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AyTOUMMYHHbIE 60E3HN MEYEHN 3aHUMAlOT 4-e MECTO B CTPYKTYpe 3a60/1eBa- \
HWii MeYeHn. VI3yqeHue KnnHuKo-anuaeMmuonornyeckux 0COOEHHOCTEN 3Tux
3a6051eBaHNIi MO3BONIAET YIy4qLLINT CBOEBPEMEHHYIO AUArHOCTUKY U OLEHUTD
3heheKTBHOCTb JIeYe6HbIX MOAX0HO0B. B uccnenosaHum npeactaBiaeHs! JaH-
Hble pernctpa Pecnybnku TatapcTaH.

Knwyeeble cnosa: ayTOMMMYHHble 3aG0NeBaHUs MeYeHu, KIUHUKO-
aNMAEeMUONOTMYecKIe 0COBEHHOCTM, NeyeHne, Gyneconu, byaeHodansk, yp-
CO/1e30KCMX0NeBas KUCNOTa, Ypcodarnbk. j

A yTOUMMYHHBII renatuT (AWI), nepBUYHBIN OuIMapHBIA
uppo3 (IIBL) 1 mepBUYHBII CKIEPO3UPYIOIIMI XOJAHTUT
(ITCX) — 3 OCHOBHBIX ayTOMMMYHHBIX 3a00JIeBaHUSI TEYEHU
(A3IT). BapuantHbie opMbl 3TUX 00JIe3HEN HA3bIBAIOT CUHAPO-
MOM IIepeKpecTa, XOTsl J0 CHUX MOp HESCHO, SIBISETCS CUHIPOM
MepeKpecTa CaMOCTOSITEIbHBIM 3a00JIeBaHMEM WJIM BapHaHTOM
OCHOBHBIX UMMYHHBIX 3a00JIeBaHUil ITE€YeHH, €ro BCerma CIeayeT
paccMaTpuBaTh IPU AMATHOCTHKE ayTOMMMYHHBIX 3a00JIeBaHUIA
TeYeHMU.

ITBLl u AUT — naunbonee yactoie A3I1; nx pacnpocTpaHeH-
HOCTb cocTaBisieT cooTBeTcTBeHHO 50—200 u 40—150 ciyuaes
Ha 1 MiH HaceneHus (B EBporneiickux ctpaHax yactotra AUI co-
crasister 11,6—18,3 Ha 100 Thic. HaceneHus) [1—3]. B HemaBHUX
SMMISCMUOJOTUIECKUX HCCIEIOBAHUAX YCTaHOBJIGHO Mpeobiia-
nanue xkeHiH Kak mpu AU (80%), tak u ipu ITBL (90—95%)
[4]. YacroTta nepekpecra y B3pociabix ¢ AWUT u IIBL gocturaer
10% [3]. PactipoctpanenHoctbh ITICX He mpeBbIlaeT 2—7 ciaydaeB
Ha 100 ThIC. HaceJeHuUs, MPUYEM MYKUYMHBI 3a00JIeBalOT B 2 pa3a
yale XKeHIINH [5, 6].

ITo nanHbIM cTatucTuku, B EBpone u CeBepHoii AMepuKke na-
uueHTbl ¢ AUT coctaBistior mo 20% Bcex G0JbHBIX XPOHUYECKIM
renaTuToM, a B Amonuu — okono 5% [1-3].

A3I1 B 26% ciydaeB codeTaloTcsl ¢ APYTMMU ayTOMMMYHHBbI-
MU 00JIe3HSIMU — ayTOUMMYHHBIM TUPEOUINTOM, PEBMAaTOUIHBIM
apTPUTOM, CUCTEMHOI KpacHO BoJlYaHKOM u 1ip. [3].

