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OnucaHue

AyTOMMMYHHbIN renatuT (AU — xpoHuueckoe 3aboneBaHme neyveHu, xapakTepmsytoLleecs NoBbILLEHHbIMY
TpaHCaMMHa3aMu CbIBOPOTKM M UMMYHOrNOBYNMHOM G, UMPKYNUPYIOLWMMIM ayTOaHTUTENAMU N UHOUIbTpaLMeN
MMMYHHbIX KNETOK Ha MMCTONOrMn nedyeHn. Ero natoreHes B 3HaUMTENbHOM CTENEHN HEN3BECTEH, HO
npeanonaraeTcs ayToMMMYHHas peakLmnsa NpoTMB renatoumTos. bONbLWIMHCTBO NALMEHTOB HY>KAAIOTCH B
NOXN3HEHHOM MMMYHOCYNPECCUBHOM NeYeH 1M, UTODbI MPEeaoTBPaTUTb PA3BUTME KOHEUHOW CTaaMn 3ab0neBaHmna
neueHu. [locne MHOYKUMM PEMUCCHN KOPTUKOCTEPOUOAAMM, MOOOEPKMBAOLLAS Tepanunsa C a3aTUOMPUHOM MOXKET
6bITb 3dPekTrBHa Y naumeHTos ¢ Tunom 1AV HO ang 60MbLINMHCTBA NALMEHTOB CO 2 TUMOM 1 NALMEHTOB C
aYTOMMMYHHbIM CKepo3upyoLLmMm xonaHrnToM (ACX) TpebyeTcs gonrocpouHas KOMOUHUPOBaHHAA Tepanng
a3aTMOMpPKWHA U Manon 003bl CTEPOMAOB. [1aumeHTbl, He pearnpytouime nnu HeTepnyMble K CTaHOApPTHOMY
NIeYEHMIO, HY>XKOAOTCA B NEYEHUN MMMYHOCYNpPeCcCaHTaMmn BTOPOTro 1Unu TpeTbero paga. Llenb neuerng —
HOpManmn3aumsa TpaHcamMmuHas 1 UMMyHornobynunHa G B TeueHune 6-12 mecaues.

[eHeTHuKa

[eHeTMUEeCKMe BapmaLMy MMEOT 3HaUYeHMe ONa Pa3BUTUA M NOAOEPXKAHNA aYyTOMMMYHHOM peakumm npu ANT.
MHO»eCTBO reHOB MOTYT B3aMMOOENCTBOBATb [J1s1 ONpPefeneHns Kak pucka 3abonesaHns, Tak 1 GeHoTmnna.
AnnenbHble BapmnaHTbl reHoTuna DRBT B nokyce HLA ceazaHbl ¢ BocnpummumsocTbio K AV (HLA-DR3 1 -DR4 B
Espone 1 CeepHoit AMepuke). Takxke bblnu BbIgBNEHbI acCoUMaLmnm C OQHOHYKNEOTUAHbIMMK NonMMopdr3Mamu
BHYTPW FEHOB, He aBnsatomxcs HLA, HO nx akTyanbHOCTb MeHee ACHa.

KnuHuueckas npeseHTauus

MauneHTbl ¢ AT MoryT 6bITb 6ECCUMNTOMHbBIMU U MPUCYTCTBOBATb C LUMPOKNM CMEKTPOM CUMMTOMOB. TaknM
obpa3som, y bonee uem 20 % naumeHToB ysenuuerue AJ1T, obHapy>KeHHOe CryYaHO, MPUBOAUT K ANArHOCTUKE,
Torga kak 4o 50 % mauMeHTOoB - CKeNTyxou 1 Hegyrom u elle 25 % nmetoT umMppo3 Npu guarHocTrke. BepoaTHo,
5-10 % cnyyaeB NpuUCYTCTBYET C OCTPbIM TsxenbiM AV, uTO NpMBOANT K OCTPOM NEYEHOYHOM HEQOCTATOUYHOCTU U
MOYKET NOTpeboBaTh TPAHCMNAHTALMUN NEeYEHU.

