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I OpaunHuoBa Anbthus XapucosHa

B cmambe npusodsimcs ceedeHusi u3 6a3bl 0aHHbIX 60/bHbIX C aymMOUMMYHHbIMU fopaxeHusmu nedeHu ¢ 2009 2oda. Bbiderne-
Ha cmpykmypa 605bHbIX U KIUHUKO-3nudemuonosudeckue ocobeHHocmu. Yawe 6oneom xeHwuHbl mpydocrnocobHo2o 8o3pacma,
a makxe 2opodckoe HacerneHue. KnuHuveckuli debrom 3abonesaHuli nposiensncs cabocmbio U KOXHbIM 3yOOM, OKOJIO MO/I08UHbI
nayueHmos UmMetom sHerne4yeHo Hble nposieneHusi. OmmedyeH 8bICOKUL MpoueHm nepexoda 8 Yuppo3 neveHu.

Knrouyeenle criosa: aymoumMMyHHOE MopaxeHue neveHu, snudemMuonoausi, KIuHUYeckue ocobeHHocmu.
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Regional clinico-epidemiological features
of autoimmune liver diseases

The article presents information from a database of patients with autoimmune liver disease since 2009. Structure of patients, clinical
and epidemiological features are obtained. Women of working age ache most often, more urban than rural. Clinical disease debut
show weakness and skin itch, about half of patients have extrahepatic manifestations. A high percentage of transition to cirrhosis is

marked.
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B HacTosiLiee BpeMsi ayTOMMMYHHOE MopaXKeHue neyveHu Bbl-
XOOMT Ha YeTBEPTOe MEeCTO B CTPYKTYpPE XPOHWUYECKUX MapeHXu-
MaTo3HbIX 3aboneBaHuit neyvexu [1]. CornacHo knaccudukalmm
XpOHU4Yecknx anddyaHbix 3abonesaHmn neveHm (Jloc-Angxenec,
1994) B rpynny ayTOUMMYHHbIX NOPaXXEeHWUI NeYeHN BXOOAT ayTo-
MMMYHHbIN renatut (AUD), nepBuyHbIn GunuapHbii umppos (MBLY),
nepBuYHbIN ckneposupytoLmin xonadrmt (MCX). Kpome aToro, B knu-
HUYeCcKoW NpakTVKe BCTPeYalTCsi cryyau, korga nabopartopHble,
MHCTpYMEeHTarnbHble 1 MOpEONormyeckme NPpU3Hakm XpOHMYECKoro
3aboneBaHNst NeYeHN He NO3BONSIOT OTHECTU €ro K onpeaeneH-
HOW HOo30MorMyeckon opme ayTOMMMYHHOMO nopaxeHusi. B Ha-
cTosiLLee BpeMsi ANsi onpeaerieHns 3Tol Noarpynnel 3abonesaHui
NPUMEHSTCH TEPMUH «CUHAPOM nepekpecTtax» (overlap-cuHopom)
[2]. OH npegcTaBnsieT coborn cocTosiHME, MPU KOTOPOM Yy NaLMeHTa

NMetoTCS MPU3HaKKN ABYX PasnuYHbIX O4HOBPEMEHHO NPOTEKAOLLIMX
ayTOMMMYHHbIX 3abonesaHun nevenn: Hanpumep, AU n NBL, nnn
AU n MNCX. Xota AUT aenseTca peakum 3abonesaHnem, cpeam
BCEX ayTOMMMYHHBbIX 3a60reBaHui NeYeHn oH cumTaeTcst Hambornee
XOPOLLO U3YYEeHHbIM.