Hanuyue aHTMTEN MrpaeT BaXHyIO pOJib B JMAarHOCTHUKE U
knaccudukanmu A3IT [7]. Tak, AUT -1 xapakrepusyercst HaTu4dn-
eM aHTuHykJeapHbIX (AHA) n rmagkombiiedHbix (FTMA) aHTH-
ten. Inss AWUT-2 cneunuyHbl aHTUTEA K aHTUTEHY 1-ro Tura
MMKpOcOM TeueHU 1 noyek (aHTu-I1T1C) u aHTuneyeHouHble 11-
To30JIbHBIe aHTUTea 1-ro Tuna. [pu I1BL onpenensiorcst aHTH-
MUTOXOHApUaIbHBIe aHTUTeaa (AMA); npu [1CX — Hecneundu-
YecKMe aTUIMYeCKue IepUHYKJIeapHble aHTUHEeUTPOoMhUIbHBIC
uutoriazmaTudeckue anturena (p-ANCA) [11]. OgHako B ciry-
Yyae CepOHEraTUBHOCTH WJIM TIPY HU3KOM TUTPE aHTUTEJN, OIPee-
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JIEHHBIX OMTHOKPATHO, HeJb3s UCKIIOUnTh nuarHo3 A3I1. Tak, npu
AWT-1 uzonupoBanHo AHA BrisiBisirorcs B 15%, TMA — B 35%,
AHA ¢ TMA — B 60% ciyyaeB; B 5% ciiydaeB aHTUTeNIa He OOHa-
pyxuBatorcs. [Tpu AUT-2 antu-ITTIC Haxomar Gonee yem y 90%
6oabHbIX. [Ipu I[TIBL] AMA omnpeneinsiorcs 6ojiee yeM B 95% city-
Yaes.

Hns nedenus AWI ucnonb3yloT NMpenHU300H (Uau Oyme-
conun) u azatuonpuH, [1BLl u [NCX — ypcome30KCUxXoneByro
KUCJIOTY, TIPU CUHAPOME TIepeKpecTa — coueTaHue CTePOUIIOB C
YPCOIE30KCUXOIeBOM KMCIOTOI. IMMyHOCYTIpeccuBHAas Tepamnust
MOXeT Tpeaynpexaarh pa3Butue Gpudpos3a MeueHn u Jaxe mpu-
BOIUTH K ero perpeccy [3]. OmHako y 1moaoBuHbI nanueHToB AUT
TPOTPEeCCUpyeT HECMOTPSI Ha JIeYeHUE.

AyTOMMMYyHHBIE 3200J€BaHUSI HAPYLIAIOT KAYeCTBO XU3HU
U OOYCIOBIMBAIOT BBICOKYIO CTOMMOCTH MEIUIIMHCKUX 3aTpaT.
MexnynapoaHasi kjaaccudukanys IpUINH CMEepPTU, OCHOBaHHasI
Ha MaTOTeHEeTUYeCKNX MeXaHU3MaX, CUCTeMe OPTaHOB WU 3THO-
JIOTUM, HE YYUTHIBAET ayTOMMMYHHbIe HapyimeHwus. [loatomy
3HAYeHUE DTOU MATOJOTMU B MOKA3aTeIsIX CMEPTHOCTU OKa3bl-
BaeTCs CKPBITBIM. Tak, B AHIJIMU U YaJIbce TIPU aHAu3e CBUIC-
TEJIBCTB O cMePTH Y 3,2% KeHIIMH ayTOMMMYHHbIE 3a00JIeBaHUSI
0Ka3aJuch Ha 6—7-M MecTe cpelu MPUYUH CMEPTH B TPYIIINe
yMepHuiux B Bo3pacte 15—54 net u Ha 12-M MecTe — cTapiie 75
net [8, 9]. AyroummynHbie 6one3Hu, Bkiatodas A3II, sBasiorcs
BEyIIel MPUINHON CMEPTH KEHIIUH MOJIOIOTO U CPEIHETO BO3-
pacra [10, 11] 1 pakTOpOM pHCKa pa3BUTHS TEIAaTOOUIUAPHOTO
paka [12, 13].

