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yTOUMMYHHbIH renaTuT (AWUl) 6bl1 nepBbIM
A336OJIEB3HI/I6M ne4yeHH, NpU KOTOPOM IOJIOKHU-

TeJIbHbIM 3QPeKT OT Ha3HAYeHUs] VIIOKOKOPTHU-
KOCTEepOU/I0B OblJI Zl0Ka3aH B KOHTPOJHUPYEMBIX KJIH-
HUYEeCKHUX UcclefoBaHusAX. OfHaKo, B HacTosllee Bpe-
M, Kak 1 50 sieT Haszazg AUT octaeTcst CJIOXKHBIM 3a60-
JleBaHUEM JJIs1 JUaTHOCTUKHU U JiJ1d JledeHHUs. B ocHoBe
3TOro JieXaT JiBe OCHOBHble NpUuuHbL: AUT ABseTcA
OTHOCUTEJIbHO PeJJKUM U reTeporeHHbIM 3a60/1eBaHu-
eM.

KnumHuyeckue wuccie/joBaHUs TaKHUX 3ab0JieBaHUU
3aTpyJHEHb] U3-3a OrPaHUYEHHOTO YHCJIa NalUeHTOB,
KOTOpble MOTYT ObITb BKJ/YEHbl B HCC/IeJ0BaHUS.
HeMasnoBakHy10 poJib UTpaeT HU3KUH HHTepec INpej-
cTaBuTesel papMaleBTHUYeCKOW NMPOMBILIJIEHHOCTH K
paspaboTke 3QPeKTHBHBIX METOJOB JIeueHHUs TaKHUX
pefikux 3abojieBaHUM H3-3a OYEeHb OrPaHUYEHHOTO
pbIHKA TaKUX NpoAyKToB. TeueHue AUT f0BOIbHO He-
npeJicKka3yeMoe € IepuoJaMy CIIOHTAaHHOW PEMHUCCUU U
TsDKeJbIX 060cTpeHuid. AUl MoxeT npoTekaThb Ha poHe
JIPYTOro X0J1eCTaTu4ecKoro 3abosieBaHusl NeYeHU: ep-
BUYHOI0 6unapHoro nuppo3sa nevyen ([1B61) v nep-
BUYHOI0 CKJiepo3upytoliero xoynaHrurta (I1CX), srekap-
cTBeHHOro nopaxeHus nedeHu (JIIII), ankorosbHOrO
WU HeaJiKoroJibHOro creartorenatuta (ACI, HACT)

HJIX BUPYCHOT'O remnaTturTa. Kaxmoe CONyTCTBYyMOIlEe 3a-
6oJieBaHHE MEYEHU YCIOXKHAET AUATHOCTUKY U Jiede-
Hue AUT, OJHAKO, B HaCTodALlee BpeMA TaKHhe IMallueHTbI
IpH CriequaJTu3MpoBaHHOM IoAxXoAe B JIEeHEHUHU UMEIOT
XOpOLLII/Iﬁ IMPOTHO3 BBIXDKUBAEMOCTH.

Inuaemuosiorusa AUT

AUT sBisieTCA XpOHUYECKUM 3aboJieBaHUEM Iede-
HH, 3260J1eBalOT UM B OCHOBHOM >KeHILUHBI C XapaKTep-
HOU TulepraMMarjooyJuHeMUeH, HUPKYyASLUeNd ayTo-
aHTHUTeJI, accolpalel ¢ aHTUTeHaMHU JIEMKOLMTOB ye-
soBeka (HLA) DR3 unu DR4, Ha/nu4yueM renaTtuTta npu
TMCTOJIOTUYECKOM MCCJIeJOBaHUU TeYeHH, U MOJI0XKH-
TeJIbHbIM OTBETOM Ha UMMYHOCYIIPEeCCHBHYIO Tepanuio
[1]. IIpu oTcyTcTBUM Tepanuu AUT TpaHcdopmupyeTcs
B LUppo3 neyeHu. AUI' cuuTaeTcss OTHOCUTEJNIBHO pefi-
KUM 3abosieBaHueM, B EBpome ero pacmnpocTpaHeH-
HOCTb cocTaBJiseT oT 16 po 18 caydaeB Ha 100.000
x)utesieit [2]. [lo nocjiesHero BpeMeHU ypoBeHb 3a60-
JIeBaeMOCTb U pacnpocTpaHeHHOCTb AWUT' B monynsinuu
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OLleHHUBAJU TOJIbKO B JByX UccJefoBaHusAX [3]. UHTe-
pecHo, 4yTo 6oJiee BbICOKHE IOKa3aTesu pacnpocTpa-
HEHHOCTH ObIIM 3aperucTpUpoOBaHbl B pailloHax c Jo-
CTATOYHO CTAaOWJIbHOU Nmonyasuueid. Hanpumep, Takue
[I0Ka3aTeJU PacnpoCTPaHEHHOCTH Kak 42,9 ciayyaes
Ha 100000 u 24,5 ciydaeB Ha 100000 xuTesneid 6bLIA
3aperucTpUpOBaHbl Yy KOPEHHBIX XUTeel Ansicku [4]
u Hosoit 3enanauu [3]. B JlaHuu 66110 pOBEJEHO UC-
cJefl0BaHMe 10 ONpesie/leHHI0 3a60/1eBaeMOCTh U pac-
npoctpaHeHHocTb AUl B Teuenue 20 JsieT, ucciesoBa-
Hue npoxogusio ¢ 1994 r.no 2012 r,, 1721 nauueHTOB C
AWT 65110 06cnenoBano [5]. Haubosee sipkuM HabJ110-
JleHueM B 3TOM MCCJIe[JoOBaHUH ObLJI pOCT 3a60/1eBaeMo-
ctu AUl B TedeHUe AJIUTENbLHOTO BpeMeHH, KOTOPbIN
He MOXeT ObITb 00'bSICHEH y/y4llIeHUEM JUAaTrHOCTUKU
AW Takxe oTMevaeTcs pa3Hasg pacnpoOCTPaHEHHOCTb
U KJWHUYecKkue npossaeHusa AUl B 3aBUCUMOCTU OT
3THUYECKOHN NMPUHA/JIEXXHOCTH. Y KOPEeHHBIX KUTeJel
AnsicKM 0TMedaeTcsl BbICOKAsi 4aCTOTa OCTPOM XKeJTYXU
B Zie6toTe 3abosieBanus [4]. AUl umeeT GoJiblIyio pac-
MPOCTPAaHEHHOCTb U 6oJiee TsKesloe TeyeHUe B MOMy-
a1y abopureHoB CeBepHON AMepHUKH 10 CPAaBHEHUIO
c nonysasuuen eBponeies [14]. ¥ adppoamepurkaHieB
yalle pa3BHUBaAeTCS LUMPpPO3 IeYeHH, yallle oTMevaeT-
csl HeyZAadya JledeHUs1 U 6Gosiee BbICOKAs CMEPTHOCTD,
[0 CPaBHEHMIO C OEJIOKOXKMMU aMepuKaHUamu [6]. ¥
MeKCHMKaHCKUX MeTHCOB 4Yallle NpHU INepBOHa4yaJbHOU
OlleHKe BBIABJAIOT LUPpo3 [7], a y NalueHTOB JaTH-
HOAMepPUKaHCKOT0 MPOUCXOXK/AEHUs OTMedaeTcsl 6osiee
arpeccuBHOe GMOXMMHYECKOe U THCTOJIOrMYecKoe Ha-
yaJio 3a60JieBaHHUs, a Takke GOpMHUpPOBaHKe LIUPpPO3a
C sIBJIEHUSIMHM X0JIeCTasa, 10 CPaBHEHUIO C a3UaTCKU-
MU NMalUeHTaMy WU JPYTUMU NpescTaBUTeNsIMU Ge-
Jiol pachl. [8]. XoTs GOJBIIMHCTBO BbILIEYTOMSHYTBIX
HCCIelOBAaHUM SIBJISIIOTCSI PEeTPOCIEKTUBHBIMY, 3TH
HaOJ/II0ZleHusl NPUBEJN K NpeAnoJiokeHuto, uto AUT
MMeeT pa3HOOOpa3Hble KJMHUYecKre GeHOTHUIIb] B 3a-
BUCUMOCTH OT MPHUHAJJIEKHOCTH NMalMeHTa K pa3HoU
3THUYecKOH rpynne. B ocHoBe pa3/jiMyHbIX GEHOTUIIOB
AUT nexaT pas/ivyHble TeHeTUYeCKHe IpespacroJio-
YKEHHOCTH, YTO 3aTPyJHSeT JUarHOCTUKY U CBOeBpe-
MeHHoe JieyeHue AUT [9].

e PacnpoctpanenHoctb AUT B EBpone HaxoauTcA B Au-
anasoHe oT 15 g0 25 cnyyaeB Ha 100000 ¢ TeHAeHLHEN
pOCTa KaK y eHIUH, TaK U y My4uH (1I-2)

e Puck passutua AUI pacnpocTpaHsieTcs Ha Bce Hace-
JeHue EBponbl ¥ Ha Bce Bo3pacTHble rpynmnsl (11-2)

Knnaunuyeckut cnektp AUT

lIBeackuii Bpau Jan Waldenstrom B Hauase 1950x
ro/I0B BIIepBbIe ONKCAJ] HOBBIA THI XPOHUYECKOIO Te-
NaTUTa C HECKOJbKUMU XapaKTEePHbIMU KJIMHUYECKU-
MU YepTaMH: BOSHUKAEeT B OCHOBHOM Y MOJIOJbIX JK€H-
IIMH, XapaKTepU3yeTcsi NMPOTPECCUBHBIM TEYEHUEM U
JIETaJIbHBIM HCXOZIOM, COUETAETCS C apTPaIrUsIMH, 3H-
JOKpUHHOMU AUCOYHKIMEH, TOpaXKeHUSIMU KOXKHU B BU/[€
CTPHUU U aKHe, BBICOKUM YPOBHEM UMMYHOIJIOGYIMHOB
B CbIBOPOTKE U CKOILJIEHHEM IJIa3MaTHYeCKUX KJIETOK
B neuenu [10]. [lo3xnee, B 1956 1., rpynmno# lan Mackay
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OblJIO BBEJIEHO MOHSITHE «BOJYAHOYHOTO TenaTHUTa»,
CBsI3aHHOe C OOHapy:xeHUeM y nauueHToB LE-kieTok
[11], ogHaKo, fecSTh JIET CIYCTS 3TOT TEPMHUH ObLI 3a-
MeHEeH Ha «ayTOMMMYHHBIN renaTtut», B 1990-e rojbl
TepMuH AUT 6bL1 yTBEpkZeH MexAyHapoJHOU rpyn-
no# no usydenuto AUT (IAIHG).

