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OnpepeneHue

* AyTouMMYyHHbIU renatut (AWUI) — xpoHn4deckoe
3aboneBaHue ne4yeHn HEN3BECTHON STUOMONK,
XapakTtepusyruleecs nepunopranbHbIM UNu
boree obLLUMPHBIM BOCMaNeHNeEM U
npoTeKalLliee co 3Ha4YUTENLHOU

runeprammarnobynHeMmeit 1 nosiBneHu
epraMmarnobyiMHeM1en 1 nosene eel;ig_

CbIBOPOTKE LUMPOKOro CreKkTpa ayToaHTuUT
‘o o

Poccurckas ractpoaHTeposiornyeckas accoumauns. KnmHndeckme pekomeHgaumm no AnarHoCTuke U fiedeHnto ayToOUMMYHHOIO
renatuta, Mocksa, 2013




AnNnagemMmnonorus

* PacnpoctpaHeHHocTb AUT 18-24 cny4yaes
Ha 100 000 B EBpone

* HeckornbKo Yyalle 3aboneBatoT XeHLUHbI
« Obowas 3aboneBaemoctb AVl pactet

Grgnbaek L, Vilstrup H, Jepsen P. Autoimmune hepatitis in Denmark: incidence, prevalence, prognosis, and causes of death. A nationwide
registry-based cohort study. J Hepatol. 2014 Mar;60(3):612-7

Van Gerven et al. Epidemiology and clinical characteristics of autoimmune hepatitis in the Netherlands. Scandinavian Journal of
Gastroenterology, 2014 49(10), 1245-1254.



ITnonorna n natoreHes (1)

e« O1nonorua Al HensBecTHa

[lpepgnonaraetca BNUAHUE reHeTu4ecKou
npenpacnorioXXeHHOCTU U PaKkTopOoB
OKpYy>katoLLen cpeabl

Hanbonbliada cBA3b 0OOHapy»keHa ¢ reHamu HLA

* /ImeloTcAa gaHHble, YTO NPOBOLMPOBATL
passutne AVl moxet nHdpekumna BITl, HCV, HEV,

HEKOTOPbIE JIEKAPCTBEHHDbIE MNperaparhbl

Manns, M. P, Lohse, A. W., & Vergani, D. Autoimmune hepatitis — Update 2015. 2015. Journal of Hepatology, 62(1), S100-S111.



ITnornormga n natoreHes (2)
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Manns, M. P, Lohse, A. W., & Vergani, D. Autoimmune hepatitis — Update 2015. 2015. Journal of Hepatology, 62(1), S100-S111.



Knaccupukauus

* [1pn AUI" 1-ro Tuna BctpedaroTca ANA n SMA nnu
oba Bnaa aytoaHTUTEnN

* AUI 2-ro Tna xapaktepusyertca
NONOXUTENBbHLIMW aHTU-LKM-1 n/unun adtu-LC1
n/Unn adTu-LC3 aytoaHTUTENAMU

* AHTKN-SLA aHTUTENa MOryT BCTpevaTbca Npu 1-M U
2-M Tunax AUl

Poccuinckas ractpoaHTeponormdeckas accoumaums. KnmHnyeckne pekomeHgaumm no AMarHoCTUKe 1 NIeYEeHno ayTOUMMYHHOIO
renatuta, Mocksa, 2013



KnnHunyeckaqa KapTuHa
BapunaHTbl TE4EHUA

» CKpbITOE TEYEHME (Hanbonee 4YacTto)

— HeT BHbIX CUMNTOMOB

— Kanobbl Ha obLee HegomoraHue, cnabocTb, HowLWMe 6onu B
npaBoM nogpebepbe, NOTEPIO anneTuTa U Macchl Tena, ...