®PakTOpbl pUCKa

YKeHckuii non, gpyrue ayToMMMyHHble 3ab0neBaHnd y naumMeHTa UnmM POACTBEHHMKOB 1 reHoTunbl HLA-DRBT

- dakTopbl prcka anga AT, Sxkonornyeckre GakTopbl He Bbinn NocnegoBaTenbHO cBaA3aHbl ¢ AVT, ogHako
pasfnyHble renaToTPOMHbIe BUPYCHbIe MHGEKUMM 1 NekapcTBa Obiny NpeanoXeHbl Kak MOTEeHMaNbHble
Tpurrepbl AT, HeacHo, BaxkHbI N 3HAOrEHHbIE GaKTOPb! (FOPMOHabHbIN CTAaTyC, bePEMEHHOCTb UMK AUCHNO3
KULLEYHMKA).

CuMnTOMDI

Hanbonee yacTbiMM CUMMTOMbI - TOLWHOTA, AMCKOMPOPT B BEPXHEN OBNACTM XXMBOTa, YCTaNOCTb, KENTyXa U
apTpanrun. B cnyuaax c bonee KoBapHbIM TeYEHUEM, YCTaNOCTb MOXKET ObITb €AMHCTBEHHbBIM CUMATOMOM. Y
MNaLMEHTOB C Y>Ke PasBUTbIM LMPPO30OM MEeYEHM, COCYANCTbIE 3BE3MOUKM, aCLUMT MUNW BAPUKO3HOE KPOBOTEUEHME
MOTYT ObITb MEPBbLIMU CUMATOMAMM.
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OnarHocTuka

[MoBbiLLEeHWE TPaHCaMMHA3 U UMMYHOrNobynnHa G n obHapykeHue aytoaHTuTen (aHTruagepHble antutena, ANA,
aHTUTENa K aHTUTeHy rMapKmMx MbllwL, anti-SMA, aHTUTeNa K paCTBOPMMbIM aHTUIEHaM neYeHun/MoaXKenygoYHoO N
»enesbl, anti-SLA/LP, a y geTei 1 Mnagunx naumeHTOB TakKe MUKPOCOMalbHble aHTUTeNa NpOTHB aHTUIEHOB
noukm/nedvenn tnna 1, anti-LKM-1u aHTuTENa K ULMTONNA3MaTUUYECKOMY aHTUreHy nedeny, anti-LC1) ykasbiBatoT
Ha Hannune AT, Y neter noporosble nonoxmnTenbHble 3HaueHns ANA, anti-SMA n anti-LKM-1 knnHunuecku
3HaUMMbI NpK Honee HM3KOM pa3BedeHun, YeM Y B3pOCbIxX. Bruoncua nedeHn oomkHa ObiTb NpOBeAeHa Ans
auarHocTukn AT, NOCKONbKY HEKOTOPbIE MMCTONOTMYECKNE N3MEHEHMS XapaKTePHbI, XOTS 1 He cneunduuHbl ond
AT, TUMUYHOM TMCTONOTrMYECKON OCOBEHHOCTBIO ABNAETCA Hannume nHTepdemncHoro renatTa U NopPTanbHOro
BOCManeHmsa C NpenMyLLECTBEHHO NNa3MeHHbIMK KneTkaMn 1 numeoumTamu. OCTPbIN BUPYCHbIN renaTuT,
nekapcTBeHHOE noBpexaeHue nedern, anbda-1-aHTUTPUNCUHOBDBIN AePUUMT 1 Bone3Hb YMNCOHa SBNSIOTCA
BaXKHbIMUK AnddepeHumanbHbIMU AMarHo3ammy ana ocTporo TederHns AV n gonxkHbl ObITb MCKtoUeHbl. Kaxabii
pebeHok ¢ ararHo3oM AT gofmKkeH NPpoONTH MarHMTHO-Pe30HaHCHYO XonaHronaxkpeatorpaduio (MPXIT) B
OMarHOCTMYEeCKOM paboTe ang CKPUHUHIA Ha CKIePO3MPYHOLLIMIA XONAHIUT.