B Hacrosiee Bpems fgokasaHo, yTo AUl xapakrepu-
3yeTcs 60JIbIION HEOJHOPOJHOCTBIO KJIMHUYECKHUX, JIa-
6OpaTOPHBIX U TUCTOJOTUYECKUX NposiBjaeHUM (Tab.r.
1).

Takum o6pasom, Hanuuue AUT ciepyet npennosia-
raThb y JIl060r0 NalyeHTa ¢ OCTPbIM MJIM XPOHUYECKUM
3a60sieBaHMEM ITeYeHH, 0COGEHHO eC/IM NPUCYTCTBYeT
runepraMMar/jo6yjJvHeMusi U eC/Id y NallueHTa eCTb
MPU3HAKU APYTUX ayTOUMMYHHbIX 3a60/1eBanuii [1,12].

AudPepeHurasibHasg AUArHOCTUKA
AUT:

1. [ipyrve ayToUMMYyHHbIe 3a60JIeBaHUs IeYeHU
o [lepBUYHBIN GUIMAPHBIN UPPO3 NEYEHU

(1BLY)

o [lepBHUYHBIN CKJIEPO3UPYIOLMH XOJAHTUT

(Iex)

e [gG4-acconMMpOBaHHBIX XOJAHTUT
2.XpOHHUYeCKUI BUPYCHBIN renaTUuT

e XpoHHYecKUH renaTUT B c unu 6es genbra-re-

naTuTa

o Xponuveckuii renatut C

3. BUY-xos1aHruomnaTus

4. AnkoroJibHasi 60JiIe3Hb IIEYEHU

5. JlekapcTBeHHOe OpaXkeHue NeYeHu
6. 'paHysieMaTO3HbIN renaTuT

7. TemoxpomMaTo3

8. Hea/IKOro/IbHBIN CT€AaTOreIaTUT

9. ledunut al-antutpuncuna (AT)
10. bosnesub Bunbcona-KonoBasnoBa
11. CucteMHas KpacHas BOJTYaHKa

12. llenuakusa

25-30% Bcex 60bHBIX AUT" - 3T0 My>KUUHBI, 3a60J1€-
BaHUe MaHUECTUPYeET B JIlOOOM BO3pacTe U B JOOOH
3THUYecKoH rpynme [3,4]. B 60JbIIMHCTBE HUcCae/[0Ba-
HUU BbISBJIEHBI [iBa TMKa 3a060J1eBa€MOCTHU: JIeTCTBO U
MO POCTKOBBIE I'OJibl, U MEX/Y 4-M U 6-M IeCATKOM JIeT
KU3HU [Ta6.1.1]. CoriacHO HeZJaBHO MPOBEJIEHHbIM HC-
cnenoBaHUAM JuarHo3 AU Bce yallie UarHOCTUPYeT-
cs1y 60JIbHBIX cTaplie 65 et [13].

Knunuyeckue mnposiBieHuss AUl kosneGsoTcs OT
MUHUMAaJbHBIX /10 TSXeJbIX, BKJIIOYask MOJTHHUEHOCHYIO
dopmy [Tab6s.1]. Y 25% nanuentos AUl manudectupy-
€T OCTPBIM r'ellaTUTOM, YTO CXOXe C FeNaTUTOM Jpyrou
atuosiorud. OgHaKko 3a ocTpblM HavdasoM AUI moxert
CKpbIBAaTbCs 060CTPeHHEe XPOHUUYECKOTr0 TeyeHus 3a60-
JIeBaHUs C IPU3HAKaMK XPOHHUYECKOI'0 BOCIaJeHUs 110
JIAHHBIM T'MCTOJIOTHU NeYyeHU. Y HEKOTOPbIX GOJIbHBIX
¢ ocTpbIM HadasoM AUT ypoBHU UMMyHoOTr/06yInHA G
(IgG) 1 anTUHYKJIeapHbIX aHTUTeN (ANA) UM aHTUTEN
K [JIafiKok MyckyaType (SMA) MoryT 6bITh B Ipe/Jiesiax
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KauHuueckuii cnekmp aymoummyHHo20 2enamuma.
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Taé6a.1

XapakTepuctuka

MauneHTsl

» BonetoT 06a nona (?: 3= 3: 1).
* Bce aTHMYeckne rpynnbi.

« JTioboro Bo3pacTa (C AByMsi Nikamu 3aborneBaHus: NepBbIN-CBSA3aH C NOMOBLIM CO3pPEBAHNEM,
BTOPON- Mexay 4M 1 6 M gecaTkamu ner).

MaHundecTtaums

bonesHun MOFHUEHOCHOW hOpPMbI.

net.

Ha3Ha4YyeHne KOPTUKOCTeponaoB.

* LLnpoknin guanasoH KIMHUYECKUX NPOSIBIEHUI OT 6ECCMMNTOMHON 4O OCTPOW / TSXKENOW Unun gaxe

* Hanbonee pacnpocTpaHeHHbIN KNUHUYEeCKuii heHoTun 3abonesaHns (OBe TPETU BCEX NALMEHTOB)
XapakTepuayeTcs OTCYyTCTBMEM CUMMNTOMOB MINW NPUCYTCTBUEM OHOTO UMW HECKOMbKUX
HecneungUYeckrx CUMMTOMOB: YCTanocTb, NMoxoe obLiee camoyyBcTBue, 60nb B NpaBoM BEPXHEM
KBagpaHTe XuBoTa, obLias cnabocTb, HegoMoraHue, aHOPeKCUs, NoTepsl Beca, TOLWHOTa, 3yA,
XENTyxa 1 Nnpuxodsiasi nonmapTpanrus Menkux cyctaBoB 6e3 apTpuTa, ANMTENbHOCTbIO HECKOMBbKO

* Y 25% nauneHToB oTMevaeTcs ocTpas oopma AUI ¢ xapakTepHbIM HEKPO3OM 311 30HbI
MeYeHOYHOro auyHyca (LeHTparnbHbIM NePYBEHYNMTOM), NPY 3TOM ayToaHTUTeNna unu apyrue
Knaccuyeckune npu3Haky MoryT OTCyTCTBOBaTb; HE BCErAa NofoxuTenbHasi OTBETHas peakums Ha

* Y 1/3 naumeHTtoB gnarHo3 AUl yctaHaBnmMBaeTca Ha CTaAunM LMppo3a NeveHu.

Knaccndukauums
AUl

Tepanuu.

* AU-1 (noutn 90% Bcex cnyyaeB AUIM) xapakTepHO: BbISIBNIEHNE aHTUHYKIEapHbIX aHTUTEN
(ANA), aHTUTEN K rmagkon myckynatype (SMA) unv aHTuTen kK pacTBOPUMOMY @aHTUIEHY NeYeHn 1
nevyeHo4YHo-NaHkpeaTnyeckomy aHTureHy (aHTn-SLA / LP); accoumaumsa ¢ HLA DR3, DR4 n DR13;
Havano 3abonesaHus B N6oM Bo3pacTe.

Penko oTMeYaeTcst Heydaya neyeHus, Ho TpebyeTcs AnuTenbHas nogaepxveatoLlas Tepanus
(BBICOKMIA pUCK peumamBa nocrie OTMEHbI NpenapaToB).

* AUI-2 (okomno 10% Bcex crniyqae AUIM): obHapy>KeHne aHTUTen K MMKpocoMam nevyeHn n novek 1
Tuna (aHTn-LKM1), aHtuten k untosonsHoMy aHTureHy nedenun 1 tuna (aHtm-LC1) n pegko aHtuten
K MMKpocomam nedeHmn 1 nodek 3 Tuna (aHtn-LKM3); accoumnaumnsa ¢ HLA DR3 n DR7; Hayano, kak
npaBuIo, B AETCKOM 1 IOHOLLECKOM BO3PacCTe; BbICOKUIA MPOLIEHT OCTPbIX (hOPM C BbICOKOW CTEMEHbBIO
TshKecTn. YacTo oTMevaeTcs Heydada fneveHns, ¢ peunamBoM nocrne OTMeHbl NOAAEPXKMBaoLLEN

* AUI-3 xapakTepuayeTcst HanMYnem aHTUTeN K paCTBOPUMOMY aHTUrEHY MEYEHN U NEYEHOHYHO-
naHkpeatuyeckomMy aHtureny (SLA / LP), oueHb cxox ¢ AUI-1; yacto onpegensietca aHTu- Ro52.
XapakTtepusyercsi bonee TsxKenbiM TEHEHNEM.