« OcTpoe Ha4yano
— OboCTpeHME XPOHNUYECKOTO TEHYEHUSA NNK

— VICTMHHO OCTpO€E TEYEHUE (pesyniTaTh
cneuynalribHbIX METOO0B 06CJ'I€JJ,OBaHVIFI MOTyT ObITb
oTpuuaTenbHbl)

 beccumntomHoe TeveHue (B 34-45%
cly4yaes)

Y TpeTu naumneHToB npu nepBomMm obcnegoBaHum
BbISIBASETCSA LIMPPO3 NEYEHM

EASL clinical practice guidelines: Autoimmune hepatitis. ] Hepatol 2015;63:971-1004



OuarHoctuka D

 )Kanobbl Ha boneBon CMHOPOM, apTpanrnm
MESIKMX CYyCTaBOB, aCTEHUIO, remopparunm,
KOXHbIW 3y — NPWY OCTPOM Havane

* [1pn onpoce HeOOXOAMMO pacCrnpoCUTb
naumeHTa o Kornm4yecTBe NoTpedbrnaemMmoro
arikoronsi U npuMeHsieMbIX rnpenaparax.



[unarHoctuka @

* [1pn ocMoTpe MOryT ObITb BbIABIEHbLI MPU3HaKK
rmneponnmMpyonHeMun (MLKTEPUYHOCTL), XONEMNN
(3yd), ne4eHOYHO-KNETOYHOU HEQOCTATOYHOCTM
(aputema, naykoobpasHbl€ aHIMOMbI),
rnopTanbHOMN MTMNEPTEH3UU (acLnT, «caput
medusae)

* MoXeT onpeaenarbcsd pacluimpeHne nevyeHoYHoU
TYNOCTW, CrifieHoMeranus.

 [Manbnauunsa nogpebepuin bonesHeHHa



OunarHocTtuka 3

* B buoxmmmnyeckom aHanmnse Kposu —
noBblLLeHNE PEPMEHTOB NEYEHN,
ounnpybuHa

* [MneprammarnodynuHemus (11gG)

* Onpepenstorcsa aHTuTena (ANA, SMA,
aHTU-LKM-1, aHTn-LC-1, aHTu-LC-3,
aHTU-SLA/LP)

« PekomeHgoBaHO npoBeaeHmne druorncum
neyeHu




YNpoLleHHble ANarHOCTUYECKNE
Kputepum
Mokazatene  |3wawewwe  |Bannel

1.AyToaHTUTENA ANA vnn SMA nnn LKM > 1:40 1
ANA nnn SMA vnm LKM > 1:80 2
SLA/LP NoONouTtenbHbI
2.1gG (Mnn y-rnoBynuHbl) BepxHss rpaHuua HopMbl
B 1.1 pas BbilLe HOPMbI
3.'mctonornyeckas kaptmHa BepoaTtHein AT
TunnyHein AU
ATtunnynbin AU

4.Mapkepbl BUPYCHbIX Het

renatnToB EcThb

OnpepeneHHbIN ayTOMMMYHHbIU renaTtuT (AUDN): 27; Bo3amoxHbI AUT: 26.

Hennes EM, Zeniya M, Czaja AJ, et al. International Autoimmune Hepatitis Group. Simplified criteria for the diagnosis of autoimmune hepatitis.
Hepatology 2008;48:169—-76.




Kputepuun IAIHG (1999)

