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Pesiome

BBepneHue. MepBbiit cnyyart ayTormmyHHOro renatwTa (AU 6bin onvcan B 1951 rogly, a 8 1970-x rofax 6biiv NpoBeaeHbl HECKOMbKO
PaHAOMM3MPOBAHHDBIX KNMHUYECKWX UCCNEA0BAHMIA, I0Ka3bIBAIOLLVX IGOEKTUBHOCTb MIOKOKOPTUKOCTEPOUAOB B NeveHin AT He-
CMOTPA Ha BblLLIeyKa3aHHOe, aHHOe 3aboneBaH1e 0CTaeTcs AN KNMHULMCTOB 3arafikoii BBUAY CBOEI PEAKOCTU U reTepOoreHHOCT.

Llenb. Onucatb KAMHUUECKNiA Ciydait naumeHTa C ayToUMyHHbIM renaTitom Il Tuna v TakTUKy BeieHUA NauyeHTa C NONOMXMUTENb-
HbiMy SLA/LP aHTvTenamu.

KnnHuuecknii cnyyait. B gaHHOM KAIMHWYECKOM Cllyuae pacCMOTPeH 22-NeTHUI NauveHT C 0CTPON MaHndecTaumei
ayTOMMMYHHOTO renaTunTa v OTCPOUYEHHbIM, N30MPOBAHHBIM HapacTaHnem TUTpa ayToantuten (SLA/LP). M3HauanbHo
A1arHo3 6bi1 NOCTaBNEH Ha OCHOBaHWW runeprammarnodynmHemumn 1 3ddekTMBHOCTH Nynbc-Tepanum MKC, Tonbko cnycTa
3,5 MecAUa 6blnK BbiABAEHDI BbICOKOCMELMdUUHbIE aHTUTENa U KapTuHa AT NoATBepXKAeHa MCTONOTMMYECKM.

BbIBOA. [laHHbIV KNMHUUECKWIA ClyYalt noaYepK1BaeT He0OXOAMMOCTb BblaeneHna AUI 3 Tuna Beuay 6onee Taxenoro
TeYeHUA 1 peLranBa Tepanum nocne NpexkpaLieHna UMMyHOCYNPeCCMBHOW Tepanuu.

KnioueBble cnoBa: ayTonmyHHbI renatnt, SLA/LP aHTuTena, renatonorua
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Summary

Background. The first clinical case of autoimmune hepatitis (AlH) was described in 1951, and in the 1970s, several random-
ized clinical trials proved the effectiveness of glucocorticosteroids in the treatment of AIH. Nonetheless, this disease remains

a mystery to clinicians due to its rarity and heterogeneity.

Aim. To describe the clinical case of the patient with AIH (SLA/LP antibodies) and discuss its management.

Clinical case. A 22-year-old male with an acute manifestation of autoimmune hepatitis and a delayed, isolated increase of
autoantibodies (SLA/LP). The initial diagnosis was made based on hypergammaglobulinemia and the effectiveness of glu-
cocorticosteroids. Highly specific antibodies were detected only after 3.5 months, and the AlH was confirmed histologically.

Conclusion. This clinical case emphasizes the need to isolate type 3 AlH due to the more severe course and common

relapse after the withdrawal of immunosuppressive therapy.

Keywords: autoimmune hepatitis, SLA/LP antibodies, hepatology

BBepeHune

AyroummyHHbIiT renatut (AVII') - aT0 XpoHMYeCKoe
3abojieBaHye TIeYeHN HEM3BECTHON 3THOIOTUY, KOTO-
poe CONpoBOX/IAOIeecs IOBBIIIEHNEM B CHIBOPOTKE
KPOBU HeclenndUIecKnx ayTOAHTUTEN U TUIIepraM-
Marjao6yn1rHeMueit, B ciydae OTCYTCTBU T€pPAInu
BOCIIaJIeH)e IPUBOAUT K popMupoBaHuio ¢pubposa
U upposa nedenn [1, 2].

PacnpoctpanenHocts AVI B Mupe cocTaBisger oT
11 o 35 cy4aes Ha 100 ThicaY Hacenenus [3]. B Poccun
OTCYTCTBYIOT HallYIOHA/IbHbIE 3IIMEMUOTOTMYeCKIe
IaHHBIE, OJHAKO 10 IPUOIN3UTENBHBIM ITOACYETAM OT
10 1o 20 ThICSY YeTIOBEK CTpafiaeT JaHHBIM 3a60/eBa-
HuaM [1]. B peciy6nuke Tarapctan ¢ 2009 roga dop-
MupyeTcs 6a3a JaHHBIX IAIJIEHTOB 8y TOMMMYHHBIMU
3aboneBanusamu nedenu. Ha 2011 rop 651710 BBIABIEHO
30 maunuentos ¢ AVIT u o mopicueTaM pacnpocTpaHeH-
HocTb AT B Tatapcrane coctaBnser 1 Ha 100 ThIc.
HaceJIeHN, YTO COOTBETCTBYET CPeJHIM II0Ka3aTeAM
TI0 IPYTYM €BPOIIENICKMM CTpaHaM [4].

ITepBrIil CTydail ayTOMMMYHHOTO TeIaTITa ObII
omucas B 1951 roay [3], a B 1970-x rogax 6L IpoBe-
JleHbl HECKO/IBKO PaH/JOMU3MPOBAHHBIX KIMHIYECKUX
MCCTIeIOBAH NI, JOKa3bIBAIOLINX 3P PEKTUBHOCTD ITII0-
KOKOpTUKOcTepousioB B nedennu AVII'[2]. Hecmorps
Ha BBIIIEYKa3aHHOe, JlaHHOe 3a00/IeBaHIe 0CTAeTCs
JJ1A KIVMHULMCTOB 3arajiKoii BBULY CBO€I peIKOCTH
Y TE€TePOT€HHOCTI.