O6bEeKTUBHbIE

[OaHHble nopTarnbHON MMNepTEH3um.

*OT1 OTCYTCTBUA KIMHUYECKNX CUMNTOMOB 0 NMPU3HAKOB XPOHUYECKOro 3aboneBaHnsa nNevyeHn nnm

OcnoxHeHus
XPOHUYECKMX 3a00NeBaHnin NevYeHu;

» Passutune renatouenntonsipHon kapumHomsl (FLIK) npu AU BcTpeyaeTtcs pexe, YeM npu Opyrmx

* MNMobo4Hble aencTBus oTmedatoTest y 25% 60nbHbIX;

HOPMbI, TAKUM 06pa30oM, NepBbIi CKpUHUHT Ha AUT Mo-
KeT ObITb OTPULIATENbHBIM. Y HEKOTOPbIX 60JIbHBIX I10-
JIOXKUTEJIbHble aHTUTeJa NOABJAIOTCH CIIYCTS MecsLbl
oT MaHudecTal M 3a60J1eBaHUS.

TpyaHOCTb noCTaHOBKU AuarHosa AUT npu octpom
HayaJle UM MOJITHUEHOCHOM Ne4YeHOYHOH Hel0CTaTou-
HOCTH OIlpe/iesisieT HeCBOeBpeMeHHOe Ha3HaueH e UM-
MYHOCYIPECCHBHOHN Tepanuy, 4YTO 3HAYUTEJbHO YXY/[-
11aeT MPOTHO3 M yBeJMYMBaeT NOTPeGHOCTb B TPAHC-
miaHTauuu nevenu (TII). [IpucyTcTBUE 0AHOTO WU 6O-
Jlee HeclleLLUPUIECKUX KJIMHUYECKHUX cuMnTOMOB MAT
(Tabs. 1) ormevaetca y 1/3 nauuenTos [5,8,9,14]. Ya-
CTO OTMeyaeTCsl aMeHopes], pexxe MTHUCTO-NAIyJe3-
Hasl CbIIlb Ha KOXKe U GecrpuuuHHas cybdebpuibHasg
TeMIlepaTypa. O6beKTHBHbIEe JJaHHble Ha HayaslbHbIX
aTanax 3aboJsieBaHUs 6e3 0COGEHHOCTEH, o Mepe Nmpo-
IrpeccUpoBaHUs OTMeuyaeTCsl renaToOMerasus, CIlJIeHO-
Merajiisi U NPU3HAKW NMOPTaJbHON T'UIIepTEH3UN NPHU
TpaHchopMaluuy B IiUppo3 neveHU. Y 1/3 manueHTOB
oTMeyaeTcsl 6eCCUMITOMHOe Hayajo 3abojieBaHUsl C
NpOrpeccMpoBaHUEeM CUMIITOMOB, Y TaKHUX MALlMEHTOB

ONpesie/III0T OTKJIOHEHUS] YPOBHSI CbIBOPOTOYHBIX
TpaHCaMKHa3, YTO 3acTaBJisieT NMPOBOJAUTb CKPUHUHT
Ha AUT [5,14]. Y ocTaBLIeiicsa TpeTH 60JIbHbBIX JUATHO3
AWT ycTaHaB/IMBaeTCs Ha CTAIUM LIMppO3a IeYeHH, YTO
TOBOPUT O CYOK/JIMHUYECKOM TeuyeHUU 3aboJieBaHUS.
JlJ1s1 TaKKX 60JIbHBIX XapaKTepHa BbICOKasi CMEPTHOCTb.

B cOOTBETCTBUH C TUNIAMU ayTOAHTHUTEJ, 0OHAPYKH-
BaeMbIX y 6osibHbIX, AUl ki1accudunupyetcs Ha JBa
WA TpHU NoATHUIa. [lepBoHaya/JbHO ObLJIO BblJEJEHO
nBa noatuna AUT-1 u AUT-2 (Ta6s.1). AUT-1 xapakTe-
pusyetca HanuurveM ANA uian SMA. AUT'-2 xapakTepu-
3yeTcsl HaJIMUMeM criellupUyecKUX aHTUTe] K MUKpPO-
comMaM mnedeHU U nouyek 1 tuma (aHTU-LKM1) wnau 3
Tuna (aHtu-LKM3) u /uau aHTUTEN K LUTO30JbHOMY
aHTureny nedenu 1 tuna (autu-LC1). g AUT-3 Tuna
XapaKTepHO OOHapy:KeHHe aHTUTeJ K pacTBOPUMOMY
aHTureHny nedeHud (aHTu-SLA) (Ta6s. 1). Ha nepBbiit
B3 pas3nnyus mexay AUl-1 u AUT'-3 meHee Bbipa-
»KeHbl, ueM Mexy AUl'-1 u AUT'-2, ogHako, HEKOTOphIe
aBTOpBI OTMeYaloT 6oJlee TsKesloe TeueHue 3abo0JeBa-
HUS ¥ HEOOXOAUMOCTb NOXKHM3HEHHON MMMYHOCYIIpec-
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MpeanoNoXKUTENbHBIN MK BO3MOMHbIIA AUT /NN

v

0,5-1 mr\kr\cyT npegHuz0si0Ha

OTBet

4

[MocTeneHHOEe CHUXXeHME A03bl

npeaH13onoHa c OTMEHOW

Y

Peunguns Het peuyansa
AUT ann

Het oTBeTa

Opyrasa npuunHa
NOPaKeHWA MeyveHu

Puc. 1. ﬂnarHocrnquKnﬁ aJiropuTMm AJiss ayTOMMMYHHOIO rernarmnuta ¢ ACNoJib30BaHNEM TECTUPOBAHNS Ha

Hasnmymne ayroaHTuresn (4YeTbipe Thrna aHTuresn)

CHUBHOU Tepanuu B 60JbLIUHCTBe cay4daeB AUT-3 tumna
[15]. Boigenenue AUT-3 Tuna siBjasieTcs COOPHBIM BO-
IIPOCOM U He SIBJISIETCS OKOHYATEbHbIM.

KinuHndyeckue oco6eHHocTu AUT

Accouunaumusa AU u xpoHUUYecKux 6onesHen
rne4vyeHu, NPOTeKarLMX C XONecTasom

Y HekOTOpbIX NalUeHTOB OJHOBpeMeHHO ¢ AWI
onpe/iesisieTcsl COOTBETCTBHE KIMHUYECKUM, GUOXUMHU-
YeCKUM, CepoJIOrMYeCcKUM HJIM THCTOJIOTUYEeCKHMM Xa-
paktepuctukam [1B1] wau [1CX [16]. U, Hao6opoT, ¥ He-
KOTOpbIX NanyeHToB ¢ guarnosom I1BL nau [1CX onpe-
JesisgeTcs cooTBeTcTBUE AuarHo3dy AUIL [lng onucanusa
aToro ¢eHoMeHa HCNOJb30BAJIUCh TaKWe TepMUHBI
KaK OBepJiall- CUHJPOM, BHYTpUIledeHOUHble (OPMBI
[1B1l, BTOpUYHBIA ayTOUMMYHHBIA TenaTUT, ayTOUM-
MYHHBI{ XOJIAaHTUT, @y TOUMMYHHBIH CKJI€PO3UPYIOIHUH
XOJIAHTUT UJIM KOMOUHALUSA UTOJUTHUYECKOI0 U X0Jle-
CcTaTUYecKoro cuHapoma. [16]. Haubosiee npuemiema
[l TAKUX CUTYyalU, corsacHo pekoMeHaanusam EASL,
onuvcaTesibHasA TepMuHosiorus (Hanpumep, [1B1] c npu-
3Hakamu AUT). KiinHnyeckux pekoMeHAanui s no-
JIOOHBIX CJIyYaeB HeET.

HepaBHo MexAyHapoAHOW Trpynmod Mo usyye-
Huto AUT GbLia BbIsSIBJIeHA HU3Kas YyBCTBUTEJIBHOCTh
O6a/I/IbHBIX CUCTEM B JMAarHOCTHUKe OBepJan-CUHAPO-
Ma [16]. Kak ciefncTBue, MCNoJib30BaHHUE OaslJIbHBIX
CHUCTeM He peKoMeHAayeTcs AJd onpefesnenusa AUT y
60JIbHBIX C OBepJall-CHHAPOMOM, HE06X0AUMa TUCTO-
Jloruyeckas oljeHKa remnaTuTta [16]. bblio BbickasaHO
npeAnosoxKeHue, 4To y 60abHbIX ¢ [IB1] nau I1CX pas-
BUBAIOTCA NOpakeHUs, XxapakTepHble Ayda AUl npu re-
HeTUueckod mpeapacnosnoxeHHoctu (HLA- DR3 wau
DR4), npuBozsueil kK GopMUPOBAHUIO «BTOPUYHOTO
AWUl'», 4TO oT/IMYaeTCsd OT OBepJall-CUHAPOMA, [JIs
KOTOpPOT0 XapaKTepHO OJHOBpPEMeHHOe NPHUCYTCTBUE
JIByX He3aBUCUMBIX 3abosieBaHUN. HeobxoauMo mom-
HUTb 0 Takux ¢opmax AUI fss Toro, 4ToObI He MOA-

BepraTb nauueHToB ¢ [IB1l nau [1CX uannimHeMy pucky
n0604YHbIX 3¢ PeKTOB OT Ha3HAUYEHUSs IVIIOKOKOPTUKO-
CTEepOU/IHOM TepanuM.