OnpepeneHHbin AUl

HopMmanbHbIM YPOBEHbL B KPOBU
a-1 aHTUTPUNCUHA

BoamMoxHbin AUl

CHWxXeH YPOBEHb -1 aHTUTPUNCUHA

HopmanbHbIii ypoBeHb LiepynonnasmuHa

NameHeHus uepynonnasmmnHa/meaun 6e3 auarHosa

Hopwma xxenesa u depputmnHa

N3ameHeHus xxenesa n/vnum depputnHa 6es
anarHosa

HeT nudpekunm renatmuta A/B/C

HeTt akTnBHOro renatuta A/B/C

Ankoronb <25 r/aeHb

Ankoronb <50 r/aeHb

He NPUHUMarinCb renatoToKCU4HbIE Npenaparbl

He NMPUHUMAaIIMCb rernatoToKCUYHbIE rnperapartbl

[NoBbieHne AST/ALT

[NoBbieHne AST/ALT

Y-FJ'IO6yJ'II/IHbI nnun IgG >1.5 oT HOpMbI

JTroboe nosbiweHMe y-rnobynnHos

ANA, SMA anti-LKM1 >1:80 y B3pocribix 1 >1:20
y neten

ANA, SMA, anti-LKM1 >1:40 y B3pOCIIbIX

AMA oTpuuaTesnbHbI

Opyrve aytoaHTuTeNa

['mctonorus
lNepunopTanbHbIN renatnt
HeT nopaxeHus XXen4yHblX NPOTOKOB, YETKO
ornpenensemMblx rpaHynem nnn gpyrmux
N3MEeHeHUN, npegnonaratLwmux gpyroe
3aboneBaHue

l'Mctonorus
[NepunopTanbHbIK renatuT
HeT nopaxeHus XXen4yHblX NPOTOKOB, YETKO
onpenensemMblx rpaHyniemM nnum gpyrmux
N3MEeHEeHUN, npegnonaratoLwmux gpyroe
3abonesaHue

1999. Journal of Hepatology, 31(5), 929-938.




LnddepeHumanbHbi ANarHo3a

Opyrue ayTouMMyHHbIe 3aboneBaHus:
[lepBUYHbIN BUNUAPHBLIA LUPPO3
[TepBUYHbLIW CKNEPO3NPYHOLLNNA XONaHIUT
lgG4-acCoLNMPOBAHHbLIN XONaHIUT

XpOHM‘IeCKVIe BUPYCHbLIE renatTuThbl

AOpyrue coctoaHusA
XosnaHruonatunsa npu BUY-nHgekumm
AnkoronbHasa 60nes3Hb neyeHn
Tokcuyeckne 1 nekapCTBEHHbIE NOBPEXAEHNSA NEYEHN
[paHynemMatosHbIn renaTtuT
[emoxpomaTtos
HACI
Oednunt al-aHTUTpUncuHa
BonesHb BunscoHa-KoHoBanosa
(@ (=]

Llennakus

EASL clinical practice guidelines: Autoimmune hepatitis. ] Hepatol 2015;63:971-1004



[ ToMHUM Npo pakK

* Puck passutua [ LUK npu unppoase,
pasBuBLLeMcA B pesynbrate AU,
OOCTOBEPHO BblILLE, YeM NpU LMpPPO3e B
pes3ynsraTte Apyrux NpUYmnH (XpoHmnyeckme
BUPYCHbIE renaTtuThbl, anKkoronbHbIN
renaTtuT, reMmoxpomartoa3)

* [loaTOoMy ocoboe BHUMaHUE crieayet
yaensaTtb CKpUHUHTY Ha [ LUK B gaHHOW
roynne naunMeHToB

Teufel A, Weinmann A, Centner C, Piendl A, Lohse AW, Galle PR, et al. Hepatocellular carcinoma in patients with autoimmune hepatitis.
World J Gastroenterol 2009;15:578-582



JleueHne
[lokazaHuns

* BaxHo BOBpEMA NOCTaBUTb AANAlrHO3 U HAa4aTb J1Ie4eHUNeE,
NOTOMY 4YTO CMEPTHOCTDb MNMPU OTCYTCTBUU J1IEHEHUNA
BbICOKas.

« JlabopaTtopHble U TMCTONMOrMYECKNE NPU3HAKN aKTUBHOIO
npouecca B AebroTe crnyxaTt abCcontoTHLIM NOKa3aHNEM
Ons nedeHua rrnokokoptukoctepougamu (I'KC).

« CucremHble nposeneHusa AUl Takke aBnsatoTcs
abCONTHBLIM NOKa3aHUEM K JIe4EeHUI0, BHE 3aBUCMMOCTH
OT ApYyrux nokasarteneun (YposeHb A).

