOCTUXe-
HWEe NOAHOM peMMUCCUN 3aboAeBaHMA U NPeAOTBpa-
LLLEHWE NPOrPeECCMPOBAHUSA NOPAXEHNUS NEYEHMU.

CornacHO KAMHMYECKOMY MPOTOKOAY MO AMArHOC-
TUKE M AEYEHWIO NaLMEHTOB ¢ 3aboAeBaHMAMM Opra-
HOB nuieBapeHns M3 Pb (2016 r.), AeueHUe aKTUB-
Ho ¢a3bl AUT HauMHaeTca ¢ KOMOMHUPOBAHHOM
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Tepanun nepopanbHbIM MPUEMOM NPEAHU3OAOHA
M a3aTMOMNpKHa MO CAEAYHOLLEN CXEME:

1-9 Hepens — NpeAHM30A0H 60 MI/cyT;

2-51 HEAEAR — MPEeAHM30A0H 50 mr/cyT;

3-9 Hepenst — NpeAHU30A0H 40 Mr/cyT 1 a3aTuo-
npuH 50 mr/cyT;

4-9 Hepenst — NpeAHU30A0H 30 Mr/cyT 1 a3aTuo-
npuH 50 Mr/cyT;

5-1 Hepenst — NPEeAHU30AOH 25 MI/CyT 1 a3aTuo-
npuH 100 mr/cyT;

6-a Hepenst — NPeAHU30A0H 20 MI/cyT 1 a3aTmno-
npuH 100 mr/cyT;

7-9 HEAEAS] — NPEAHM30A0H 15 MI/cyT 1 a3aTuo-
npuH 100 mr/cyT;

8- 1 9-9 HepeAn - NPeAHU30AOH 12,5 mr/cyT
n azatnonpuH 100 mr/cyr;

10-59 Hepensl — npeaHU3oAoH 10 mr/cyT 1 asa-
TMonpuH 100 mr/cyT.

Mpn HENepeHOCHMMOCTU a3aTUonpuHa, AW Ha-
AMYMA MPOTMBOMOKA3aHWM AAS €ro Ha3HauvyeHus,
PEKOMEHAYETCS MOHOTEPANUsA NePOPanbHbIM NPEA-
HWU3OAOHOM:

1-9 Hepens — NPEAHMU30A0OH 60 MI/cyT;

2-9 HepeAsl — NPEeAHU30A0H 40 Mr/cyT;

3-9 1 4-a HepeAn — NpeAHU30A0H 30 MI/cyT;

5-1 1 6-9 HepeAn — NPEeAHMU30A0H 20 MI/CcyT.

MoaaepxmBatolan tTepanua B ¢dasy peMmnccuu
npoaoAxaetcs 2-4 ropa.

BoAHOOOpa3Hoe TeueHne 3aboneBaHMA U BO3-
MOXHOCTb CYOKAMHMUYECKOrO MNPOrpeccMpoBaHUs
yKa3blBaET Ha TO, YTO €CAWM NaLMEHT C Aerkon ¢op-
MOW BOAE3HM He MOAyYaeT AeveHue, OH BCe PaBHO
AONXKEH PEryaipHo obcAaepoBaThCs, B TOM UMCAE
C BbINOAHEHWEM OUOMNCKUM NEUYEHU, ECAU MPOUCXOANUT
konebaHKe akTUBHOCTU AAT 1 ypoBHS IgG. Maunen-
TOB C KAMHUYECKMMM MPOSIBAEHUAMU U NaLUEHTOB
C BblpaxeHHbIM GUBPO30OM MAM LIMPPO3OM BCENAA
CAEAYET HauMHaTb A€YMTb, MOCKOAbKY 3TW COCTOS-
HUSA CAyXaT OTPULLATEABHBIMW MPOTrHOCTUYECKUMU
dakTopamu. YcrnewHoe AeYeHne MOXET NPUBOAUTb
K 3HAYUTEABHOMY PETrPECCY CKAEPOTUYECKUX U3ME-
Henwun [10, 19, 23, 35, 36].