AUI v NBL

Couetanue AUT u IIBI] oTMmevaeTcs y 8-10% Bcex
6onbHbIX AUT wau [IBL] [17].

B HacTosilee BpeMsi HauboJiee 4acTo JJis JUarHo-
ctuku UAT c IIBL, ucnonb3yrorcsa [lapuxckue Kpute-
pHUH, KOTOpble NO/pa3yMeBalOT HaJlU4YMe JABYX U3 Tpex
[JIaBHBIX KpUTepUeB [Ji1 KaxJoro 3abosieBaHUs, a
VIMeHHO:

Ona bl

1) yBenuveHue 1enodyHoil ¢ocdaTasbl Gosiee 2x
HOPM WJIM raMMa-IJIyTaMUJITPaHCIEeNTHAa3bl 6ojiee 5
HOPM;

2) HaIMyve aHTHMUTOXOHJAPHUANBHBIX aHTUTEJ
(AMA);

3) BUTHEBaTbIe OPAXKEHUS KETUYHBIX IPOTOKOB IPU
TUCTOJIOTUYECKOM HCCJIeJOBAHUU GUOIITATOB NEYEHH;

ona AUr

1) yBesMyeHUe YpOBHA aJlaHWH-aMUHOTpaHcdepa-
3bl (AJIT) 6osiee 5 HopM,

2) yBesnndeHue IgG cbIBOPOTKE KPOBU 6oJiee 2X HOPM
WU Hanudue SMA,

3) yMepeHHbIH WU TsKe bl NEPUNOPTAIbHbIN UK
nepucenTaJbHbIM 04aroBblil TUMPOIUTAPHBIN HEKPO3
NPOTOKOB NPU TUCTOJIOTUYECKOM MCCJIelOBaHUU GUO-
NTATOB neveHu [17].

B HeJlaBHO NpOBeleHHOM MCCJIeJOBaHUHU J0Ka3aHOo,
YTO 3TU KPUTEPUU CIIOCOOHBI BbIIBUTh NALlUEHTOB IPU
couetanuu AUT+I1BL] c BbICOKOM 4YBCTBUTENbHOCTBIO
(92%) u cnenuduuHocTbio (97%) [17]. Kpome Toro, B
Knunnunyeckux pekoMmenganusax EASL 2009 roga o xo-
JleCTaTU4YeCKUM 3a60/1eBaHUsAM NeyeHU OblIU 0f06pe-
Hbl 3TU JMArHoCTU4YeCKUe KPUTEPUHU C YTOUYHEHHUEM,
YTO JUMPOIUTAPHBINA HEKPO3 YMEPEHHOU WJIU TsKe-
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KpbIMCKUI TepaneBTUYECKU XXypHan

Taé6n.2

CymmapHhbsle kpumepuu AHI, npediodicenHHble 8 1999 20dy MescdyHapodHoll epynnoii no usyveHuio AU

OnpepeneHHbIn AU

BeposTHbin AU

HopmanbHbii heHoTun a-1AT

YacTnuHbii gepmumt a-1AT

HOpMaJ‘IbeIVI YPOBEHb LiepynonnasMmmHa

HeD,I/IaFHOCTI/Il-IeCKI/IIz YPOBEHb Liepynonna3MmumHa, meau

HopmanbHbI ypoBeHb Meau, depputrHa

HepgwnarHocTuyeckmin ypoBeHsb xenesa, hepputnHa

Het renatuta A,B,C

Het renatuta A,B,C

ExxegHeBHas no3a ankorons< 25 r/aeHb

E>xegHeBHas go3a ankoronsa< 50 r/geHb

B aHamHese HeT yI'IOTpe6J'I8HVIF| renaTtoToKCUYHbIX NpenapaToB

B aHamHe3e HeT yn0Tp96neva renaToToKCUYHbIX npenapaTtoB

[MpeobnagaeT noBbileHME TpaHCaMMHa3

[MpeobnagaeT NoBbiWEHVE TPaHCaMMUHA3

YpoBeHb ramma- rnobynuHos, IgG >1,5 Bbilwe BepxHei
rpaHuLbl HOPMbI

IneprammarnobynuHemus noboro ypoBHs

ANA, SMA, aHTn-LKM1 >1:80 ans B3pocnbix, >1:20 y neten

ANA, SMA, aHTn-LKM1 >1:40

AMA oTpuuaTenbHble

Opyrve aHTuTena

Buoncus neyeHu: renatut ymepeHHon WIN TSHKEION CTEMEHN.
Het nopaeHusa XXen4yHblX NMPOTOKOB, rpaHyneMm; N3MEHeHUN,
XapaKTepHbIX And gpyroro 3aboneBaHus

Buoncus neyeHu: renatmt ymepeHHO|7| WITN TSXKEINON CTEMEHMN.
Het nopaeHua XXen4yHblX MNPOTOKOB, rPaHyrnem; U3MEHEHWHN,
XapakTepHbIX Ana apyroro 3aboneBaHus

YnpowenHasi cucmema 6a11bHoii oyeHku AUT (2008 2): onpedenenHswlii AU 27 6a1a, seposmubwlii AUT 26 6a/m](;a6/"3
MapameTp 3HauyeHue Bann
ANA nnn SMA+ 21:40 +1
ANA nnn SMA+ 21:80 +2
unu LKM+ >1:40 +2
nnn SLA/LP+ Jlro6ow TnTp +2
>BEpPXHASA rpaHnLa Hopmbl +1
YposeHb 1gG unu y-rnobynuHos
>1.1 X BEPXHSA rpaHMLa HOPMbI +2
Cxoxa c AUl +1
[ncTonorusa nevexmn (06s13aTenbHO) TunnyHa gns AU +2
ATunuyHa
OTcyTCTBME BUPYCHOrO renatuta Ra
Het +2

JIOU CTeleHU JJ0KEH ObITh 06s3aTeNbHbIM KPUTEPU-
eM. be1o fokaszaHo, yTo couetanue I1BI u AUT Heo6-
XOZIMMO MOJA03peBaTh y 60JIbHbIX ¢ guarHosom [IBI],
c/1a60 OTBevawIUX Ha Tepanuio mpenapaTtamu ypco-
JIe30KCHUX0JIEBOM KHUCJIOTBHI, T.K. HE0O0XoAUMa HMMY-
HOCynpeccuBHasi Tepanusi. Kak mpaBusio oTMedaeTcs
OZITHOBpEMEHHOe MOosiBJeHUe NMPU3HAKOB 060UX 3a60-
JieBaHUM, oHaKo uHorjAa npusHaku [1B1] nosBaswoTcs
pasblie. «JoMUHUPYIOLE» 60JIe3HBIO IPU 3TOM COue-
TaHUH, KakK npaBuJo, apisetcs [1B1] [16].

AUl n NCX

BapuaHT cocyumectBoBanusa npusHakos AUl u [ICX
OblJ ONMCAH Y AeTel U B3POC/bIX, U NpeAInoaraeTcs,
YTO TaKoe coyeTaHHe yallle XapaKTepHO JJIs1 MOJIOJbIX
NaLMeHTOB C ayTOUMMYHHBIMU 3a60JIeBAaHUSIMU Ieye-
HU [16]. [luarHocTUYECKHe KPUTEPUHU [/l COUETaHUSA
AWT u [ICX meHee onpepesiensl, ueM i AWUT u T1BL,.
Kak cnefcTBue — CJI0KHO OLIEHHUTBH PacnpocTpaHeH-
HOCTb JJAaHHOTO COYeTaHMsl, HO M0 NPUOGJIM3UTE/bHBIM
JlaHHbIM 3T0 7-14% Bcex 60sbHbIX AUT [16]. luarHos
[ICX KpynHBIX NPOTOKOB JOJKEH OCHOBBIBATbCS Ha
TUNUYHON XoJIaHTHorpaduyecKol KapTUHe, OJHAKO

Bpay /JO/DKEH NOMHHUTb O TOM, YTO CKJIepOTHYecKHe
VM3MeHeHUs TNpPU HUCCIe0BaHUM BHYTpPUIEYEHOYHBIX
»KeJTYHBIX IPOTOKOB HaGJII0/1at0TCs TPU JIF060M 3ab0J1e-
BaHUU NeyeHU ¢ GUOPO30M U Y3JI0BOU pereHeparuei
niu nuppo3som [18]. Kpome Toro, u3-3a orpaHu4YeHHOH
cnePUUYHOCTH MarHUTHO-PE30HAHCHOM XOJIAaHTHO-
na"nkpeatorpa¢uu (MPXII') Bo3MoxxHa runepjuar-
HocTuka [1CX. Coob1janoch 0 HECKOJIBKUX CJAydasixX Co-
yetaHusg AUT u TICX MasbIx »KeJYHBIX IPOTOKOB NPHU
HOPMaJIbHOM X0JIaHTHOT'paMMe, OJJHAKO, YYUTbIBas], 4YTO
MOBpeX/JeHHe MaJlbIX XKeJTUHbIX IPOTOKOB BO3MOXKHO U
npu AUT, faHHbBIN AUArHO3 BbI3bIBAET COMHEHHUE.