Diagnosis of Autoimmune Hepatitis (AIH)

Autoantibodies

IgG / Gammaglobulins
Liver biopsy

Exclusion of other liver disease

Response to treatment

KoHTponb 3aboneBaHus

YTobbI BbI3BaTH pemuccutio AVT, Heobxoamm NpeaHn30oH. B Taxenbix crnyyaax neueHue He QOmKHO

XKOaTb pe3ynbTaToB broncum. B cnyyae HagexXHOM KMMHUYECKOW U BUOXMMUYECKOWN peaKkLmm Ha neveHune
cTepounaamu, [obaBrAeTCa NOAAEPXKaHNE PEMUCCUM a3aTUOMNPUHOM 1 [03bl CTEPONAOB YMEHbLLATCS. YTOObI
n3bexaTb CTePOUAHbBIX MODOUHbBIX 3bbEKTOB, bByIeCOHU MOXET ObITb anbTePHATUBOW NPEeAHW30NOHY A
HeumppoTUyeckmx naumeHTos. CyllecTsyeT bonblie onbiTa C OyAeCOHMAOM y B3POCHIbIX, YEM Y MeamaTpuuecKmx
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naumeHTos c AVT. B uenom ana 60nblIMHCTBA NaUMEHTOB HeobxoanMa NoXKM3HEHHAA UMMYHOCYNpeccus.
D70 noppasyMeBaeT TUlaTeNbHbI MOHUTOPUHI NaUMEHTOB ANd BbiABNEHMS HEGNAronpUATHbIX CODbITUI 13-
33 UMMYHOCYMPECCUBHOIO NedeH s, Taknx Kak NpobnemMbl C POCTOM, OXXUPEHME, OCTEOMEHMA/OCTEONOPO3,
Oenpeccus, pak KoXu HeMenaHOMHbIN, KaTapaKTa/rmaykoMa, TOKCMYEeCKoe MoparkeHne KOCTHOIO MO3ra,
MHOEKUMM 1 Opyrue.

MeHbLMHCTBO NALMEHTOB MOTMYT UCMbITbIBATb XPOHWUECKME aCcCoUMMPOBaHHble ¢ AV apTpanriimi unm ycTanocTb,
HO BOMbLIMHCTBO NALMEHTOB C XOPOLINM feyeHreM 6eCCMMNTOMHbIE U MMEIOT OTNIMUHbBIN NPOrHO3, KOrAa OHM
HaxoOATCA B OUOXMMUMUECKOWN U TUCTONOTMYECKON peMnccumn. MaumeHTsl ¢ UMPPO30OM A0MKHbI KOHTPOMIMPOBATHLCS
Ha Hanuume OCNOXXHEHMI, CBA3AHHbIX C LLMPPO30M, OJHAKO Y HEKOTOPbIX MaLMeHTOB HabnoaaeTcs 0bpaTMMOCTb
drnbpo3a neveHu. MNaumeHTbl C AeKOMNEHCUMPOBAHHbIM LMPPO30OM AOMKHbI OLIEHMBATbCS Ha NpeaMeT
TpaHCNAAHTALUM MEYEHMN.

[MaumeHTaMm, He pearvpyoLLMM Ha CTaHAAPTHOE NeyeHne B QOCTaTOYHOW CTEMEHM UMW HE TEPMUMbBIM K HEMY,
cnemyeT npefnaratb Tepanuio BTOPOW AW TPETbEN NUHWK B CNELMANM3NPOBAHHbIX LeHTPax. B 3aBncnmMocTn ot
npegnouTeEHN MECTHOTO LIEeHTPa, MPUMEHAEMbIMY NpenapaTaMm ABNATCS MePKanToONypuH, MUKoheHonaTa
MODETUN, TaKPONMMYC, MHONMKCUMAab, pUTYKCMMab, LMKNOCMOPUH, HrMbuTopsl mMTOR 1 gpyrue.