Takum 00pa3oM, MALMEHTH C XPOHWYECKMMU TMPOTPECCU-
pytomnmu A3I1 TpeOyIoT MOCTOSHHOTO IJIUTEIBHOTO HaOJIome-
Hust. A KIMHUKO-3MUIEMHUOJIOTUYECKOTO aHaau3a TeUYeHUs
9TUX 3a00JIeBaHUN 11€1eCO00Pa3HO CO3NaHUE PETUCTPa OOTBHBIX
1 MaKCUMaJIbHBIM 00beMOM MH(MOPMALIUK O COCTOSTHUU TalleH-
TOB U AWHaAMUKe 060e3Hu. Peructp, B KOTOpOM HaKarauBaloTCs,
XpaHSTCS U 00pabaThIBAIOTCS TaHHbBIE O MAIIMEeHTaxX C ayTOMMMYH-
HBIMU 3200JIEBAaHUSIMU, TIO3BOJISIET OLIEHUBATh (haKTOPHI pHCKa
pa3BUTHUSI OOJIE3HU, €e eCTeCTBEHHOe TeueHre U d(PhEeKTUBHOCTD
JiedeHusi, 00beM CBSI3aHHBIX C ITOI MATOJIOTUEN 3aTpaT U pecyp-
COB 3IPaBOOXPAHEHUS U AP.

Llenbto Hacrosileid paboTbl ObUIO OLEHUTh KIIMHUYECKUE U
conmonemorpaduueckue ocobeHHoctTy A3[1 Mo maHHBIM peruo-
HaJIbHOTO PEeTUCTpA.

B Pecniyonuke Tatapcran ¢ 2008 1. BeaeTcst perucTp mauueH-
ToB ¢ A3Il, mpoXxuBawIiInx B ropoaax u paitfoHax PecrmyOauku.
B peructp B Hactosiee Bpemsl MPOCIEKTUBHO BKJIIOUYEHBI 138
nauueHTos: 52 (39%) — ¢ AUI, 27 (20%) — ¢ T1BL, 51 (39%) —
¢ cuHapoMoM repekpecta u 2 (2%) — ¢ IICX. XKeHumuHbl cocra-
BN 95%, My>kuuHbl — 5%.

JuarHo3 ObUT TOCTaBAe€H Ha OCHOBAaHWU KOMIUIEKCHBIX
JMUATHOCTUYECKUX KPUTEPHUEB, BKIIOYAIONINX, HAPSIAY C KIMHU-
YeCKUMM, aHAMHECTHMYECKUMU, JIa0OpaTOPHBIMU NaHHBIMU, U
rucrosiornyeckue mapamerpsl. Tak, amarHo3 AWUI ycranasmm-
Basn cornacHo pekoMmeHnamusim IAIHG [13], T1IBL — mo EASL

YacrtoTa knunuyeckux cumntomos npu A3IM; n (%)

(2009) u AASLD (2009, 2010) [14], AUT/TIBL] — o xputepusm
0. Chazouillieres u coast. (1998).

[lpu BxITIOUEHMM B UCClIEeAOBaHME ObLT MCIIONB30BaH CIie-
LManu3upoBaHHbIN ompocHUK A3Il, KOTOpBIl MO3BOIMI y4u-
THIBaTh JKaJoOObl TIAIMEHTOB, aHaMHe3 3a0oJieBaHMs, aHaM-
He3 JKWU3HU, HaHHbIE OOBEKTUBHOTO OCMOTpPA, Ppe3yJbTaThl
J1ab0paTOPHO-UHCTPYMEHTAIBHBIX METOIOB MccIenoBaHus. Bcem
MalyreHTaM TMPOBOAWIN TOJIHOE KIMHWYECKOEe M JIabopaTopHOe
obcienoBaHue, AaBaBlliee MPeNCTaBIeHNe 00 OCOOEHHOCTSIX Je-
61oTa 3a00JeBaHUSI M €ro TeueHuu, d(PhOEeKTUBHOCTA Teparuu.
ITpoBoauau 1abopaTopHbIe UCCAEA0BAHMSI: OOIIMIT U OMOXUMUYE-
CKUI aHAIN3bl KPOBU, 3aMTUCh UMMYHOTPAMMBI, TTPOTEMHOTPAM-
Mbl, onipeneseHne AHA, AMA u aHTUTeN K IJIaKoi MycKyJiaType
(AT'MA). OcyiiecTBieHa Takxke Mopdoiornueckast BeprupuKaims
JMarHo3a.