B k/inHHUYeckol npakTuke BapuaHT AUT u [1CX nog-
TBepX/JaeTcs y MallMeHTa C TUMMYHOW XOJIaHTMorpa-
duveckol KapTUHOW WM TUCTOJIOTUYECKUMU MpU-
3nakamMu [ICX, oJHOBpeMEHHO C OHOXUMUYECKUMH,
CepoJIOrM4eCcKUMH U TMCTOJIOTMYeCKUMHU IPU3HAKaMU
AWI. ITUM nmayueHTaM Heob6XoJWMa HWMMYHOCyIpec-
cuBHag Tepanus [19]. CiienyeT OTMETUTD, YTO y MOJIO-
BUHbBI fleTell npy AUT ObLI BbISIBJIEH CKJIEPO3UPYIOIIUT
xoJIaHTUT. ['pynnoit Mieli-Vergani 6b1s1 npesioxeH Tep-
MUH «ayTOMMMYHHBIH CKJIEPO3UPYIOLIUNA XOJIAHTUT».
CorsacHO KJIMHUYECKHMM PeKOMeHJalMsM BCeM JIeTsAM
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¢ auarHo3oM AW Heo6xXoMMO HCCIel0BaTh XeT4eBbl-
BOJsAIMe MYTH, II0 KpaliHell Mepe, C UCNOJIb30BaHUEM
MPXIII. ¥V B3poc/abIX NpHU OTCYTCTBUM IPU3HAKOB XO-
Jiectasa nposegenue MPXIIT He pekoMmeHoBaHo [18].
OpHako, y MosiozbIX nanveHToB ¢ AUl 1 npusHakamu
X0J1eCTa3a WM IpY COXpaHeHUHU NIPHU3HAKOB X0JlecTasa
Ha ¢oHe MMMYHOCYNIPECCUBHOMN Tepanuu peKoMeHJ0-
BaHoO npoBegeHrne MPXIIT.

JlekapcTBeHHOE nopaxeHue nevyeHn n AUl

OtHowenusa mexay JIII u AUT" aBasieTca CI0XKHBIM
Y He J10 KOHI]a U3y4eHHbIMU. BO3MOXHbBI TpU BapHaHTa
[69,70]:

1. JIIIII ¢ Bplpa)XeHHbBIM HUMMYHOAJJIePTUYeCKUM
KOMIOHEeHTOM MaHUdecTupyeT Kak AUL.

2. AUT npoxoauT nopo6Ho JIIIII, uTo cBs3aHO ¢ npu-
€MOM renaTOTOKCUYHBIX NpernapaToB U yJaydlleHHeM
[1ocJle OTMeHbI JIEKaPCTBEHHOT'0 CPe/ICTBA B aHAMHe3e.

3. AWUT' BbI3BaHHO€ NPHUEMOM T[eNaTOTOKCUYHOIO
npenapara (JieKapcTBeHHO- UHAYIIMpoBaHHbINA AUT).

BeposiTHO, 4YTO BCe TPU BapUaHTa NPOTEKAIT O HO-
BpeMeHHO. CX0eCTb KJMHMYECKOM M TUCTOJIoTHYe-
CKOM KapTHHBI 0G'bSICHSIETCS TeM, UTO UMMYHOAaJlIep-
ruyeckuil komnoHeHT npu JIII u AUT BoszelcTByeT
Ha OJHU U Te )Ke aHTUTeHbl renaTouuToB. OHaKo He-
o6xonumo avuddepeHUUPOBAThL ABa 3TUX COCTOSIHUS.
JlekapcTBeHHO-UHAYUUPOBaHHbI AUI 6bl1 omucaH
Ha NpUMepe THEeHUJIOBOM KMUCJIOThI U AUTHJpaja3vHa
[21]. Ipu papmakosioruyeckoit TpaHchoOpMaIUU ITUX
IpenapaToB B MeyeHU 0Opa3ylTCsl peaKTHUBHbIE Me-
TabOJIUTHI CBsI3bIBAKOLMecs ¢ 6eJlKaMU KOMIIOHEHTOB
yutoxpoma CYP450 (CYP2C9 B ciyyae THEHUIOBOHU
kucaoTel U1 CYP1A2 B ciyvae aurupapanasuHa). ITU
KOMIIJIEKChI PacllO3HAIOTC UMMYHHON CHCTEMOM Kak
HeoaHTHUreHbl [21]. Cpeau mpenapaToB, BbI3bIBAOIIUX
JekapcTBeHHbI AUl B HacTosiliee BpeMsi U3BeCTeH
HUTPOPYPAHTOUH U MUHOLMKJIUH [22].

OTcyTcTBUE HaAJEXKHBIX AUArHOCTUYECKUX KpUTe-
pUeB Kak MpHU JieKapCTBEHHO-UHAyLUpoBaHHOM AMWI,
Tak u ajsa AUIL, 3atpynuser ux auddepeHpaIbHYIO
JIMarHOCTUKY. B moJib3y JiekapcTBEHHO-UH/YIIMPOBAH-
Horo AUT cBUAeTeNbCTBYET NpUMeEHeHUe TOKCUYHBIX
JIeKapCTBEHHBIX CPeJCTB B aHaMHe3e, npuieM B 30%
C/y4aeB 3TO MOXKeT ObITb CBS3aHO C NPOSIBJEHUSMHU
TUIIepYyBCTBUTENbHOCTH, TAKUX KaK Cblllb, 303UHOPU-
JIS, TMXOPa/iKa U OTCYTCTBHE IPU3HAKOB NOPTaJIbHON
runepreHsuu. s HejudpdepeHIIMPOBAHHBIX CIy4yaeB
AWT u nekapcTBeHHO-UHAYLMpoBaHHOTr0 AUT npeaJio-
»KeHa cieaytoas cxema (Puc 1).

AWl n 6epemeHHOCTb

AWT odeHb pelKO AUATHOCTUPYETCsS BO BpeMs Oe-
pPEMEeHHOCTH, HO, KaK U Apyrue ayTOUMMYHHbIe 3a60-
JIeBaHMs, MOTYT MaHUeCcTUPOBaTh B NOCJIEPOJ0BOM
nepuozie. Y GOJIbHBIX IPHU yKe AUArHOCTUPOBAHHOM
AWT BO BpeMsi GepeMeHHOCTH HACTyMaeT yJay4dlleHue
WJIY la’Ke CIOHTaHHasi peMUCCUs C 060CTpeHUeM nocsie
POJIOB, UTO CBA3BIBAIOT C BOCCTAaHOBJIEHEM UMMYHHOU
cUCTeMbl Tocjie posoB. IPPeKTUBHAsA UMMYHOCYIIpec-
CUMBHasl Tepanusl cjesajla BO3MOXXHbIM HaCTyIJIEHUe

KpbIMCKMIA TepaneBTUYECKUI XypHan

6epeMeHHOCTH y keHUUH ¢ AUT" npu nepBoHavyaibHOU
aMeHopee. [I[pyuMeHeHMe MMMYHOCYIPECCUBHOW Tepa-
NMU Y TaKKX 60JIbHBIX peKOMEH/J0BaHO BO BpeMs1 Gepe-
MEHHOCTH.

BupycHbin renatut u AU

BbLI0 BbICKa3aHO NpeAINoJioKeHHe, YTO Y BOCHpPH-
MMYHBBIX JINL, MOXeT pa3BUBaTbcsd AUl uHAyLnpoBaH-
HbIY BUPYCHOM HH)eKLUeN. B 1013y 3TOT0 CBUAETEb-
CTBYeT MOJIEKYJIAPHAs MUMUKPUS MeX/Jy 3MUTONAaMU
BUPYyCa U 3NUTONAMU ayTOaHTUTreHOoB. C Apyroi cTopo-
Hbl OTMeYeHbl cJlydyau CyOKJINHUYecKoro TeyeHuss AUl
¢ MaHubecTanuen nocjse MHPUIMPOBAHUS OCTPBIM BU-
PYCHBIM renaTUTOM. JIOXKHOTOJIOKUTENIbHbIe MapKePhI
BUPYCHBIX I'elaTUTOB ONpPeJesAITCA U IPU OCTPOM
AWT c BelpakeHHOU runepraMmmarnobynauHemueit. Co-
o61anoch 0 pa3BUTUU AUT" y 60/IBbHBIX ITOC/IE TPOTHUBO-
BUPYCHOM Tepanuy XPOHUYECKOr0 BUPYCHOTO remnaTu-
Ta C (XI'C) npu ucnoab3oBaHuU HUHTepdepoHa-aibda.
B npouwiom npoBejeHUe NMPOTHBOBUPYCHON Tepanuu
npu XI'C u AUT 6bl1a 3aTpyHUTENbHBIM, HO B HAaCTO-
sllee BpeMsl CyLeCTBYIOT Ge3uHTepdepoHOBble CXe-
Mbl JiedeHUs XI'C, 4TO 3HaUUTeJbHO 06JieryaeT Jieye-
Hue. COr/IacHO NOCJeJHUM peKOMeH/JallUsIM B NePBYIO
ouepe/ib JJO/DKHA OBbITh Ha3HayeHa NPOTHUBOBUPYCHas
Tepanus npu XI'C, a 3aTeM npu coXxpaHeHHUU BOCIAJIU-
TeJIbHOI'0 Mpoliecca B MeYyeHu JOoJ/bKHA ObIThb paccMo-
TpeHa BepoATHOCTb Hainuus AUL.