OnNnaeMMonornyecknx AaHHbIX 0 3aboneBaeMocTy U pacnpo-
ctpaHeHHocTn AUT B Poccuiickon degepaumm ycTaHOBUTL He yaa-
nock. 3abonesaemoctb AU B EBpone coctaengeT 1-2 cnyyas
Ha 100 TbiCc. HaceneHus B rod. Yactota ayTOMMMYHHOrO renatuTa
B ANOHMM HaMHOTO HWXe, YeM B EBpone, 1 cocTaBnsieT NpMMepHo
0,01-0,08 Ha 100000 HaceneHus B rog. B Poccuiickon Penepaumu,
MO OLEHOYHbLIM AAHHBIM, YACINO GOMNbHLIX MOXET cocTaBnAaThb 5-30
TbiC. OTO CYLLECTBEHHO MEHbLUE, YeM YMCO BONbHbLIX C BUPYC-
HbIMW U ankorofibHbIMK nopaxeHuamu neveHn. OgHako AUM n
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Apyrve opMbl ayTOUMYHHOTO MOPaXeHWsl NevYeHn NpeacTaBnsioT
npobnemy CoBpeMEHHOW renaTtonornn: Kaxabii BTOPON naumeHT
C HeneyeHHbIM AU ymnpaeT B TedeHne 3-5 neT, a cBoeBpeMeH-
HO HauyaTasi MMMYHOCYMNpPEeCcCUBHasi Tepanusi yrnyyllaeT XU3HeH-
HbI NporHo3 y 70-80% 6onbHbiX [3]. Kpome Toro, akTyanbHOCTb
N3y4yeHUst JaHHOW NaTonorMm 3aksoyaeTcsl B TOM, YTO NauueHTbl
C ayTOMMMYHHbIMW 3a60n1eBaHUSIMIN NEYEHN UMEIOT NyYLLIMIA NPo-
rHO3 NpuW TpaHcnnaHTauum nedexu [4].

C 2009 roga Hamu NpocneKkTMBHO hopmupyetcst 6asa faHHbIX,
B KOTOPYIO BKIOYAKOTCS NaUMEHTbI C ayTOMMMYHHbIMU 3aborneBa-
HUSIMW NEeYeHN, MPOXMBAIOLLME B ropoaax 1 paoHax Pecny6nmku
TartapcTaH. C60p AaHHbIX SBNSETCS CTaHAAPTU3NPOBAHHLIM Ha
OCHOBaHUW pa3paboTaHHOro YHUAULMPOBAHHOMO OMPOCHMKA MO
OLIeHKe KIMMHUYECKNX 0CcOBEHHOCTEN ayTOMMMYHHBIX 3abonesa-
HUIA nedeHun. B HacTosiee Bpemsi B 6a3y AaHHbIX BKodeHbl 60
nauveHToB C ayTOUMMYHHbIMU 3a6oneBaHnaMU nedeHun. M3 Hux
6onbLue Bcero — 30 (50%) nauneHTOB HabnaTCA C AMarHo3om
AU, 11 (18,3%) 6onbHbix — ¢ MBL, 17 (28,3%) — ¢ cuHapomom
nepekpecta, 2 (3,8%) — c MNCX (pucyHok 1). Hanbonee vacton
hOpPMOVi ayTOMMMYHHOTO NMOPAXEHWUS NEYEHN CPeau XuTenewn Ha-
wero pernoHa aensetca AWM. Pacuet pacnpocTtpaHeHHocTn AU
B Pecnybnuke TatapcTtaH, No HawWM AaHHbIM, cocTaenseT 1 Ha
100 TbIC. HaceneHus U COOTBETCTBYET CPEAHUM eBpPONnenCcKuM
AaHHbIM.

PacnpepeneHue nauneHTOB No Mofy nokasarno, YTo XeHLUK-
Hbl COCTaBNAT 60MbWNHCTBO 6onbHbIX: Npyu AU — 25 (83,3%),
npu NBL, — 10 (91%). CooTHOLWEHNe ropoacKOro HaceneHus
K cenbckomMy coctasuno 3:1. Takum obpasom, Habniogaetcs npe-
obnapaHve cpeaun NauMeHTOB XUTenewn MHAYCTPUarbHO PasBUTbIX
HaceneHHbIX NYHKTOB, YTO XapakTepHO B LENOM A51s1 ayTOUMMYH-
HbIX 3aboneBaHuUi.