Ina moctanoBku auarHosda AVI B KIMHMYIECKUX
VICCTIefIOBAHM X VICTIONIb3YeTCs CCTeMa OLIeHK, Iiepe-
CMOTpeHHass MeX/yHapO/IHOI TPYIIIION 110 N3y YeHNI0
AWNT (IAHG) B 1999 unu ynpoluieHHbIle KPUTEPUN,
paspaboranubie B 2008 rogy (4yBCTBUTETBHOCTD >80%

UHdopmaumsa o nayneHTte
IMauuent Y. 22 et B okTs16pe 2019 roga mocry-
NI B TaCTpOsHTeponorndeckoe orgenenne GPI'by
«IleHTpa/npHasA KIMHNYECKas OOTbHNUIIA C TTOTUKIINU-
HUKOV» Ynpasnenusa genamu Ilpesugenrta PO ¢ xa-
nobamy Ha 061IYI0 CTa6OCTh, CHIDKEHME AIIeTHTA,
XKEITYIIHOCTb KOXMU U CKJIep, TOLUIHOTY, AUCKOM(OPT
B 3IIMTAaCTPUY, TSHKECThb B IPAaBOM IoApebepbe.
ITanuenT cuurtaet cebs 60nbHBIM ¢ MioA 2019 ropa,
KOTJIa OTMETNJI CTTabOCTD, CHIDKEHME aIlleTUTa, TOLI-
HOTY. B aBrycre 2019 rofia oTMETI/I IOTEMHEHME MOYH,

U crienupUIHOCTh >95% IpU TOUKe pasje/ieHus B 7
6annos) (Tabnuya 1 u 2)[5-7].

Boipenstror AVAT 1 n 2 Tuma, KOTOpbIe pas3mMyaroTCs
10 XapaKTepy TedeHNUs 3a60/MeBaHMA U 1O TUILY ay-
TOMMMYHHBIX aHTUTell. OTHOCUTENIbHO BbIfieTIeHU
3 TuIa ayTOMMMYHHOTO TeIIaTUTa UMEIOTCsI HEKOTOpbIe
npoTtusopeuns. B Poccuitckux KIMHNYECKUX peKo-
MeHjanuax 2013 roga u BpuTaHCKMX KIMHUYECKMUX
pexomenpanysax 2011 roga, crenyanicTbl OTMEYAIOT, YTO
Bbifienienye 3 tuiia AVIT He 11e71ec006pasHo, TaK Kak 1o
K/IMTHMYEeCKOMY TeYeHIIO OH II0XO0X Ha 1 TUIIL, a aHTUTesNa
K PacTBOPMMOMY aHTUT€HY Ne4eH/IOIPKeNy0YHO
xernesbl (SLA/LP) MOryT BcTpedarbcs Kak mpu 1, Tak
n ipu 2 tuutie AWT [1, 2]. OgHako B COBpeMEHHBIX KIIN-
HMYECKMX peKoMeHjauuAx EBpormnerickoit acconyanum
110 n3y4eHuio 6omesneii medenn (EASL) ot 2015 ropa
Boigensaerca 3 tun AVT (Ta6nuya 3)[8]. AT 1 tuma
BCTpeyaeTcsa B 75% cmydaes, AVI 2 Tuna B 10% cimy4daes,
a3 tun cantutenamu SLA/LP ot 10% f0 30% cry4aes [1].
HecmoTpst Ha HeKOTOpbIE TPOTHBOPEUNS OTHOCUTENTHBHO
3 Tuna AT, Heo6XOIMMO OTBETUTD, 9TO SLA/LP antn-
Tesma BeicoKoctenuduyansl Ans AV, gaxe B caydanx
OTCYTCTBUAX APYIUX ayToaHTUTeN. bomee Toro Hanmmn4me
TAHHBIX aHTUTE ABJIAETCSA IIOXUM IPOrHOCTMYECKUM
MIPV3HAKOM U ACCOLMMPOBAHO C HOJIee TSKENbIM Tede-
HueM 3ab0/meBaHMsI, YACTHIMM PELMAVBAMI BBICOKMM
PYICKOM CMEPTHOCTM OT OCTIO>KHEHUIT nupposa [8, 9].

JlaHHOe KJIMHMIeCKO€e HAOTIOfieH e TPUBOINT OIIBIT
nocTaHoBKM AuarHosa AV, TakTuky BegeHus ma-
ueHTa ¢ momoXxuTenbabiMu SLA/LP anTuTEeMIaMM
U CBUJZIETENILCTBYET O 11e1eCO00PasHOCTH BbIJieTIeHN
MAI[MeHTOB 3TOI KaTerOpyy B OTHENbHYIO TPYIIITY.

HapacTaHMe IUCKoMbOpTa B SIMUTACTPUN U TAXKECTU
B IIpaBOM IoApebephe, Yepes 4 MHSA OTMETWII XKeJl-
TYIIHOCTDb KOXU U cKiep, Bpi3Ban CMII, rocnuTa-
JM3UPOBAaH B CTAIIVIOHAP 110 MECTY XUTENTbCTBA, I/ie
npoxopun obceoBaHNe u IedeHNe B TedeHne 2-X
Hefjenb. [IMarHO3 BUPYCHOTO FeNaTUTa ObIT UCK/TIOUEH.
I[TanueHT OB IIepeBefleH B FaCTPOIHTEPOTIOTIecKoe
OTJie/IeHNe II0 MECTY XXUTEIbCTBA, Ifie ObLI IIOCTAB/ICH
IMarHo3: XpOHMYECKNIT TeIaTUT CMeLIaHHO 9TH-
onorum (ayTOMMMYHHBIN, TOKCUYECKNIL), CpeiHeit
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Tabnumna 1.
MexayHapofiHas cucrema
OLEHKM /1A IUATHOCTUKN
AWUT (IAHG, 1999)

Table 1.