BHoBb Bo3HuKwui AUl y peLmnueHToB neveHn

AUl wnu cunppom AUI, moxeT pa3BUTHCA IOCHe
TPaHCIVIAaHTAL MM Te4YeHH, KaK Y B3POCJbIX, TaK U ¥
Jetel. /lis aToro 6bl1 BBeJleH TEPMUH «BHOBb BO3-
HUKIKUKA AUl» [23], XOTd 6bLIN NpeAJioKeHbl U allb-
TepHaTUBHbIE TEPMUHBI, TAKUX KaK «IIOCT TPaHCIJIaH-
TAlMOHHbIM MMMYHHBIH TenaTUT» WU «AUCPYHKI U
TpaHCIUIaHTaTa, UMUTUpywoowas AWUl» wuam  «moct
TPaHCIVIAaHTALMOHHBIM MJa3MOLUTAPHbIA TrenaTUT».
[Ipr3HaHMe JaHHOTO CHH/ApPOMA M03BOJIsSIET NpeAyIpe-
JUTb OTTOpXKEHHe TPaHCIJIAHTAHTa, CHUXKaeT NoTpeb-
HOCTb B CJIe/lylolllel TpaHCIJIaHTALUU NIe4eH! U yayd-
I1aeT BBKMBAeMOCTb peliUN1eHTa. Y TaKUX NallUeHTOB
NpUMeHsieTC] MMMYHOCYyIpecCUBHasl Tepamnus C HC-
M0/Ib30BAaHUEM TIJIIOKOKOPTHUKOCTEPOUOB U LIUTOCTA-
THUKOB, HO B 6OJIBIIUX J103ax M0 cpaBHeHUo ¢ AUT [23].

ConyTcTBYyHOWME ayTOMMMYHHbIe 3a6oneBaHuA

Hanuyue AUT TpebyeT AONOJHUTENBHOTO 06CI€/0-
BaHUA MaljMeHTa Ha HajJu4ue APYyrux ayTOUMMYHHBIX
3a60JieBaHUM (B 0CO6EHHOCTU ayTOUMMYHHOTO TUPEO-
uauta) [23]. PogcTBeHHUKY NEepBOM JIMHUU 60OJIBHOTO C
ayTOMMMYHHBIMU 3a60/1eBaHUSIMU HAXOSATCS B IpyIIe
pHCKa U J0JDKHBI HAXOUThCs 10/ HabJitogeHueM. Jloi-
>KeH ObITh IPOBe/IeH TLATebHbIM cO0p aHaMHe3a, YTO
NIOMOTaeT NPU BbISIBJIEHUHU peJKUX FreHeTU4eCcKH OIoC-
pef0oBaHHbIX BapuaHToB AUI, nepesarommxcs 1no ayTo-
COMHO-peleCCUBHOMY MeXaHHW3MYy, TaKHUX KaK ayTOUM-
MYHHasl IOJIM3H0KPHUHONATUS — KaHHU/L03-3KTo/ep-
ManbHas auctpodus (AIIIKI/[). AIIDKI/] xapakTepu-
3yeTcsl XpPOHUYECKUM KOXKHO-CJM3UCTBIM KaH/IU/I030M,
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3KTOJlepMaJIbHOH JUCTpodpHeEN U ay TOUMMYHHBIMH I10-
paKeHHUSIMU HECKOJIbKUX SHAOKPUHHBIX OpraHoB [23].

OcinoxHenuqa AUT

B octpom nepuose AWUI mpeob6/ajjaeT puck mneye-
HOYHOM HeJ0CTaTOYHOCTH U MH(QEKLMOHHBIX OCJIOX-
HeHuH. [lpu AJMTe/NbHOM TeYeHUM YBeJUYMBaeTCs
PHCK OCJI0KHEHUH MUMMYHOCYNPEeCCHMBHON Tepanuu U
OCJIOXKHEHUH LiUppo3a nedyeHU. B yacTHOCTH, puUCK re-
NaTOLeJJIIJIAPHON KapLIMHOMBI IIPU LIMPPO3€e B UCXO/e
AW, Huxe, yeM NpHU ApyTrUux NpUYMHAX LUppO3a Neye-
HU. OfiHaKO, HeJlaBHee MONYJIALIMOHHOE HCcCle/loBaHUe
MI0Ka3aJsIo, YTO PHUCK BO3HMKHOBEHUsI 3KCTpanedyeHou-
HOT'0 3/10Ka4eCTBEHHOI'0 HOBOOOpa30oBaHHUs GbLI BbIllle
y nangueHToB ¢ AUl [25]. U3 Bcex aKcTpanedeHOYHbIX
3JI0KayeCTBEHHbIX 06pa3oBaHui 5% 3aHWMaeT HeMe-
JIAHOMHBIHN pak Koxu. Hanbosiee BeposiTHO MPUYMHOU
3TOro ABJAETCA JAJMTe/bHasl HMMYHOCYNpecCUBHas
Tepanus. [lanuentam ¢ AUT' npu Hanuyuu pUpposa
IeyeHW PeKOMEeH/I0BaHO HabJlofleHre U BbINOJIHEHHE
yJIbTPa3BYKOBOI'O MCCJIeIOBAaHUSA TeYeHU KaxJble 6
Mec.

e AUT ciepyeT uckJIOYaThb y JiIOOOro MalMeHTa C
OCTPBIM WJIM XPOHHWYECKUM 3ab0JieBAaHUEM I[e4YeHH,
0COGEHHO MNPU Ha/JMYMM TUIlepraMMarjo0yJnHeMUU
(I1-2)

e HeobxoMMa 6bICTpast U CBOEBpeMeHHas AUarHoCTH-
Ka AW, Tak KaK IpU OTCYTCTBUHU JleueHHsI NOBBIIIAETCS
puck cmepTH (1)

e Y npumepHo 1/3 B3poc/ibIx NallueHTOB Uy 1/2 neTei
¢ AWT npu nepBUYHOU AUATHOCTHUKE BbISABJSETCS LIUP-
pos (II-2)

e Octpas MaHudecranus AUl MoxeT 6bITH MposIBJIe-
HUeM Kak xpoHudeckoro AW, Tak u ocTtpoil dopMmbl
3abosieBaHUsl, 06e3 TUCTOJOIMYECKUX H3MeHeHU!
XapaKTepHBIX JJ1s1 XpoHUUYecKkoro npouecca (I1-2)

e AUT' accouupoBaH C LIMPOKUM CIEKTPOM JAPYTUX
ayTOMMMYHHBIX 3a6osieBanui (11-2)

e BceM geTsam c guarHosom AUT foskHa 6bITH IpoBe-
JleHa MarHUTHO-pe30HaHCHas XoJlaHTrhorpadus, A
WCKJ/II0OYEHNUS ayTOMMMYHHOI'O CKJIEPO3HUPYIOIIEero Xo-
Janrura (11-2)

e JlanmeHTaM C LUppo30M IHedyeHU B ucxoze AUl
KaK/ible 6 HeJl. JOJKHA ObITh IPOBe/leHa YIbTPa3ByKoO-
Basi uarHoctuka ajs ckpununra 'K (11-2).

e [lanveHTBl TNpU NOpUeMe HMMMYHOJEeNpecCaHTOB
JIO/KHBI 110J1b30BaThcsd YP-3alUTHBIMU CPeACTBAMM.
Tak:xe He0OGXOAMMO NPOBOAUTH JlepMaTOJOTrHYeCKUN
MOHUTOPHHT /51 UCKJIIOYEeHUs] HeEMeJIaHOMHOTI0 paka
koxu (I11)

JluarHocTu4eckKoe o6cjief0BaHUE U
AUArHOCTUYECKUE KPUTEePUU

[Juarno3 AUl ycraHaB/vMBaeTcs Npu Haauuuu oe-
HOTHUIA 3a60JIeBaHUS U UCKJIOYEHUs JIPYTUX NPUYUH
XPOHHUYECKOro 3aboJieBaHUs IedyeHHU. JlMarHocTHUYe-
ckue kputepuu AUTL 6b11H onpefesieHbl MexayHapos-
Holt rpynnoi no usydyenuro AUT (IAIHG) B 1993 roay,

KpbIMCKUI TepaneBTUUYECKUIN XypHa

B 1999 roay nepecmoTpenbl (Ta6u. 2). B mociennee
BpeMs MpejJiaraeTcs UCH0JAb30BaTh VIPOIIEHHbIN Ba-
pHAHT [AJi PYyTUHHOTO KJIMHUYECKOr0 UCII0JIb30BaHUA
(Ta6a. 3).

JAuazno3 AUT dosdiceH 66IMb 8bICMAB/AEH 8pAYOM-2e-
namo/1020M Ha OCHOBAHUU XapaKmMepHOU KAUHUYECKOll
KapmuHbl, npu HAAUYUU aymoaHmumes XapakKmepHbIX
dasa AHT, npu omcymcmeuu MapKepoa8 8UpyCHbIX 2enamu-
moe u npu Munu4Holl 2ucmo./102u4ecKoll KapmuHe.