Cratuctrueckasi 00paboTKa JaHHBIX BHITTOJHEHA C TTOMOIIIO
makeTa MPUKJIATHBIX MporpaMm Statistica 8.0 (StatsoftInc, 2007).
JlaHHble PUBEACHBI B BUIE OMKMCATENbHON CTATUCTUKU — CPE.I-
HUe apudmeTryecKkre 3HaUeHUsI C yYeTOM CTaHIAPTHOW OIIMOKYU
cpenHero (Mtm). Kputnueckuii ypoBeHb 3HAUUMOCTH TIPU TTPO-
BEPKEe CTATUCTUUECKUX TMIOTe3 TpuHUMau paBHbeIM 0,05.

CpenHuii BO3pacT MallMEHTOB HAa MOMEHT ITOCTAaHOBKU
nuarHo3a coctaBui 47,5+12,7 roma, B Tom uuciae npu AUD —
44,3+15,8 roma, mpu IIBIL — 50,0%+9,7 roma, mpu cuHIpOME
nepekpecra — 48,2+10,6 roma, mpu [1CX — 50,5+ 1,5 rona. Maxk-
CUMaIbHBIN TTHK 3a601eBaemocTy A3[1 mpuxonuics Ha Bo3pacT-
HyIo rpymiy 45—60 ser.

AHaTM3MPOBaIM TIEPUOJ OT TIOSIBIIEHUS TIEPBBIX CUMIITOMOB
MOPAXEHUs TIEYSHU JI0 IOCTAHOBKHU UarHo3a; y 43,7% 3ToT cpoK
coctaBu 6onee 1 roga, (MakcumanbHOo — 10 10 jet). HaubGonee
YacThIMU KIMHWYecKuMU TiposiieHusmu mipu A3I1 6butn: cna-
6octb (71,7%), koxHblii 3y (50%), xenryxa (37%), oriyiieHue
TSDKECTH B IIpaBoM moapedepwe (35,5%).

[lpu paccMoTpeHMM KIWHUYECKOW CHUMIITOMATUKNA B 3a-
BUCUMOCTH OT HO30JIOTMU 0Ka3aJloCh, YTO YaCTOTA XanoO Obuia
MPUMEPHO OJMHAKOBOW Mpu Bcex 3adosieBaHusx. Tak, npu AUT
B 55,7% cnyyaeB kajio0bl MOSIBJSUIMCH B TedeHUe | rona ao mo-
craHoBKM nuarHosa, rnpu [1BL — B 59,3%, npu cuHapome repe-
kpecta — B 53%, onHako nipu AWT kimHu4eckasi KapTuHa Oblia
HanGosee MaHudecTHO: B 29% ciyyaeB CUMIITOMBI pa3BUBaJiaCh
3a 1 mec no ycraHoBku auarHosa (ripu I[1B1I — B 7,4%, npu cuH-
Jpome miepekpecta — B 5,8% cityuaes).

IIpu AUT cnabocts Habmoganack y 69%, TSKECTh B IIPaBOM
noapedepbe — y 18%, KOXKHBIN 3y 1 keaTyxa — y 29% NaleHTOoB.
ITpu [1BLl ocHOBHBIMU ObLIM Xa00bI HA CJ1A00CTb U KOXKHBIH 3y
(y 74%), nipu cCUHAPOME MIEPEKPECTa — HA KOXHBII 3y1 (67%) v Ha
cnaboctb (82%) (cM. TabuLLy).