International Autoimmune
Hepatitis Group criteria
(IAHG, 1999)

Tabnuma 2.
YnpoueHnHble AMaTHOCTUYE-
ckme kpurepuyn AT

Table 2.

Simplified International
Autoimmune Hepatitis Group
criteria

KAnHWYeckne Habniopenuna | clinical case

Ion Kencknit +2
>3 -2
Coornomenue IIP: ACT (unu AJIT)
<1,5 +2
>2,0 +3
v 6 oG 1,5-2,0 +2
OBEHb Y-TTIOOYTMHOB NN BbIILIE HOPMBI
POBEHp YHHOBY 8 P 1,0-1,5 -1
<1,0 0
>2,0 +3
1,5-2,0 +2
Turp ANA, SMA nnn autu-LKM-1
1,0-1,5 +1
<1,0 0
AMA ITonmo>xxurenbHbIE -4
TTonoxurenpHbre -3
Mapxkepbl BUPYCHBIX T€IIaTUTOB
OTpuarenbHbIe +3
Ha -4
ITpueM renaToTOKCUYECKUX IIPENApaTOB
Her +1
<25 r/meHp +2
Ynorpe6neHue anKkorons
> 60 r/meHp -2
HLA DR3 nnu DR4 +1
JIpyrue ayToMMMyHHBbIE 3a60/IeBaHM A Tupeonpnt, A3BEeHHBIN KOMNT U [P. +2
I pyrue MapKepbl AnTu-SLA, anTHakTuHOBBIE, aHTU-LC1, pANCA +2
Me)XyTOYHBII (IepUIIOpTaNbHBII) TeNaTUT +3
JIumdomnasmanuTapHas MHGUIBTPALIUA CO
3HAYMTETbHBIM KOTMYECTBOM NIa3MaTUIeCKUX +1
KJIETOK
T'ucronoruyeckas kapTuHa «PO3ETKID 11
Huuero us nepeuncieHHOro -5
IToBpesx/ieHMe KeTYHBIX IPOTOKOB -3
I pyrue npusHaxkmu -3
OTBeT Ha JleyeHne TTonubri +2
Perupus +3
Cymma 6annos, onpepensalLwan guarHo3
OmnpeneneHHblin >15
o neyeHus
BepoaTHbIt 10-15
OnpeneneHHbIi >17
ITocne neyenua
BeposaTnbiit 12-17
Kputepun 3HaueHusA bannbi
ANA nmu ASMA > 1:40 1
ANA nmn ASMA > 1:80 2
unn LKM-1 > 1:40 2
nmu SLA + 2
IgG BbIIlI€ HOPMBI 1
>1,1 HOpMBI 2
T'ucronormyeckas KapTuHa BepoATHBIN AVIT 1
TunnyHpI AT 2
aTunuyHbli AVIT 0
Mapxepbl BUPYCHBIX T€IIaTUTOB - 2

Cymma 6anoB, onpegensioLLas fuarHos

Omnpenenennnbiit AVIT

>7 6annoB

Beposarnsriit AUIT

>6 6amnoB

CTeneHy aKTUBHOCTI. [Tpy 9TOM iarHo3 GpakTudecku
He 61 BepuUIIPOBaH — He ObITM 0OHAPYKEHbI Ay TO-
aHTHUTeNa, XapakTepHble A/st AVIT, He 6bl1a IpoBefjeHa
6MOTICYA TIEYEH .

B aHamHe3e x1u3HM obpaliaeT Ha cesi BHUMaHMe
HajM4yue ajyIeprudecKux 1 ayTOMMMYHHBIX 3a60-
neBaHMI. B eTcTBe cTpafan sKCCyRaTUBHBIM JjMa-
Te30M, nojnuHo30oM. C 2014 rofja AMarHOCTMpPOBaHA

6GpoHXMaNbHAS ACTMA, [TONTyYasl canbOyTaMosI, aHTH-
rucramuHHble npemapatsl. C 2010 roga HabmogaeTcs
Y 9HZOKPMHOJIOTA C AMATHO30M ayTOUMMMYHHBII TH-
PEOMNT, IOy Yas IeBOTUPOKCUH HATPUSL 25 MKT/CYT.

HacrieicTBEHHOCTD OTATOLLEHA IO Ay TOMMMYHHBIM
U aJUIeprudecKuM 3aboneBannsM: 6abyIiuka cTpajaer
ayTOMMMYHHBIM THPEOULIHOM, MaTb J1 OTeL| CTPAJAIOT
HO/UINHO30M.
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MpusHak Tun 1 Tun 2 Tun 3*
ANA n/unu SMA
(70%-80%) Anti-LKM1 (up to
0
Xapakrtepubie AT (51())1‘;01119(:61;) A;(z?—l/‘%l Anti-SLA/LP
Negative (20%-70%)
(10%-20%)
Bospact Ilmll:)i;%();i];a_?g(;c:: ITuk saboneBaemocTu 2-14 Cwm. Tun 1
Tlon (x: M) 3-4:1 9:1 Cwm. Tun 1
Yare He6aronpusTHLIIN
OT He6TaroNpUATHOTO O ,
IIpornos NG, Yaie He6TaronpuATHLIA  (4acThle peLUANBEI, paHHee
pasBMUTHE IMPPO3a IIeUeHN)
Accoumanus ¢ HLA rammo-
B8, DR3, DR4 B14, DR3 B8, DR3, DR4

TUIIOM

Omnepauumn, TpaBMBbl, reMOTpaHcdysuu, Bpea-
Hble IIPUBBIYKM, MPOdeCcCHOHANTbHBIE BPEJHOCTHI
OTpHUIIAET.