JaHHble nabopaTopHOro uccrneaoBaHus

Jns AUT xapakTepHO MOBbBIIIEHHE YPOBHA OUIHPY-
6uHa, TpaHCcaMHUHa3 U pepMeHTOB XoJsecTaza. OgHaKo
YpOBeHb TPaHCAaMHHa3 He OTPa)kaeT CTeleHb aKTHBHO-
CTH nponecca. MHora oTMeyaeTcsl CIOHTaHHAs HOpMa-
Jiu3anus 6MOXUMHUYEeCKHX NoKasaTeleld KpoBU (6UOXU-
MHUYecKasl peMUCCHs) PU HAJIUYHUU TUCTOJI0TUY€ECKOT0
BOCHAJIeHUs] UHOTJA Jla)ke BbIpakeHHoro.Takue CIIOH-
TaHHble OMOXMMHUYECKHe PEMHCCUM MOTYT NPUBECTH
K HeJJ0OLleHKe COCTOSIHUS MedyeHU. JTUM MOXKHO 00b-
SICHUTb HaJIMuMe IIUppo3a y TPeTH BIIepBble BbIsSIBJIEH-
HbIX 60JbHbIX AUT. YBennueHue C-peakTUBHOTO OeJika
uay ypoBH# I1gG BbIABAAT y npuMepHo 85% nanueH-
ToB ¢ AUT. Hanuune Bhicokux ypoBHel IgG siBisieTcs
XapakTepHoi ocob6eHHOCThI0 Tpu AUT (ypoBHU IgA u
IgM, kak mpaBuWJIO, B Mpejesax HOpMbl). YpoBeHb IgG
VCIOJIb3YIOT [JIJI1 MOHUTOPHHIA OTBETA Ha JiedeHHe U
JIOCTH)KEHHe PEeMUCCHM, OH TaK)Ke XOPOLIO KoppeJu-
pyeT ¢ rUCTOJIOTHYeCKUM BocnaseHueM. O6cyx/AaeTcs
OTCYTCTBHEe MapKepOB BUPYCHOI'0 relaTHUTa NpH M0CTa-
HOBKe auarHo3a AUI, nockoyibKy BO3MOXKHO HaJu4yue
JIBYX 3a60J1eBaHU MTeYEeHU.

AyToaHTUTena

AyToaHTHTeN A SBJIAIOTCA OTJIMYUTENbHON 4yepToM
AWT u mpeAcTaBJSIOT COO60M BaXKHY 4acTb JUArHo-
CTHYecKoro obcsefioBaHUusA. MeToJ HENPsIMOKM UMMY-
Hodroopecenuu (HU®D) aBisetcs 0CHOBHbIM MeTO-
JIOM JIJ1s1 pyTUHHOM JUarHOCTUKU ayTOAHTUTE.

Y e3pocavix duazHocmu4eckuii mump - 6osee 1: 40.
Y demeii, 60s1ee 1:20 das ANA (SMA) u 1:10 045 aumu-
LKM1.

MeTtog HU® pnsa onpenenenusst ANA u SMA ykasaH-
Hbll MexayHapoAHOW rpynmnod mo usydyeHuro AWUT
(IAIHG), oyeHb TpymoOeMOK, TpebyeT KBaJupUKaUU
JIJ1s er0 NPOBeJleHUsI U HeZl0OCTaTOYHO CTaHJapTU3UPO-
BaH. B pyTUHHOM NpaKTHKe OH HEBbINOJHUM. [loaTomy
BO3pacTaeT NOMYyJSAPHOCTb TaKUX MeTOZ0B Kak ELISA u
UMMYHOOJOTTUHT. ANA u SMA sBJSII0TCA MapKepamMu
AWT-1, koTophId cocTaBiasieT 75% BcexX MALUEHTOB C
AWT, oiHAKO OHU He SIBJISIIOTCS CTPOTo CelUPUIUHBIMU
st AUT, oHu onpesensitoTcs Jullib B 43% nanueHToB
AWT-1. AuTu-LKM1 nnu antu-LC1 aBagwoTca cepoJio-
ruyeckuMu Mapkepamu AWI-2 Ttuna. BeisgBiseMocTb
anTu-LKM1 coctaBusia 66% u 53% g antu-LC1 npu
AMT. Tak ke kak 1 ANA u SMA, autu-LKM1 unu antu-
LC1 He gaBastoTca cTtporo cnenududyHbiMu ajas AUT B
5-10% ciyyaeB MX NMPUCYTCTBUE ONMCAHO Y GOJBHBIX
¢ XI'C. Autu-LKM1 onpezensyivch y nandeHTOB MOCJIe
TpaHCIVIAaHTALM{ [eYeHU N0 NoBoAy 6osie3HU Buiib-
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coHa [27]. ¥ 6osbHbIX ¢ AUl BO3MOXXHO MPUCYTCTBUE
AHTUHENUTPODUIbHBIX LIUTONIa3MaTUYECKUX aHTUTE
(ANCA) ¥ aTUNUYHBIX AHTUHEUTPODUIBHBIX LIUTO-
miasMatuyeckux aHTtutea (pANCA), xapaKTepHbIX B
6osiblel cteneHu A [ICX U BocmaJMTeN bHbIX 3a00-
JleBaHUH KulleyHUKa. B 8-12% y 60sbHbIX ¢ AUT npu-
cyTcTBYOT AMA. B HacTosiee BpeMd cepoJioru4yeckue
TEeCTbl OCTAIOTCH aXWJIJIECOBOM NATON B AMArHOCTHKe
AWI. TuTpbl aHTHUTEJ HE KOPPETUPYIOT C aKTUBHOCTBIO
AW Ho y fieTeil BO3MOXKHO UCIOJIb30BaHUE CHUKEHUS
TUTpa aHTUTesa HAa 50% OT UCXOAHOTO0 AJIs AUATHOCTH-
KU peMuccuu [28].

MicTonorus

Buoricust ne4eHr cYUTaeTCsl HEOOXOAUMBIM YCI0BU-
eM AJig guarHoctuku AUT u no/mkHa GbITh POBeieHa
nepeJsi HayaJloM JleyeHusl, IPU OTCYTCTBUM NPOTHUBO-
MoKa3aHUM K ee mpoBefeHuto [12]. [lomumo guarso-
CTUYECKOW LIeHHOCTH, pe3yJbTaTbl GHONCUU HCIOJb-
3yI0TCA /15 ONpejiesleHUs] TAKTUKHU JedeHusd. [Ipu T4-
YKeJIOM Koary/JonaTUM MCNOJIb3yeTCsl TpaHCApeMHbIN
Joctyn. KpoMe Toro foka3aHa 6e300acHOCTb GMOIICUU
C WCNO0JIb30BaHHEM MUHHU-anapockonuu [29]. Ilpu
TUCTOJIOTUYECKOM MCCJIe/JOBaHUM OHONTaTa IeYeHU
onpezie/isieTcsl TenaTUT, NPeUMyIeCTBEHHO IOpTO-
MapeHXUMaTO3HbI ¢ JUMQO-MJIa3MOLMTAPHON HH-
dunbTpayueid, GopMUpOBaHHUEM TeNaTOL e/ II0JSPHON
pO3€eTKH, 3MIEpPUII0JIe30M, OTEKOM TeNaTOLUTOB UJIU
MUKHOTUYECKUM HeKpo3oM rematouutoB [30]. Ilpu
AWT' miasmaTHU4YecKye KJIETKU MOTYT COCTaBJSAKT [0
34% KJIETOYHOI'0 COCTaBa BOCNAJIUTETbHOI0 UHQUIb-
Tpata [30]. Tak:ke BO3MO>KeH NaHJI00y/IIPHBIN renaTUT
Y MaCCUBHbIM HEKPO3 NIPH BbIpa>KEHHOM BOCHAIUTEb-
HOM IIpoliecce U OCTPOM Hadvaje 3abosieBaHus. Bos-
MOKeH IepHUlleHTPalbHbIH HEKpPO3 3 30HBI, KOTOPbIH
HallOMHUHaeT OCTPOe TOKCHYeCKoe MopakeHHe NeyeHH.
OpaHako MoOpQoSOrHUYEcKUX O0COOEHHOCTEMN, MAaTOTHO-
MOHUWYHBIX AJ1 AUT, HeT. BocnanvTebHble U3MEHEHHUA
B TKaHU NevyeHH, cxoxkue ¢ AUT, MOTyT 6bITh BbI3BaHbI
ynoTpebyeHMeM HapKOTHUKOB, lepCUCTeHIMel BUpyca
WJIM ayTOMMMYHHBIM 3ab6oJieBaHUeM. [Ipu ocTpoil ne-
YEeHOYHOU HeJ0CTaTOYHOCTU BeiecTBue AUT xapak-
TepHO GOpPMHUpPOBaHME NOPTAJIbHBIX JUMPaTHUUECKUX
$OJIIMKYI0B U LeHTPaJbHOrO NepUBEHY/IUTA, BOCHa-
JIUTeJbHBbIA MHQUIBTpPAT oboraujeH Njaa3MaTH4YecKU-
MU KJeTkaMU. Hannune gpyrux nopakeHUH, Takux Kak
rpaHyJieMbl, XOJIQaHT'UT, CTeaT03 WJMU CTeaToremnaTHUT
yMeHbLIAT BeposTHOCTh AUI. Y 1/3 nauueHToB npu
auarHoctuke AUT oTmevaeTcss nuppos nedeHu [30].
Makpockonuyeckasl olleHKa NPU MHHUJIANApPOCKOMUU
yBeJIMUUBAeT NPOLEHT OOHapy>KeHUsl LIMppo3a, oJjHa-
KO, Ha/IM4ue MakpoHoayasspHoro AUI" MoxkeT NpUBeCcTH
K JIOXKHOTIOJIOKUTEJIbHOMY JIMarHO3y LIUPPo3a NevyeHH!.
[Ipy Ha/lW4YUM LUPPO3a HEOOXOAMMO YUUTBIBATH J03Yy
MMMYHOCYIIPECCUBHOW Tepaluud U MOHHUTOPUPOBAThb
OCJIOKHEHHS.