NeueHue nepBUUYHOro 6uMAMapHOro uupposa
BKAIOUAET, COrAACHO KAMHWYECKOMY MPOTOKOAY, CAE-
AYIOLLYHO MEAMKAMEHTO3HYHO Tepanuto: YPCOAE30KCH-
XOAEBYHO KMCAOTY 13-15 MI/KI/CyT B 2 npuema, AAU-
TEABHO; NPU KOXHOM 3yAe: pudpamuumnH 150 mr/cyT
C NoBbIWEHNeM A03bl A0 600 Mr/CyT NOA KOHTPOAEM
AabopaToOPHbIX MEUYEHOUHbIX TECTOB; NPU HEIDPEK-
TUBHOCTM — cepTpanrmH oo 100 mr/cyT. lNpu octeo-
nopose - npenapatbl Kaabums (1000-1500 mr/cyT)
n sutammnH D (400-800 EA/cyT), npu HaAnuuu
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B aHaMHe3e NaTOAOMMUYECKOro nepeaomMa M 3Hade-
HuA T-kpuTtepus < -2,5 HasHauatotca bBuchochoHa-
Tbl (Hanpumep, aneHpapoHoBasa kucnota 10 mr/cyT
nam 70 Mi/Hep, nbaHapoHoBas kucaota 150 mr 1 pas
B mecsu). Mpu cteatopee: petuHon 3300ME 1 pa3s
B 10 AHel BHyTpb; MeHaAMOH 10 Mr B HEAEAID B/M;
Tokodepon 200 MI/cyT BHYTPb; MPU CyXOM CUHAPOME
MCMOAb3YIOTCH MCKYCCTBEHHbIE CAE3bl M UCKYCCTBEH-
Has CAKOHA; MpU PePPaKTEPHOCTU K HUM - MUAO-
KapnuH 1 % - no 1-2 kanau 2-4 pasa/cyT 3aKanbl-
BaTb B KOHbIOHKTMBAAbHbIV MeLLoK. [MaumeHTbl ¢ MNbBL,
NMOAAEXAT AUCMAHCEPHOMY HaBAOAEHUIO, OTHOCATCSA
K rpynne pucka no renatoLeANtoASPHOMY PakKy.

NeueHue aytoummyHHoro IgG4-accouumupo-
BaHHOr0O XOAAHIUTA.

KopTukocTeponaHasa Tepanms ABASETCA OCHOB-
HbIM METOAOM AeueHun. [ocne 3 MecsLeB MMMYHO-
CYNpPeccrMBHOM Tepanumn AOCTUraeTcs apOEKT B OTHO-
LUEHUN NOAABAEHUS aKTUBHOCTM NAX K, KaK NpaBuAo,
HacTynaeT noAHas pemuccust. OAHaKo 0CoBeHHOCTH
AOKaAM3aLIMK MaTOAOTMYECKOro NMpoLecca oTpaxator-
CA Ha OTAANEHHbIX pe3yAbTaTax AeveHus. PeTpo-
CMNEKTUBHbIM aHaAU3 MOKa3bIBAET, YTO Y NALMEHTOB
C NOBPEXAEHWEM MPOKCUMAAbHbIX BHENEYEHOYHbIX
W BHYTPUNEUYEHOUHbIX XEAYHbIX MPOTOKOB BOAEE Bbl-
COK PUCK PELIMAMBOB MO CPaBHEHWIO C BOAbHbLIMMU,
UMEILLIMMU TOABKO AMCTaAbHbIE CTPUKTYPbI XEAY-
HbIX MPoToKoB (64 % npotuB 32 %). MNpeAHU30A0H
Ha3HauvatoT B pA03e 0,6-1,0 mr/kr/cyT. O6blYHO pAO3a
ymeHbLuaeTea Ha 5-10 Mr kKaxable 1-2 HepeAm AO Cy-
TOYHOM A03bl 20 Mr, @ 3aTeM CHWXaeTcst No 5 mr
KaXAble 2 HeAeAU. A3aTUOMPUH B A03E AO 2 MI/KI/CYT
Ha3HayalT NPU NPOKCUMAAbHbIX BHEMEUYEHOUHbIX
W BHYTPUMEUEHOUHbIX CTEHO3aX, a TakXe Npu peuu-
AMBaXx. 3HaAUMTEAbHbIM MPOLEHT naumeHToB ¢ MAX
TPebyoT BPEMEHHOIO CTEHTUPOBAHMUS XEAUHBIX NPO-
TOKOB B LIEASIX BOCCTAHOBAEHMWSA OTTOKaA XeAuun. /\eye-
HWe B TeueHne 3 MeC. AOCTaTOYHO AN BOAbLLMHCTBA
60AbHbIX, HO MOAAEPXMBAKOLLAA Tepanusa B MOHU-
EHHbIX A03aX MOXET NMPOAOAXATbCS, ECAU aKTUB-
HOCTb HOAE3HM HE MCYE3HET NMOAHOCTbIO U UMEETCA
yrpo3a obocTpeHns. OTAaAEHHbIN NPOrHO3 HensBec-
TeH. HecmoTpss Ha NepunopTaAbHOE CKAEPO3UpPY-
tollee BocnaneHue, GUbpo3 MAM LMPPO3 MEeYeHU
BCTpevaeTcss peako. MmeroTca TOAbKO OTAEAbHbIe
COOBLIEHNS O BO3MOXHOCTW MporpeccnpoBaHms 6o-
AE3HW AO LMppO3a C NopTaAbHOW rMnepTeH3uen [5, 6,
10, 35, 36].