HaHHble OCMOTpa

Temmneparypa 36,7C. IMT 22,2 xr/mM2. KoxHble 110-
KPOBBI 11 CIM3UCTBIE OOBIYHOI OKPACKH, BIa>KHbIE.
JKMBOT 4yBCTBUTENbHBIN NPV Ma/IbIALIMK B IPAaBOM
noppebepbe. [ledeHp BBICTyMaeT Ha 1,5 cM U3-IOX

,U,I/IHaMVIKa COCTOAHUA
B nrone 2019 roga y nanueHTa MOABUIUCH IIEPBbIE CUM-
NTOMBI 3a60/IeBaHUSA B BIJI€ aCTEHO-BEreTaTUBHOIO
CUHJIDOMA, Y€pe3 5 JHeil MaueHT OTMETUII IIOTEeM-
HeHUe MO4l, HapacTasl AUCIEeNTUYeCKUIl CUHIPOM
(TourHOTA, AUCKOMOPT B AMMUTACTpuUN), elie yepes 4
IHS TOABMUIACh XKenTyxa. [TanmeHT 6bII rocinTamu3u-
posat o CMII B nH}EKINOHHOE OT/ieTIEHME II0 MECTY
skutenbctBa. C 08.08.2019 mo 14.08.2019 manueHT
HaXOAVJICS Ha CTALMOHAPHOM JIe4eHN N B MH(EKIIVIOH-
HOM OT/ie/IEHU N, TTie ObIT IPOBEIeH HOMHBII KOMIIIEKC
o6crefoBaHNM, MCK/TI0YeHa BIUPYCHAs 9TUONOTHA 3a-
6omeBaHMsA. B OMoXMMMYeCKOM aHanM3e KpOBYU Ha-
6mopancs uuronutuaeckuii cuagpom (ACT=203 En/r;
AJIT=432 Ep/n, xoaddunuent ge Putuca 0,47), yme-
peHHbIit xonectatudeckuit cuugpom (I1d=374 En/m,
o6umit 6unnpy6oun=214,7 mxMons/n, ITT=118 Exn/n).
ITpu3HAKOB ITeYeHOYHO HeJIOCTATOYHOCTY BBIABIICHO
He 6b1710. O6paian Ha ce6s1 BHUMaHME TEMHBII IIBET
MOYM. AHa/IM3bl KPOBU Ha MapKepbl BUPYCHBIX rema-
tuTOB ObUIM OTpULaTenbHBIMU (HbsAg, anti-HBc-IgM,
anti-HBc-IgG, HBeAg, anti-Hbe, HBV THK, HCV
PHK, anti-HCV, anti-HAV). ITpoBogunace nogpmepxu-
BaloLlasi leTOKCUKAL[MOHHAsI MHQY3MOHHAS Tepamus,
BUTAaMUHOTEPAINA, TePAINsA TellaTONPOTeKTOPaMI.
B cBA3M C OTCYTCTBMEM JaHHDIX 3a MH(EKIMOHHBDII
rematut nanueHt 14.08.2019 6511 epeBefieH B ra-
CTPOHTEPONIOTNYECKOe OTAe/IeHNe CTaljoHapa 1o
MeCTy XUTeIbCTBA. IIpu HOCTyIIIeHN N OB BBLABICH
BBIpa)KeHHDIIT LuTonuTndeckuit cuagpom (ACT=670
En/m; AJIT=1291 Ep/n, xoapdunnenr ge Puruca 0,52),
XO/mecTaTu4decKnit cuaapoM (o0muit 6unupyonu=
121,6 MmxMonb/n). Havyara mynbc Tepanus IpegHu30-
noHOM (240 Mr), Ha pOHe KOTOPOTI CTa/I0 OTMEYAThCs
cHmKeHme akTuBHOCTH renatuTa (Puc. 1.). B ananusax
KPOBM OBI/T BbIsIB/IEH Me3€HXMMa/IbHO-BOCIIA/INTEb-
Hplit cungpom (IgG=21,8 r\i), moBsiLeHMe 061IEr0
6enka 3a cuyeT ramma ¢pakuuu (27,77 r/im). AHTHTETA
aHTHHYK/IeapHble (ANA), aHTUTTTafKOMBILIEYHbIE

3a mocnefHMe OITOfja B TPONIMYECKIe CTPAHBI He
BbI€3)KaJl, KOHTAKT C 60/bHBIMY MHPEKIMOHHBIMU
3a60/1eBaHUSAMI OTPUIAET.

pebepHOIt ByTy, IepKyTOPHO pa3Mephl ee He YBesIye-
Hbl. CBOOOHOIT )XVUFKOCTY B OPIOLIHOI ITOJIOCTY HeT.
ITaTonorunu npu o6CeOBaHNM CYCTaBOB U IPYTUX
CHUCTEM OpPTaHOB He BbISB/IEHO.

aHturena (SMA), aHTUTeNa K MUKPOCOMaM KJIETOK
nevyenu u movek (anti-LKM 1), anTuTeNna K pacTBo-
puMoOMy aHTUTeHy nedeHu He (SLA/LP), anTuTena
K IMTO30/IbHOMY aHTUTeHy nedenu (I tum) (anti-LC1),
aHTHUTeNTa K MeMOpaHHOMY ITIMKonpoTenHy (gp210),
aHTUTeNIA K pacTBOPUMOMY sfiepHOMY 6enky (Spl00)
He OBV BBISB/ICHBI. YPOBEHD Lleppy/IONIa3MIHa Ha-
XOJVIICA B IpefieNiaX HopMbI. [Ipy MHCTpyMeHTaIbHBIX
MeTofax o6c/Ief0BaHMs IPU3HAKOB OPTAIbHON T'H-
HIepTEeH3UY VM TaTOIOT MM IPYTUX CUCTEM U OPTaHOB He
Ob1710 BBLABIEHO. Ha OCHOBaHMY MCKITIOUEHNUA BUPYC-
HOJ1 9TVMO/IOT UM TeIIaTUTA, TUIIePIaMMaIao0y I HeMUIO
Y OTBETA Ha MIMMYHOCYIIPECCUBHYIO TePanuIo ObII
MIOCTaB/I€H AMAaTHO3 ayTOMMYHHBII FelaTUT CMeIlaH-
HOJ1 3TUONOTUY (AyTOMMYHHBIN, TOKCUYECKMIL — Jie-
BOTMPOKCYH HaTpPUsA), CPeJHEN CTeIleH! aKTMBHOCTI.