YcraHosieHo, uto y 46 (33%) naumentoB A3I1 coueramuchb
¢ IpyruMU ayTOMMMYHHBIMM 3aboieBanusmu. Tak, y 38 (27,5%)
BBISIBJICH ayTOUMMYHHbII TUpeouaut, y 2 (1,44%) — y3noBasi apu-
tema, y 1 (0,72%) — si3BeHHbIit KOUT, Y 5 (3,62%) — OpoHXUATb-
Has act™a, y 1 (0,72%) — BUTUITUTO.

YV 46 (33,3%) nauueHToB rpu
MEePBUYHOM OOpaIIeHN! TUarHo3
OBLT yCTAHOBJIEH HA CTAIUU LINP-
po3a TeyeHu, HEeCMOTpsl Ha ToO,

CumnToMbl AUr ney CuHpapom nepekpecTa nex YTO XaJIOOBI Y OOJIBLUMHCTBA BO3-
Cna6ocTh 36 (69) 20 (74) 42 (82) 1(50) HHICTI 33 HECKOTIBKO MECALICH 110

- obpamieHus K Bpauy. Haubonee
KoXHbIN 3yA 14 (27) 20 (74) 34 (67) 1 (50) YaCTO LMPPO3 TMEYeHH HAOMIIO-
Xentyxa 15 (29) 13 (48) 22 (43) 1 (50) naiucst y nauuentos ¢ IBLL —y
TaxecTb B npasom nogpedepbe 18 (35) 11 (41) 13 (25) 1(50) 18 (62%), npu AWT —y 16 (31%)
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6ynecoHns ®

byaeHoQanbkK

kpecta — y 12 (23,5%) nauuenToB. [enarouesutonspHas Kapim-
HOMa TMarHOCTUPOBaHa y 3 MallMeHTOB.

Y 126 (91,6%) GONbHBIX AMArHO3 MOATBEPKICH HATUUMEM
ayroantuten. [Ipu AUT ayroanTuresa onpeneneHsl B 43 (85,7%)
ciayuaeB: nojoxureabHbie AHA —y 34 (79,0%), B Tom uncie y 17
(39,5%) — B coueranuu ¢ AMA. IMpu I1B1] ayroanturena ornpe-
neneHsl y 27 (100%) naivieHToB: mojoxkurenbHbie AMA — y 21
(77,8%), B ToM uncne y 6 (22,2%) — B coueranuu ¢ AHA. Ipu
CHHIPOME ITepeKpecTa ayToaHTUTe A BbissBIeHbI B 48 (94,4%) ciy-
yaeB: AMA + ANA —y 33 (70,6%), AMA —y 9 (17,7%), ANA —y
6 (11,7%). Y 2 naimeHTOB ayTOAHTUTEJIA ObLIM OTPULIATCILHBIMU;
JIMarHO3 YCTAHOBJIEH TUCTOJOTUYECKHU.

Bce 6onbHbIe AWT moyvanu Tepanuio crepounamu (TIipeIHr-
30JI0H, METUTIpe, OyneHodanbK), 4 manueHTa — a3aTUOTIPUHOM.

B xavecTBe anbTepHATUBBI MPETHU30IOHY MPUMEHSIETCs Oy-
necounn (byneHodanbk) — COBpeMEHHBIN TIIIOKOKOPTUKOCTEPO-
unnbiii (FKC) npenapar; okosio 90% ero MeTaboIu3upyeTcs B re-
YeHU TIPU «TIEPBOM TPOXOKIEHUW», YTO OOYCIOBINBAET HU3KYIO
4acToTy oOouHbBIX 3¢ dekToB. OCOOEHHOCTHIO TIpeTapaTa sBIs-
ercs Beicokast ahuHHOCTL K ['KC-perienitopam.