Mvk 3abonesBaemocTn AU npuxoguncsa Ha MoNoaon TPYAOCMo-
CO6HbIV BodpacT — 20-40 neTt (77%), npw NBL| Bo3pacTHas rpynna
6bina Heckonbko ctaplie — 40-60 net (91%),

KnuHuyecknm ne6ioToM ayTOMMMYHHOIO MOpaXeHus nede-
HW Haubornee 4acTo SABMNANCSH acTEHUYECKUA CUHAPOM, @ UMEH-
Ho cnabocTb — y 60% GonbHbIXx AUT, y 73% naumenTos c MNBL,
B 71% cnyyaes cuHapoma nepekpecta n B 100% cnyyaes MCX.
Opyrum Hanbonee 4yacTo BCTPeYaLWMMCS KNMMHUYECKUM CUMMTO-
MOM B Havare 3aboneBaHus SIBNSINCS reHepan3oBaHHbIN KOXHbIN
3y — Y 7 (64%) 6onbHbIx MNBL 1 13 (77%) naumMeHTOB ¢ CUHAPO-
MOM nepekpecTa.

TwaTenbHbIV aHanM3 BHENEYEHOYHbIM NPOSIBNEHNA NO3BONMNM
BbISIBUTb UX BbICOKYIO YacToTy. Yalue Bcero Habnogancst octeono-
po3 — npumepHo B nonosuHe cnyyaes MBL (55%) n MNCX (45%).
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OTO MOXeT ObITb 0BYCNOBEHO Kak naToreHeTUu4YecknMmn ocobeH-
HOCTSIMM 3aboneBaHuii NeYeHn C Hannynem XomnectaTuyeckoro
cMHApoMa, Tak U NpeobnagaHueMm XeHCKOoro norna, o0co6eHHOCTsIMU
Tepanuu (4nuTenbHoe NpMMEHeHMe CUCTEMHbIX cTepouaos) [5].
ApTponatum oTMevanuch vaue y 6onbHbix AU (40%) v MNBL,
(64%), ayTOUMMYHHbIN TUPEOUAUT B OCHOBHOM MpPU CUHApPOME
nepekpecta (41%).

HekoTopblii MHTEepec NpeacTaBnsina yactoTa cneunduyeckux
nabopaTopHbIX MapkepoB ayTOMMMYHHOTO MOPAXEHUST NMEeYEHMU.
MonoxuTenbHble aHTUHYKNeapHble W MMagKoMbILeYHble aHTUTe-
na BbisBMeHbl B 25 cnyyasnx (83,3%) AUT. B 100% cnyyaes MNBL,
aHTUMUTOXOHAPWArbHbIE aHTUTena Gbinu onpeaeneHbl B AMarHo-
CTUYeCKMX TUTpax. Y BCeX NauMeHTOB C CUHAPOMOM MnepekpecTa
6bINY NONOXUTENbHLIMU aHTUHYKNEapHbIe U MMaaKoMbILLEYHbIe
aHTuTena, y 9 (563%) Takke onpeaensanMcbs aHTUMUTOXOHAPUanb-
Hble aHTuTena.

MporHo3 xpoHnyeckx 3aboneBaHuUi NeYEHN BO MHOTOM onpeae-
TISIeTCA CKOPOCTbIO Pa3BuUTUsa hnubposa 1 Mcxonom B LMPPO3 neve-
HW. Hamu 6bino BbISIBNEHO BbiCOKasi YacTtoTa Nepexoq B CTaauio
uupposa neyeHn y 6onbHoix AU — 17 (56,6%), ewle Bbie —
y naumeHToB cuHApoMoM nepekpecta — 12 (70,6%). N3BecTHo, uto
3aboneBaHns neyeHn Hepeako 06yCrnoBNMBaOT MHBANVAN3aLIMo
nauneHToB. MIHBanuaHoOCTb y aHanu3npyemMol KoropTbl NauveH-
TOB OTMeyanach 6onee Yem y NONOBWHbI NALMEHTOB 1 COCTaBuNa
57%.
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