07.09.2019 nanueHT 0O6paTUICA K raCTPOIHTEPO-
JIOTY TIOMMK/IVIHUKY B CBA3Y C TIOBBIIIEHNEM YPOBHA
AJIT po 7 mopm n ACT pmo 3 HOpM. IIpoBefieHO KOM-
IIJIEKCHOEe 00C/IeoBaHe: CKII0YeHbl TeMOXpoMa-
TO3, HEAOCTATOYHOCTD al-aHTUTPUIICHHA, 6OTIE3HD
Bunbcona-KoHoBanmoBa, HepBUYHbII OMIMapHBIIL IUP-
PO3, IEPBUYHDIN CKIEPO3UPYIOI Ml XO/TaHTUT, BUPYC-
Hble TeNaTUThl BK/II0Yasd LIMTOMETa/oBUPYC M BUPYC
OnmrreitH-bapp. [Ipn npoBeeHNN MHCTPYMEHTANb-
HBIX MeTooB o6¢cnenoBanmsa Ha KT OBII BeisABIEHO
yBenndeH1e BepTUKaIbHOTO Pa3Mepa [edeH ), HeOOoMb-
II0e YBeIdeH e IeYeH ], TIepern6 5KeTIHOTO My3bIpsl.
Xemunsle mpotoxu 6e3 maronoruu. Ha Y3U muTo-
BUJTHOJI >Ke/le3bl OTMeYasuch AU y3Hble U3MEHEHN .
B cBA3M ¢ coXpaHEeHNEM IIUTONUTIYECKOTO CHHIPOMa
MAIMeHTy OBIIO PEKOMEH/I0OBAHO CTAallIOHAPHOE Jie-
JeHue AJIs1 MOFO0pa MMMYHOCYIIPECCHBHOI TePAIINIL.

C 30.09.2019 mo 16.10.2019 maijueHT HaXOAM/ICS Ha
CTaLMIOHAPHOM JIEYeHNY B TaCTPOIHTEPOTIOTMYECKOM
orgenenun LIKB. IIpu ob6cnegoBanum B maboparop-
HBIX aHa/IM3ax KpoBu obpalan Ha ce6s BHUMaHue,
yMepeHHblit nuronutndeckuit (ACT= 62,9 En/m;

Ta6numna 3.
CpaBHUTENbHASA XapaKTepu-
cTuKa pasHbpIx Tunos AUT.

IIpumevanne:

* BeiensieTcs He BCeMU
rerarTooraMu, yalie OTHOCAT
K Tumy 1.

Table 3.

Comparison of the different
types of the autoimmune
hepatitis

Note:

* Not all herpetologists
recognise type 3 AIH, usually
referred as type I
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AJIT=140,3 Ex/n) u Me3eHXMMaAbHO-BOCIA/TUTENb-
HBIII (TUIIepraMMarno6ynnHeMI s, FaMMa-IT00y I HbI
20%) curppomsl (Puc 2). immyno6mot IgG k SLA/
LP cunpHOMmonoXxnTenbHblil. B octanbHOM aHanu-
3pl 6e3 ocobeHHOCTel. [Ipy NpoBeReHUN UHCTPY-
MEHTa/IbHBIX METOMIOB MCCIIeIOBAHMA ATOIOT NN He
BBIsIB/IEHO. Pe3yIbpTaThl 6MOICUITHOTO MCCIEH0BA-
HUA: TKaHDb [IeYeHM C COXPAHHBIM PUCYHKOM CTpOe-
Hus (pucyHok 3). IlopTanbHble TPaKThI IIMPOKIME 32
cdeT MHOUAbTpALUU TUMPOLUTAMY U OT/E/IbHBIMU
CerMEeHTOANEPHBIMY JEKOLUTAMHU, U 303MHOPU-
namu. Bocnanurenbuplit *HGUALTPAT IPOHUKAET
3a MOTPAaHUYHYIO MeMOpaHy Ha ITy6MHY 1 KIeTKM.
lemaTonuThl NpEeUMYIIeCTBEHHO PaBHOBENNKIE,
BCTPEYAIOTCSA e[ HIYHbIE IBYsA/lepHbIe KIEeTKH, Te-
MATOLUTBI B COCTOSIHUY TUAPOINNYECKOI 6eTKOBOII
mucrpodun. Knerkn Kyndepa xoporo pasnuyuumsl,
NOOYISPHBII KOMIIOHEHT CKYLHBII, IPefCTaBIeH
nuMdonnTaMu, eFUHNIHBIMY CETMEHTOAREPHBIMMI

O6cyxpeHue

B aHHOM KIMHMYECKOM Clly4ae PacCCMOTPEH 22-71eT-
HUIT TAIMeHT C OCTPOIT MaHudecTal el ayTOMMMYH-
HOTO TenaTUTa ¥ OTCPOYEHHDIM, U301V POBAHHBIM Ha-
pacranyueM tuTpa ayroantuten (SLA/LP). VisHayanbHO
IMarHo3 ObLI IOCTAaB/IeH Ha OCHOBaHUM TMIIepraMma-
rno6ynuHeMun u 3¢pHeKTUBHOCTY IYIbC-TePAINU
I'KC, Tonbko crycrs 3,5 MecALa ObLIN BbIAB/ICHDI BbI-
cokocnenuduuHbie anTuTena u KapruHa AV nop-
TBEpP>KJieHa IMCTONOrnYeCKN. JJaHHbI KITMHNYIECKUIA
cry4ail mogYepKMBaeT He0OXONMMOCTD BBIIE/IEHU
AWT 3 tuna BBUAY 60JIee TAXKETIOTO TeYeHMS U PeLy-
IVIBA TepaNNy IOC/e MpeKpalieHn s MMMYHOCYTIpec-
CUBHOJ T€paluu.