Poccurckas ractpoaHTeposiornyeckas accoumauns. KnmHndeckme pekomeHgaumm no AnarHoCTuke U fiedeHnto ayToOUMMYHHOIO
renatuta, Mocksa, 2013



JleveHune
[lpoTMBONOKa3aHUA

* MIMMyHOCynpeccuBHaga Tepanusa apdeKkTMBHA TOSNbKO Y
BOSbHbLIX C KNUHUYECKMMU, NTabopaTOPHLIMU UNK
rMCTOSTIOMNMYECKUMM NPU3HAKaMN akTUBHOIO BOCNasieHUs B
neyeHu. Y nauneHTOB C HEAKTUBHbLIM LIUPPO30OM 3PAEKT
OT Tepanun cCoOMHuUTENEH (YposeHb C).

Poccurckas ractpoaHTeposiornyeckas accoumauns. KnmHndeckme pekomeHgaumm no AnarHoCTuke U fiedeHnto ayToOUMMYHHOIO
renatuta, Mocksa, 2013



Llenb neyeHuns

» [locTn4yb CTOUKOW peMmccun 3aboneBaHns

* [MpepoTBpaTUTL PELUAVBI

EASL clinical practice guidelines: Autoimmune hepatitis. ] Hepatol 2015;63:971-1004



CxeMmbl neyeHund

[Mpenapartamu BblOOpa cnykaTt NPeAHN30r0oH Unn
METUNNPEaHN30NOH

C uenbto noBbileHNA 9 PEKTUBHOCTH
MMMYHOCYMNPECCUN U YMEHBLUEHUA 003bl 400aBNSETCS
asaTUonpuH

10-NETHASA Bbliiftnttikas gocTaBndeTr 90%
(YpoBeHb B)

EASL clinical practice guidelines: Autoimmune hepatitis. J Hepatol 2015;63:971-1004



Pe3ynbrathl ne4yeHns

 PeMuccus (uepes 2 roga - 65-75% 60rbHbIX)
o CTabununsauns (HenonHas pemuccus)

* PeunguB (y 50% yepes 6 Mec nocre npekpaLLeHus
Tepanuun)

e Pe3ncteHTHOCTb 10%

Poccuiickas racTpoaHTeponornyeckasa accouunanmst. KnmHnyeckme pekomeHaaLmm no AMarHocTmke 1 neyeHnto
ayToummyHHoro renatuta, Mockea, 2013



TpaHcnnaHTaumMa nevyeHn

* [1pn pesncteHTHOM bopme 3aborieBaHus
MOXET ObITb PaCCMOTPEH BOMPOC O
TpaHcnaHTaumm nevyeHu

« OoHaKko cnegyeT NOMHUTL O BO3MOXXHOCTH
peunansa 3aboneBaHns

Kerkar, N., & Yanni, G. (2016). “De novo” and “recurrent” autoimmune hepatitis after liver transplantation: A comprehensive
review. Journal of Autoimmunity, 66, 17-24.



10.

INutepatypa

Poccuinckas raCTposHTEpPONnorn4eckad accoumnauuns. KnuHuyeckue pekomeHaauunum no
ANarHoCTuke n nev4eHn ayTomMMyHHOIO rernatumTa, MockBa, 2013

Gronbeek L, Vilstrup H, Jepsen P. Autoimmune hepatitis in Denmark: incidence, prevalence,
prognosis, and causes of death. A nationwide registry-based cohort study. J Hepatol. 2014
Mar;60(3):612-7

Van Gerven et al. Epidemiology and clinical characteristics of autoimmune hepatitis in the
Netherlands. Scandinavian Journal of Gastroenterology, 2014 49(10), 1245-1254.

Manns, M. P., Lohse, A. W., & Vergani, D. Autoimmune hepatitis — Update 2015. 2015. Journal of
Hepatology, 62(1), S100-S111.
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Hennes EM, Zeniya M, Czaja AJ, et al. International Autoimmune Hepatitis Group. Simplified
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Alvarez, F., Berg, P. A., Bianchi, et al. International Autoimmune Hepatitis Group Report: review
of criteria for diagnosis of autoimmune hepatitis. 1999. Journal of Hepatology, 31(5), 929-938.

Teufel A, Weinmann A, Centner C, Piendl A, Lohse AW, Galle PR, et al. Hepatocellular carcinoma
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Cnacnbo 3a BHumMmaHue!