OcBelL,ast BONPOChI AeYeHWUst ayTOUMMYHHbIX 3a-
60AeBaHWI NeYvYeHWn, CAEAYET OTMETWUTb, UTO CTaH-
AAPTHOE AeUeHUe IPPEKTUBHO Yy BOAbLLIMHCTBA, XOTS
W He y BCEX NaLMEHTOB. Aaxe Npu HaAUUK addekTa
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Yy NaUMEeHTOB MOTyT pa3BMBaATbCA NOOOYHbIE SIBAE-
HWSI, CBSI3aHHble C AeveHneM. He caepyeT 3abbiBaTh
0 PUCKE UHDEKLIMI U NEUYEHOUHOW HEAOCTATOUHOCTH
1, BOBMOXHO, NMPOPUAAKTUUECKMU MPUMEHSTb aHTH-
6MOTUKKU 1 NPOTUBOTrPUOKOBbLIE NpenapaTtbl [10, 14].
TpaHcnAaHTaUMIO MEUYEHU PEKOMEHAYETCA pac-
CMaTpMBaTb KaK aAbTEPHATMBY MEAMKAMEHTO3HOM
Tepanuun, oNTUMaAbHblE CPOKW €€ BbIMOAHEHUST MO-
ryT 6bITb Pa3AMUHbl U MHAMBKMAYaAbHbBI [10, 14]. Ko-
poTko 06 AUT de novo, KOTOPbIM MOXET Pa3BUTLCS
CMycTs roAbl MOCAE TpaHcMAaHTauuu. Ero caepyet
OTAMYaTb OT OCTPOr0 MAM XPOHMUUYECKOrO OTTOpPXE-
HWA, BUPYCHON MHOEKLIMM M NOBOYHOrO adpdeKkTa Ae-
KapPCTBEHHbIX CPEACTB. CTpaTervs Ae4eHus Takas xe,
kKak npu peumamse AUM [14, 29, 30]. Ecam AUT
de novo nporpeccupyet A0 NOTEPU TPAHCMNAAHTaH-
Ta, CAEAYET paccMaTpuBaTb BO3MOXHOCTb MOBTOP-
HOW TpaHcnAaHTaumm [14, 29, 30].

B utore paHHOro coobLLEHWS CAEAYET OTMETUTD,
yTo B HacTtosillee BpeMs BOAbLUIMHCTBO MAaLMEHTOB
BbIHY)XAEHbl EXXeAHEBHO B TEUEHWE BCEN XMUIHWU NPU-
HMMaTb AEKapCTBEHHbIE CPeACTBA. MeaAnLMHa Ceroa-
HALLIHErO AHS HE MOXET MPEAAOXUTb MOAHOE U3Ae-
yeHue Npu ayTOMMMYHHbIX 3aB0AeBaHMUSX NEYEHM.
Hapexaa Ha TecHoe COTPYAHWYECTBO YUeHbIX QYyH-
AAMEHTAAbHbIX HayK, AOCTUXKEHWIM B U3YYEHUWU UMMY-
HOAOTUK, TEHETUKKU U AP. Hayk [6, 7, 10, 13, 14, 17,
26, 28].
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