B faHHOM KIMHMYECKOM CTydae HeOOXOIMMO OTMe-
TUTDb TPU BaYKHBIX MOMEHTA. Bo-TIepBbIX, OCTpas MaHN-
decTamA ayTOMMYHHOTO TeIATUTA BO3HMKAET B 25%
ciny4daeB Bcex AVIL, py 3TOM HeOOXOMMO BBIJIEIATD
TIBa COBEPIIEHHO PA3HBIX MEXaHM3Ma Pa3BUTIA OCTPOTO
renatuta npyu AVI IepBblit — 9TO feKOMITEHCAIUA B~
norexyiero AVIT Ha GoHe yrke UMEIOIINXCA M3MeHeHMI
IIe4eHM, BTOPOII — llepBas MaHudecTanys 3aboneBaHms.
B nepBoM ciy4yae BeposTHee BCEro B TaOOPaTOPHBIX
aHa/m3ax OyfeT BbLAB/IEHA IMIIEpraMMario0ymMHecMys
M IAaTHOCTIYECKNE TUTPhI Ay TOAHTHUTE]I, @ TIPYU TUCTO-
TIOTMY€CKOM MCCTIEOBAHNY IIPU3HAKM XPOHIYECKOTO
BOCTIA/IEHMs UM faXke IPU3HAKY IMPPOTUIECKUX U3-
MeHeHMI1. Bo BTOpoM ciy4yae, BO3MOXXHO OTCYTCTBUE
crnennduyecknx misg AVII aHTHTeN M HOpMaIbHBbIIA
yposeHb IgG y 25%-39% nanmenTtos. B Hamrem cryudae,
BepOoATHEE BCETO VIMENT MeCTO BTOPOIl BapMaHT C OT-
CpOYeHHBIM HapacTaHMeM TUTPA ayTOAHTHUTEN, YTO
3aTPYHAO IOCTAHOBKY iMarHO3a. B maHHOM crydae 1o
pexomenpanyuam EASL 2015 roga cienyeT BOCIONb30-
BaTbcA pacupenHbIMY KpuTepuamy IAHG-1999 nnn
anropuT™MoM. Jlaske Ipy OTCYTCTBUY TYICTOMOTMIECKIX
IaHHBIX M @y TOAHTUTeI TTallMeHT Habupaet 11 6aos,
YTO COOTBETCTBYeT BepoATHOMY AVII. Opnaxo cre-
IyeT OTMETUTD, YTO B KIMHMYIECKUX PEKOMEH/AIIVAX
OTMeYaeTcsi, YTO Npu ocTpoit Manupecranum AVT
YYBCTBUTENBHOCTD JAHHBIX KPUTEPUEB 3HAYUTE/THHO
CHIDKAETCA, B CBSA3M C 4eM ObU/I IIPeMIoXKeH HOBBIIT asl-
roput™ guarHoctuxu (puc 4)[8].
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s03nHOGMIaMu. lleHTpanbHble BEHBI CO C/1ab0 BbI-
Pa’KeHHBIM CKIePO30M. 3aK/II04eHMe: XPOHMIeCKIIl
TeIlaTUT YMEPEHHOI CTeNIeH) aKTUBHOCTH, C/1ab0 BbI-
Ppa’kKeHHBIN CKIEPO3.

Ha ocHoBaHNUM 1a60paTOPHBIX JAHHBIX U TUCTO-
JIOTMY€CKOJ KapTUHBI MALIMEHTY IIOCTAB/IEH IMaTHO3
ayTOMMYHHBIN T€IaTUT 3 TUIIA, YMEPEHHOI CTeIeHN
AaKTUMBHOCTH. B CBsI3U ¢ yacThIMU peunanBamu, 6omee
TA>KEJIbIM IIPOTHO30M Y ITALIMEHTOB C IIOTI0XKUTEe/IbHbI-
My SLA/LP aHTUTeIaMM pellleHO ObIIO MHULIMMPOBATD
MMMYHOCYIPECCUBHYIO Tepanuio (MeTU/IIpeHN-
30710H 24 Mr (6 TabeToK): 4 yrpoM u 2 B 0bex ¢ 1mo-
CIIeAYIOLUIM CHIUKeHMeM 036l 1o 5 Mr (1 Taberka)
KaXX[ Y10 Hefleno, ¢ fobasneHneM 50 Mr a3aTuoIpu-
Ha 1 pa3 B [leHb) He CMOTPSI Ha HU3KYI0 aKTMBHOCTD
3aboneBaHus. B oTmeneHnn Takxe Obla IpoBefe-
Ha KOMIIEKCHas Tepanus: Je3MHTOKCUKAIMOHHAs,
BUTAaMUHOTEPANN, YPCOME30KCUXONEeBasd KIUCIOTA,
racTpOIpPOTeKTUBHAs (OMeNpasor).