BakLMHbI 0OMKHbI NpeanaraTbCa NauMeHTam B COOTBETCTBUM C HaLMOHaNbHbIMKU NPOrpaMMamMim BakLMHaLMUM,
TeM He MeHee, NporpaMMa MOXeT ObITb CKOPPEKTUPOBAHA, MOCKOMbKY OTBET MOXET ObITb 4OCTAaTOUHbIM,
ecnu NpuMBMBKM MPOBOAATCS BO BpeEMs NoAaep)KmMBatoLLen Tepanmn. PekoMeHaOyeTcs MMMYHU3aLUMs NPOTYB
BMPYCHOrO renatmta A n exxerogHasa BakLMHaLUMa NpOTMB rpunna. Ecnu BakuyHauma NnpoTmue renatmuta B He
BXOOMT B HALMOHAMbHYIO MPOrpaMmMy BakLMHALIMK, STO TakxKe AOMKHO ObITb MpeanoXeHo nauneHTam. MoxeT
noTpeboBaTbCA NPOBEPUTb PeaKLIMIO aHTUTEN. B L1IenoMm, BakLMHALMIO C XKMBbIMM OCNabneHHbIMU BaKLHaMM
cnepyeT nsberaTb NaumeHTaM, HaxXOAALLUMXCS MO MMMYHOCYMPECCUBHbIM NeUeHMeM.

Ocno)xHeHus

[MauMeHTbl, KOTOPble HE pearnpytoT agekBaTHO Ha TIeYeHMe, MOABEPratoTCs PUCKY MPOrpPeccMpOBaHNS K
LUMppo3y. Y UMppOTUYECKMX MALMEHTOB OOMKEH MPOBOAMTLCSA CTAaHOAPTHbBIN CKPUHUHT Ha renaToLEenToNapHYIO
KapunHoMmy. [TobouHble 3¢pdeKTbl, CBA3aHHbIE C MUMMYHOCYNPECCUBHbIM NTeYeHUEM, AOMKHbI PEMYSPHO
NpoOBEepPATHCS.

AyTOMMMYHHbIN FrenaTuT y aeTen nu NogpoCTKOB

AT MOXeT BO3HMKATb B M0OOM BO3PACTHOW rpynne, aaxke B MnageHuyecTse. [lnarHo3 MoxkeT ObiTb CIOXKHOMN
3apaven:

« TeueHure AVT yacTo bonee arpeccUBHO, YEM Y B3POCTbIX

* [TpumepHo y ogHoro 13 natn geten AV conpoBOXAatOT ayTOMMMYHHbIE 3ab0neBaHua, Takme Kak

BOCMNanuTensHoe 3abonesaHue kuwedHrka (B3K), uennakma, 3abonesaHns LUTOBUAHON Xenesbl Uin
peBMaTnUeckne 3abonesaHma

« CuHgpoM nepekpblTua mexay AVT 1 ckneposmpyowmm xonaHrntom (1 B3K) ualle BcTpedaeTca y petem, uem y
B3pOCHbIX. Kaxabii pebeHok ¢ anarHozom AT gomkeH nporiti MPXTT B gMarHOCTUYECKMX MCCneaoBaHmax
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* [InarHoCcTMUyeckmne ayToaHTUTENHbIE TUTPbI YaCTO HIKE, YeM TpebyeMmble TUTPbI AN anarHocTukm ATy
B3POCHbIX, M MO3TOMY KPUTEPUN ANATHOCTUKM PA3NNUYAIOTCA MeXOy B3POCAbIMU U OeTbMM

« AyToaHTuTena, kpome SMA, vaule BcTpeyatoTca y getent 1 nogpocTkos (anti-LCT 1 LKM-1), Tak Ha3biBaeMbIM
AWNT Tnna 2

« buoncna neyeHn yacTo nMeeT Bonee CMELLAHHYIO TMCTONOTMYECKYO KapTUHY

JleueHve peten n nogpocTtkoB ¢ AV otnnuaeTtcs:
« PebeHOK pacTeT, 3TO HEODOXOOAMMO YUNTbIBATL MPU pa3paboTke CTpaTerum neyeHmns
* [obouHble 3pdeKkTbl MOryT OTNMYATLCA MO CPABHEHMIO CO B3POCIbIMMU

* ECTb 3HauMTENbHbIE LWAHCHI HA PELMaNB, OCOBEHHO B MOAPOCTKOBOM BO3PACTE, M 3TO UAaCTO CBA3AHO C
HecobnogeHneM pekoMeHaaLUni