HecMoTpst Ha pacTyLMi MHTepec K HeMHBa3UBHBIM
MeTo/laM OLleHKHU puOpo3a neyeHu U BOCHAJUTENbHOTO
npoiiecca, 60JbLUIMHCTBO UCCIeJ0BaHUI paccMaTpUBa-
Jio ux npu XI'C 1 oueHb He3HAUUTebHOE pu AUT [31].

KpbIMCKMI1 TepaneBTUYECKUIA XKy pHa

CyuiecTBytoliye MeTO/bl HEMHBA3WBHON JAUArHOCTH-
KM BoOCIlaJleHUs1 1 $pubpo3a MOXKHO UCNOJIb30BaTh IS
KOHTpPOJISI aKTUBHOCTH, HO OHU He MOIYT 3aMeHUTb
npoBeJieHue OUOICUHU NMPU NOCTAaHOBKe AuarHosa AUT.
Buoncus meyeHU ocTaeTcs «30JI0TbIM CTaHJAAPTOM»
AuarHoctuku AUI, x0T maTOrHOMOHUYHBIX IOpaxe-
HUH, XapakTepHbIX Ajs1 AU HeT, HauboJiee XapakTep-
HbIM SIBJISIETCS IepULIeHTPaIbHbINA HEKPO3.

PekomeHaanuu EASL

e J/luarHo3 AWl saBasderca  kiauHudeckuMm. OH
OCHOBBIBAETCA Ha HAJU4YUU ayTOAHTHUTeEJ, rUIepram-
MarJio6yJIMHEMHUHU U TUITMYHBIX UJIM XapaKTEePHbBIX THC-
ToJIoru4ecKkux uaMmenenui (11-2).

e Hasnuve noBbilIeHHBIX ypoBHe [gG, oco6eHHO npH
OTCYTCTBHE LMUPPO3a U NPU OTCYTCTBUU IOBBILIEHUSA
IgA u IgM dABJfeTcA OTJIMYUTENbHON 0COGEHHOCTHIO
AUT (1I-3)

e HopmanbHbIl ypoBeHb IgG naum y-riobysnHa He
HUCKJIoYaeT guarHosa AUIL Y 6osibLIMHCTBA TaKMX Ma-
LMEHTOB OTMevaeTcs CHWXeHWe ypoBHA IgG mpu Ha-
3HAYEHHUH IVIIOKOKOPTUKOCTepoujHOH TepanuH (111),

o llupKkynnus  OpraHOHO-CHelMPUYHBIX  AyTOaH-
THUTEJ HNPUCYTCTBYeT Yy TMOAABJSAIOLIET0 GOJIBLIINH-
crBa nanuenToB ¢ AUL Ilpoduau ayroanTuren 6b11n
WCI0JIb30BaHbI AJ1s1 Kjaaccudukanuu AUT:

v AUT-1 (ANA win SMA 110J10XKUTe/IbHBIN)
v/ AUT-2 (LKM1, LKM3 mu LC-1 m0/10KUTENBbHO)
v/ AUT-3 (SLA / LP nosioxuTtenbHbii) (11-2)

e MeToz HenpsAMOH UMMYHOQJII0OpPeCLeHIIMN ABJIsET-
cs1 MeToZI0M Bbibopa AJist o6HapykeHUst ANA, SMA, LKM
u LC-1.

e MmMyHosoruyeckue Metoanl (ELISA / BecTepH-
6JIOTTHMHT) BO3MOXHO MCNOJIb30BaTb AJIs ONpejeJie-
Hus SLA / LP. [loporoBbie 3HaueHUsI METOZ0B [JJOJIXKHBI
coobuiatbcs 1abopaTtopueit (I11)

e ['cTo/NIOrMYecKas JUarHOCTHKA renaTUTa SIBJSETCA
Heo0X0/JMMbIM yCJI0BUEM onpejesieHue auarHosa UAT
Y JI0/bKHA OBbITh NpOBeJieHa Ha IMepBbIX dTanax Auar-
HocTudeckoro noucka (11-2)

e Mopdosioruyeckux 0COGEHHOCTel, MaTOrHOMOHUY-
HbIX A9 AUT HeT, HO XapaKTepHO MPUCYTCTBUeE rena-
TUTa, NepUNOPTaJIbHOI0 HEKPO3a, IMNepunoJesa. [la-
TOJIOTOAHATOMOM [I0JKEH ONpesie/IMTh CTaAHuI0 3a00-
JieBaHHUS U UHJIeKC aKTUBHOCTH renatura (I1-2)

e [lepuleHTpa/IbHBIA HEKPO3 MOXET NPUCYTCTBOBATh
npu octpoil ¢opmMe AUl UM TUCTONOTHUECKU MOXKET
OBbITb HEOT/JIMYUM OT JIEKAPCTBEHHOIO MOPaXKeHUs Ie-
yenu (II-3)

e YmpouleHHass cucTteMa 6aysibHOM oueHkd AWT
(2008 r.) siBAsIETCA MOJIE3HBIM UHCTPYMEHTOM B €Xe[l-
HeBHOU KMHU4YecKol npakTuke (II-2) B c10XKHBIX CJ1y-
YyasgxX peKOMeH/yeTCsl UCT0JIb30BaTh CUCTEMY GalbHOMN
oneHku 1999 roga (11-2)

e Y B3pocabix nauueHToB ¢ AUl u y1abopaTopHBIMU
NpU3HaKaMHM X0J1ecTasa [J0/bKHa ObITh IPOBeJieHa Mar-
HHUTHO-pe30HaHCHas xoJaHruorpadus AJis BblsiBJeHUSA
ckJepo3upytouiero xosanrura (II-3)

¢ BoaMmoxxHO coueTanue AUT u xosnecrtaTuyeckux 3ab6o-
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JIeBaHUH [leYeHH, 103TOMY Heo6X0AUMO NPOBECTH JU-
arHoctuky Hanuuus [1B1 u [ICX y 6onbHbIX ¢ AUT, Kak
NpY NepBUYHON JUAarHOCTHKe, TaK U B XOZe JIeYeHHUsl.
(11-2)
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[[I/IaFHOCTI/IKa AYTOMMMYHHOTO reriaTuTa CorJjiaCHoO peKoMeH/a-

uusam EASL 2015

H.JI. Knsipumckas, E.O. llleauxosa, E.B. CemeHuxuHa

JTa cTaThs NOCBSALIEHA JJUATHOCTUKE ayTOMMMYHHOTO renatuta (AUT) corsacHo
eBpPONENCKUM KIMHUYECKUM pekoMeHjauusaM 2015 roga. AyTOMMMYHHBIN renaTUT
ObLJI [TePBbIM 3260JIEBAHUEM TIEYEHH, IPU KOTOPOM IMOJIOKUTENbHbINA 3QPEKT OT Ha-
3Ha4YeHHUsl IJIIOKOKOPTUKOCTEPOU/I0B OB [loKa3aH B KOHTPOJIMPYEMbIX KJIMHUYECKUX
uccnenoBanusix. OflHaKoO, B HacTosiee BpeMs, Kak U 50 sieT Ha3ag AUT octaeTtcs ciiox-
HbIM 3a60JieBaHHEeM /151 AUAaTHOCTUKY U 151 JledyeHUs. Llesiblo 3TOM cTaThU ABJISAETCS
03HAaKOMJIEHUE Bpadel 0611el MPaKTUKY, FEeNaTo/I0r0B U racTPO3HTEPOJIOTOB C €BPO-
NelCKUMU KJIMHAYeCKUMU pekoMeHjanuamu 2015 roga, s yaydileHUs JUarHOCTUKHU

U JiedeHus 60JibHbIX ¢ AUT.

KistoueBnble cyioBa: 3a60J1eBaHHUs Ine4yeHuy, ayTOHMMyHHbIﬁ renaTuvT, AUAarHOCTHUKA ayTo-

HMMYHHOTI'O rernaTuTa
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KpbIMCKMIA TepaneBTUYECKUI XypHan

Diagnosis of autoimmune hepatitis according to EASL Clinical
Practice Guidelines 2015

LL. Kliaritskaia, E.O. Shelihova, E.V. Semenihina.

The article is devoted to the diagnosis of Autoimmune hepatitis (AIH) according to EASL
Clinical Practice Guidelines 2015. AIH was the first liver disease for which an effective
therapeutic intervention, corticosteroid treatment, was convincingly demonstrated in
controlled clinical trials. However, 50 years later AIH still remains a major diagnostic and
therapeutic challenge. The aim of this article is to provide guidance to hepatologists and
general physicians in the diagnosis and treatment of AIH in order to improve care for
affected patients.

g_eywords : liver disease, autoimmune hepatitis, autoimmune hepatitis
iagnosis
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