Bropoit MOMeHT, KOTOPbIiT HE0OXOAIMO 00CYUTD —
9TO IepBOHAYAIbHBIN JUaTHO3: Ay TOMMYHHBII rema-
TUT CMEIIaHHOI 3THONOrUNU (ayTOMMYHHBII, TOKCH-
YeCKUII — TeBOTUPOKCUH HaTPUA), CpefHell CTeleH!
aKTUBHOCTH. TepaneBTu4YecKye JO3bI IEBOTUPOKCIHA
HaTpU:A PefKO MPUBOAUT K Pa3BUTUIO TOKCUYECKOTO
renarura. Of[HAKO €ro BHICOKNE HO3bl MOTYT IPUBO-
OUTDb K IMOBBIIIEHNI0 aMUHOTpaHCdepas UIn gaxe
K pa3BUTHIO KeNTyXu. OOBIYHO B TaOOPAaTOPHBIX aHa-
NM3aX OTMeYaeTCsA MTONUTIYECKII UM CMeIlaHH b
(M TOMUTIYECKMIT M XOTIECTaTUYeCKMIT) CUH/IPOM, HO
OHY BO3BPallalOTCA B HOPMY IPY JOCTVOKEHUN Y-
TUPEOUHOTO COCTOAHMA MIU 3aMeHe IIperapaTa Ha
TPUITOATUPOHUH. [Ipyrue MeXaHM3Mbl HOBPEX/eHUA
IIeYeH! JJaHHBIM IIPerapaToM — 3TO CUHEpPIUA C JIpy-
TMMU TeNaTOTOKCMYEeCKMMIU NpenapaTaMu (apare-
TaMOoJI, TaJIOTaH) M MMMYHOAJUIeprudecKkas peakius,
COIPOBOX/IAIOLIAACS TMXOPAJKOIL ¥ 303MHODUINel
[10, 11]. B MupoBoJt muTepaType ONMCAHO BCETO INIIb
HECKOJ/IDKO TaKMX KIMHNYECKMX C/Ty4aeB, B OCHOBHOM
u3 Asum, B yacTHoCcTH U3 SInonun [11]. JanHbIi dakT
yKa3bIBaeT MO0 Ha TeHeTUYECKYIO IIPeJ;pacIIoNOKeH-
HOCTD K Pa3BUTHUIO peaKIuy Ha JJaHHbIe IIperapaTsl,
160 Ha KOHTAMMHALMIO IEBOTUPOKCHHA APYyTUMU
TOKCMYECKMMM BellleCTBaMI B JaHHOM peruose [10].
Pa3BuTHe peaKuyy Ha T€BOTUPOKCUH IIPOUCXOAUT
yepes 1-8 Heflenb NOC/Ie Havyasa Tepanyy. B fanHOM
K/IMHIYECKOM CTy4ae, HeCMOTPs Ha TO YTO ITALMEHT
IpefCTaBUTe/Ib HAPOROB A31M, OH IIPUHUMAII JIEBO-
TUPOKCHH ¢ 2010 roga 6e3 KaKux-1160 H0OOYHBIX 3¢-
(eKTOB, YTO TOBOPUT O MA/IOBEPOATHOM TOKCMYECKOM
KOMIIOHEHTe fla)ke B Hauasle 3a00/IeBaHNA.

B-Tperbux, ciegyer 06CYyAUTb M30MUPOBAHHOE
nosblmenne SLA/LP aHTHTeN, KOTOpOe BCTpedaeTcs
npuMepHo y 10% c AUT(8, 12].

Anrntena x SLA/LP nmeroT caMyio BBICOKYIO CIIeIIn-
¢dbuyHOCTD IpY TOCTaHOBKe uarHo3a AVIT - 99% [13].
B cBA3M ¢ 4eM peKOMEH/I0BaHO IIPOBEieHNe TeCTUPOBa-
HMA JAaHHBIX aHTHUTE y BCeX MAIVIEHTOB C II0fJ03PeHNeM
Ha AVIL. CnepyeT, oflHaKO OTMETUTD, YTO aHTUTENA
K SLA/LP MOTyT GLIT OIIpefie/ieHbl TOHKO C IIOMOIILIO
metopoB ELISA u BecTepH-6710T. JJaHHBIE ayTOAHTH-
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3aboneBaHne NeYEHN HEN3BECTHOM

3TUONOTUN
MaHenb Ha AUT (+SLA/LP)
ANA+ SMA+ LKM1/LC1+ SLA/LP+ Tect oTpuruart.
5 CoxpaHsieTcs PaccmotpeTb
AUNT ?
nopo3peHve Ha AU BO3MOXHOCTb APYroro
AvarHosa unm
Buonchsa neyeHm CepoHeraTMBHOro
AUT
loBTOpHOE TECTUPOBaHMUE
B CneL}. nabopatopuy, BKNtYaA
pANCA, LKMT,
LKM3, LCT, SLA/LP, F-actin, TecT oTpuLar.
Ro52, gp 210**, sp100**)
Tect
NONOXMUT.
ANT
AUT
0,5-1 mr/kr/g MNpepHu3onoHa
Xopowunin otBeT HepocTaTouHbIn
OoTBET
[No6aBuTb OueHuTb OueHnTb
HenepeHocumoctb A3aTnonpuH o KOMMnaneHc BO3MOXHOCTb
AsaTvonpuHa 1-2 mr/Kr/n [PYroro AnarHosa
. YBennuntb
Tepanusa 2-oit AnHUM e e [103MPOBKY Jleyenve
MwukodpeHonat B COOTBETCTBUN
CHKeHue o3bl [TKC MNpeaHusonoHa CHOBBIM IMarHO30M
ModeTun 10100 mr B/B