DddexTuBHOCTH TIpemnapaTa MPOAEeMOHCTPUPOBAHA B IPO-
CIIEKTUBHOM PaHIOMU3MPOBAHHOM JBOITHOM CJIETIOM MYJIBTULIEH-
TpoBOM uccienoBannu [15]. CoracHO MHCTPYKIIUM K TIpeTiapary,
Bynenodanbk moxer npuMeHsaTbes nmpu AUIT 6e3 rucronornye-
CKUX MPU3HAKOB IIMPpO3a MevyeHu (y maueHToB crapiie 18 jer)
B 03¢ 9 Mr/cyT (B 3 IpreMa) Ipu aKTUBHOM TPOIIeCcCe B TeUCHUE
6—12 mec u 6 mr/cyt (B 2 mpuema) — 10 24 MeC IIpH MOAIEPKHU-
BalOLLIEH Tepanuu.

Ipu IIBLl m I[ICX wucmonb3yercss ypcone30KCUXoJeBast
kuciaota — YAXK (Ypcodanbk), y MallMeHTOB ¢ CUHAPOMOM
nepekpecta — 'KC + Ypcodanbk, ipu nedyenun AUT u cuH-
npome nepekpecra — vaiie (58,2%) Ypcodanvk + TKC, a mpu
IIB1I — MmoHoTepamnus npemnaparoM Ypcodanbk (B 77,7% ciyua-
eB). [1na3macdepes HazHayaIM MPU BEIPAXKEHHOM KOXHOM 3Y/I€.
IIpu npumeHenun Ypcodanbka aBropamu [16, 17] Guoxumu-
YeCKMiIl OTBET OTMEYEH 4vallle, YeM IMPU Ha3HAUYEHUU IPYTUX
npemnapatoB YIXK. B 2 cnyuasix mpoBeaeHa TpaHCILIaHTAIUS
nevyeHu (y ogHoro mauueHTa 66t [1B1, y npyroro — cunapom

MepeKkpecTa).

A3II BcTpevaroTcst MPeuMYIIECTBEHHO y MAlMeHTOB paboTo- .
CIOCOGHOTO BO3pacTa, IPUYEM B 95% CIly4aeB — y KEHIIMH. Mak- HanpaeﬂeHHaﬂ monu4eckas mepanua nepsou JiuHuu
cUMaJIbHBIN MUK 3aboneBacMocT A3I1 mpuxoauTcst Ha Bo3pacT- npu eocnajiumelbHblX 3060ﬂ€60HUﬂX KUuwe4HUKdAa u nedeHu

Hylo rpynmy 45—60 net. Y 57,3% GoabHBIX OT MOSIBJICHUS Kai00
1o noctaHoBkY auarHosa A3IT mpoxoauso no 1 roga, B ocTab-
HBIX cliyyasix — 0oJjiee JIUTENIbHbIN Tiepuoa. Y 33% mnalueHToB
A3I1 coyetanuch ¢ APYrMMU ayTOMMMYHHBIMU 3a00JICBAaHUSIMU
(ayTOMMMYHHBIN TUPEOUINT, y3JI0Bas 3pUTEMa, SI3BCHHBIN KO-
AT, OPOHXMAIbHASI acTMa, BUTWINIO). Y 46 (33,3%) maiueHTOB
MPU NIEPBUYHOM 0OpallleHUU AMarHo3 ObLT YCTAHOBJICH Ha CTAUK

= Tonmueckuit KOPTUKOCTEPOU ISt 3P HEKTUBHOM
Tepanuu BOCMaNNTeNbHbIX 3a001eBaHII1 KUILIEUHNKA
1 ayTOMMMYHHBIX 3a60J1eBaHMI1 NeueHn
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3P PeKToB
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CLINICAL AND EPIDEMIOLOGICAL CHARACTERISTICS OF AUTOIMMUNE LIVER
DISEASES

D. Akberava', A. Odintsova’, D. Abdulganieva’
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Autoimmune liver diseases rank fourth in the structure of liver diseases. The
study of the clinical and epidemiological characteristics of these diseases makes
it possible to improve their timely diagnosis and to evaluate the efficiency of
therapeutic approaches. The data from the register of the Republic of Tatarstan are
given in the investigation.

autoimmune liver diseases, clinical and epidemiological
characteristics, budesonide, Budenofalk, ursodeoxycholic acid, Ursofalk.