Y NOApOCTKOB HECObMOAEHWE PpEKOMEHOALIMN MOXKET DbITb DOMbLLIOW NPObnemMoi, TpebytoLLel
MHOMOAMCLIMMNAMHAPHOIO MOAXOAa Bpayel, napamMeamKoB U NCUXONOroB, 3HaKOMbIX C YXOOOM 33 MOAPOCTKaMM
M MONOMObIMU B3POCbIMU. [lepexodHble NporpaMMbl, BKMOUaloLme obyyeHme 0eTen/nogpoCTKOB, JOMKHbI
HayaTbCsA KaK MOXXHO CKOpee, C TeM YTObbl MOMOYb MM afanTMPOBaTbCH K YXOOy 3@ B3POC/IbIMM, @ TakxKe B3ATb
Ha cebs OTBETCTBEHHOCTbL 338 CBOE CODCTBEHHOE 3ab0NeBaHMNe 1 CBECTU K MUHMMYMY PUCK peumansea n3-3a
HecobnoaeHMa peKoMeHaaLmin.

Mpu NnpoBeaeHuM OMarHOCTUYECKNX UCCNeaoBaHuii y AeTen 1 NOAPOCTKOB HEOBXOAMMO YUMTbIBaTb OCODbIE
YyCNOBMS, TaKMe Kak:

« Broncua neyenu HyxxgaeTcs B 0OLLEN aHecTe3nm/cegaLmm

* MPXTII Hy>xgaeTca B aHecTe3unn/cegaummy y ManeHbknx OeTeun, Kak npasmno, oo 6-/ net.

[1nqa 3aBepLUeHa OCHOBHOWM MpOrpaMMbl BaKLMHALUMM U BbIHECEHMS PEKOMEHAALMM MO UMMYHM3aLUMK OeTen 1
NOAPOCTKOB B paMKax MMMYHOCYNPECCUBHOW Tepanuu TpebytoTca cneLmanbHble peKkoMeHaaLmm.

[MoaToMmy yxof 3a getTbmu 1 nogpocTtkamm ¢ AV gomkeH KoopanMHNMPOBATLCH OETCKMM renaTtonorom nnm AeTCKnm
racTpO3HTEPONOroM, MPOLWEALLMM MOArOTOBKY B 06NacT1 NeamaTprmyeckom renaTtonormm.

CPMS

Ecnn Bbl xoTnTe 0bcyamTtb naumnenTa AVT ¢ akcnepTtamu n3 ERN, Bbl MOxxeTe 3arpy3uTb cniydan B CPMS:
https:/cpms.ern-net.eu/login/.

CPMS nmeeT BaxkHOe 3HaueHue ang B3auMoaencTBma MeaNUMHCKUX PaDOTHNKOB 1 3KCNEPTOB MO

BOMPOCaM MPUHATUS KINTMHUYECKUX peLleHni 1 npegocTaenaeTca Esponenckim cotozom Bcem ERN. CPMS
noaaep>KMBaeT MHTEPAKTMBHbIE MHOTOANCUMMINHAPHbIE COBELlaHNa (OHNanH) Ana 0OCYy>KAeHUs NaLMeHTOB C
OMArHOCTUYECKMMM MW TEPANEBTUYECKMMU AUNIEMMAMM, HY>KAAIOLMMINCS B SKCNEPTHOM KOHCynbTaumn. CPMS
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NpenocTaBnseT BO3MOXHOCTb 3arpy»aTb M OOMEHUBATLCS KIMHUYECKUMM AaHHbIMU NALUMEHTOB 1 CHUMKaMMU,
TaKMMK KaK ructonormuyeckme cnangbl nnm MPT-n3obpaxkeHns. BaxkHo OTMETUTb, UTO 3TO MOMTHOCTbLIO
COOTBETCTBYET EBPOMNENCKOMY 3aKOHOAATENbCTBY O 3alnTe AaHHbix. Obs3aTeNnbHO HYXKHO MPONHOGOPMUPOBATL
naumeHtToB o CPMS n nonyunTb Mx 0OOCHOBAHHOE MMCbMEHHOE Corfacue 4o TOro, Kak Mx AaHHble byayT BBEOEHb
B cnctemy (cM. 3aasneHune o koHduaeHumanbHoct CPMS, onybnukosaHHoe EBponenckon kommnccmnen 14
nexkabpa 2017 roga). Dopma cornacms gocTynHa Ha scex a3bikax EC 8 CPMS.
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