OTBeT Ha Tepanuio

WHAvBUayanbHbI nogbop
[031POBKM
ANAnoanepXKaHus
N AT 1 IgG

Tena ABATCA IgGl MOATUIOM MMMYHOITIOOYINHOB,
SIUTOIOM IS JAHHBIX ayTOAHTUTEN ABJIACTCA OElIOK
SepSecS. IIpucyTcTBMe JAHHBIX aHTUTEN OBITIO aCCO-
LMMPOBAHO C 60JIee TAKEbIM IIPOTHO30M, PeLIUIUBOM
3ab0/IeBaHNMs [IOC/IEe IPEKpallieHus Tepanuu u 6onee
BBICOKOJ CMEpPTHOCTBIO. Taxoke Haymdme aHTuTeNn K SLA/
LP conpoBozjaeTcA MOBBIIIEHNEM TTOATUIIA aHTUTET
ANA - anturen Ro52. Hannune sTux gByX aHTUTEN
y 6epeMeHHBIX XKeHIMH ¢ AVIT' accolumnpoBaHo ¢ BHY-
TPUYTPOOHOII CMEPTBIO I/IOfIA, BEPOATHEE BCETO B CBA3N
C pa3BUTMEM BHYTPUYTPOOHOI! IIPefCepHHOKENTYH0Y-
KOBOIT 6/10Ka/i0ft M BPOXK/EHHBIMY ITaToorusimMu [12].
HecMoTps Ha MHOXECTBO OPUTMHA/IbHBIX MCCTIE0Ba-
HUI yTBEP>K/IAI0LINX, 4TO IPUCYTCTBME aHTUTEN K SLA-
LP accouumpoBaHo ¢ 6071ee TSOKEIbIM IIPOTHO30M 3a00-
JIeBaHMA, IMEIOTCS UCCTIeOBaHNA He TIOATBEPKAaolIe

HepocTtatouHbiii oTBET

OTI'IpaBVITb nauneHTa
B CMeLl. renaTonornyecKuin
LEeHTP ANA NOCTaHOBKN
JinarHosa

maHHbIT QakT. B nccnegoBanun Zachou n coaBropos
B 2014 rony Ha 23 nanyeHTax He ObUIO IOATBEPXK/IEHO,
YTO Ha/IM4Me JAHHBIX AaHTUTE/ COIPOBOXKAAETCS Horee
TsDKeTIbIM IporHosoM [14]. HemaBHee nccnegoBanue
IAHHOTO aBTOpPa Ha 89 nmalyeHTax 0Ka3aJl, YTO JAHHbIE
MAIVEeHThbl MMEIOT TaKOJi >ke IPOTHO3, YTO U MAIVIeHThI
AWT 1 u 2 Tuna, HO OHMU JO/DKHBI ObITh HA UMMYHOCY-
IIPEeCCUBHOI TIO>KM3HEHHO B CBsI3MU C 60Jiee 4acTbIMU
peunpuBamu npu ee ormere [9]. C mpyroit cTopoHbl,
npoBeneHHbI MeTa-aHaau3 Chen u coaBropos B 2016
Ha 195 manuenTtax c mossieHnem SLA/LP mokasan
TpeXKpaTHOe MOBBIIIeHNE PUCKA CMEPTU OT OCTIOXKHe-
HMIT 3a607TeBaHNMs TT€Y€HN 110 CPABHEHMIO C ITALMEHTaMIU
¢ AUT ppyrux TUIOB, ¥ IByKPAaTHBIM IOBBIIIEHNEM
P¥ICKa pasBUTHA pelNANBa IOCTIe OTMEHBI IMMYHOCY-
IIpeccuBHOIN Tepanuu [15].

Pucynox 4.

Anroputm auarHoctuku AT
B COOTBETCTBMA C pEKOMEHA~
uusamu EASL 2015.

Figure 4.

Autoimmune hepatitis diagno-
sis according to EASL clinical
guidelines 2015.

Pucynox 5.

Anropurm tepanun AUT
COT/TACHO PEKOMEH ATV AM
EBpomeiickoit acconyanuu 1o
U3y4YeHNI0 6OIe3Heil edeHn
(EASL) 2015.

Figure 5.

Autoimmune hepatitis diagno-
sis according to EASL clinical
guidelines 2015.
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B cBA3U ¢ BbIIIIETIEpEYNC/IEHHBIM, HECMOTPS Ha yMe-
PEeHHYIO aKTMBHOCTD FellaTUTA ¥ PelUAuB 3ab60/IeBa-
Hus nocie ormeds! I'KC y maryeHTa, 6b110 IPUHATO
pellleHe HaYaTh IMMYHOCYIIPECCUBHYIO TEPATINIO Me-
TUITIPEHI30/I0HOM 1 a3aTVOTIPYTHOM B COOTBETCTBUM
¢ pexomenpanysamu EASL 2015 (puc. 5). JnutenbHOCTD
Tepalyy COCTaB/IAeT KaK MUHUMYM 3 TOZa M/IM XOTA
OBl 24 MecsLla C MOMEHTa HOPMa/Iu3alluy TpaHCaMMHa3
nlIg G.Y manmeHToB ¢ U3HAYaIbHO HEOJIATONIPUATHBIM
IIPOTHO30M HEOOXOAVMO BBIIIOJIHEHNE TIOBTOPHOI
Ouorcuy 1eveHy I pellleHNs BoIpoca 06 oTMeHe
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To article

Rare clinical case: Autoimmune hepatitis type 3 (p. 120-126)

InHamuka nabopaTopHbIx NokasaTenel gebot AUT
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Pucynox 1. Figure 1.
JluHaMuKa COCTOSHUSA Patient status
TalueHTa.
160 ,uI/IHaMVIKa na60paTopr|x NnoKa3saTtenen PMCyHOK 2.
140 140,3 JIMHaMUKa COCTOSHMS MALYIEeHTa B CTalllIOHApe.
120 Figure 2.
100 104,8 Patient’s condition in the hospital.
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Pucynox 3.

Pe3ynbTaThl TUCTOMOTMYECKOTO NCCTEIOBAHMA OMOTICHM TTedeHr anuenTa . (OKpamBaHme
TeMAaTOKCUJIMHOM U 303MHOM, XZOO) MHd)I/[)Ipra]_U/[H MOHOHYK/JIEAPHBIMI KJIETKaMM TKaHU II€YEHN
B IIEPUIIOPTA/IbHOI 30HE (CTYMeHYaThbIii HEeKPO3 MM MeKYTOUHBII TermaTuT).

Figure 3.

Histology characteristic of autoimmune hepatitis in patient Ch. (hematoxylin and eosin staining,
%200). The inflammatory cell infiltration of the mononuclear cells in the portal and periportal
areas(interface hepatitis).




