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KaTteropmm ayTOMMMYHHbIX
3a60/1eBaHUM MeYeHU

e AYyTOUMMYHHBIN T'elIaTUT
- [IepBuuHble OMIMapHbIe 3a00JIEBaHUS IIeUeH!
» Overlap-cunzapom
e
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—~

N
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NcTopumAa

« AyTOMMMYHHBIU T'elaTUT BIEPBbIe ObLJI OIIMCAH B 1951
ro/ly B KaUueCTBe XPOHUUYECKOT'O relaTuTa y MOJIOAbIX
»KEHIIUH, COIIPOBOXK/IAIOIETOC KEITYXOMH,
rureprammaraoOyJImHeMuer 1 aMeHopeeH.

* B 1956 roay BoiABIIeHA CBA3b Mexay AWUIT 1 Hamnumem
aHTUHYKJIeapHbIX aHTUTEN (AHA) B KpOBH, B CBA3U C UEM
3abosieBaHUE MTOJYYNIIO Ha3BaHue « BoTuaHOYHOrO
rermaTUuTa».

« B mepuoa mexxay 1960 1 1980 IT. B pAJZie KINHUYECKUX
HCccJIe/IOBaHMAX Obljla lIoka3daHa 3P PeKTUBHOCTD
MoHoTepanuu AU’ crepouiHbIMU IIperapaTtaMu, a
TaK>Ke BbIsIBJIEHA CBA3D C ajtesiaMu HLA.



OnpeaeneHue

AyTOMMMYHHBIU T€IIaTUT — 3TO XPOHUUYECKOE
BOCIIAJIUTEIbHOE 3a00I€BaHME IIEUEHU, KOTOPOE
XapaKTepPU3yeTCs

- TUIIperaMmMarjao0yinHeMuen(1ake B OTCYTCTBUE

Uppo3a),
- HAJIMYMEM IIUPKYJIUPYIOIINX ayTOAHTUTE,

- CBAABBIO C JIEUKOIIUTAPHBIMU aHTUTE€HAMU
yesjoBeka (HLA) DR3 u DR4,

- IIEpUIIOPTAJIbHBIM I'elIaTUTOM IIPU
T'ICTOJIOTHUYECKOM HMCCIeJOBAHUH,

- OJ1aronpUATHBIM OTBETOM Ha
NMMYHOCYIIPECCHUIO.



DTUOZIOMUA U INUAEMUOIOTUA

Tabn.1. Bo3MOXHble 3TMONOrn4yeckme GakTopbl ayTOMMMYHHOMO renaTtuTa.

e Bupychl renatuta A, B, C, D e J/lekapCTBEHHbIE NpenaparTbl:
e Bupyc npocTtoro repneca OkcneHn3aTnH
(trn 1) a-MeTmngona
* Bupyc SnwrenHa-bappa HuTpodypaHTONH
e Brpyc BeTpsiHOM OCMbl MUHOLWKNNH
e /IHTepdepoHoTepanms KeTOkOHa3on
(npu renatute B 1 C) [yknodeHak
* bakTepuu [aHTponeH
e CanlbMOHeNNe3HbIV aHTUTeH KnoMeTaLmH
o [IpoxxkeBble rpnbku MponMATIOYpaLMS
® TOKCUH! TykpUHadeH

N3oHWa3ng v gp.




« PactipocTpaHeHHOCTH
15-25 cjIy4yaeB Ha 100
00O HaceJIeHUA B
EBporie Kak y ;f.\i\:jh}
*KEHIIUH, TaK U Y
MY>KUYUH 11

» MoskeT BO3BHUKATh BO |
BCEX IIOIYJIALNUAX U
BO3PACTHBIX I'PYyIIIIax

« Hejteuenunii AT
HUMeeT BhICOKHUU
YPOBEHb CMEPTHOCTHU




e PeBMaTOVAHbIV aPTPUT

e [eMonnUTU4eCKMe aHeMumn

e HehponaTtunu

e CcTeMHan KpacHaa BonvaHka (CKB)
o AYTOMMMYHHbIN TUPEOUANT

e AYyTOMMMYHHas TPOMOOUMTONEHNS
e PeBMaTn4eCkmm BaCKyuT

e lpngoumknmt

o KOHbIOHKTUBUT

e fl3BeHHbIV KONUT (peako)

e Llenvakus (peako)

¢ AYyTOUMMYHHbIV MONNIHOOKPUHHbIV
cmHapom 11mna (peako)

Tabn.2. VIMMyHHble HapyLWeHMs, aCCOLUNNPOBAHHBIE C aYTOMMMYHHbIM renaTnToM.

e Qnbpo3mpylowmit anbBeoNUT
e CvHApoM PenHo
¢ bpoHxmanbHasg acTMa

e BuTnnuro, anoneums, KpacHbolu
NNOCKUW NULLan

e O4aroBas cknepogepmma

e CvHapoM LerpeHa

e CREST-cnHapom

e Overlap-cnHgpom ¢ MbL, nam NCX
e [lonMno3unT

o JIuxopaaawmm NaHHNKYNNT

e CaxapHbIt gnabet 1tmna



KAnMHM4YecKkue CUMMNTOMbI U AaHHbIE

0OBEKTUBHOIO 06C/1IeJ0BAHUA

» C1aboCTh, yTOMJISIEMOCTD

» MblIIeYHbIE U CyCTaBHbIE 00N
 [lepuoanueckad jsuxopaaka

- [IeueHp HUKE Kpasa pebepHOU AyTU
- TeseaHrusKTa31UM HA KOXKe JIUIIA
 [TastbMmapHad spuTeMa Ha JIaJOHAX




/laHHblE NabopaTopHbIX UCC1e0BaHNM

Tabn. 4. [narHocTuyeckune KpUTepUmM ayTOMMMYHHOIO renaTmnTa.

e [loBbileHVe ypoBHA TpaHcaMuHal ACT n AJIT

e [TOBbILLEHVE YPOBHSA raMMa-rnobynmHos 1 IgG bonee 4yem
B 1,5 pa3a (0T HopMbI)

e [loBblILLIEHME TUTPa ayTOAHTUTEN:
y B3pocnbix > 1:80, y geten > 1:40

e OTCYyTCTBME MapkepoB BUPYCHbIX renatnutos B, Cn D

o [ICTONOrNYECKME NPU3HAKM: XPOHUYECKINI aKTUBHbIV FrenaTur,
CTyneH4aTble (Menkoo4arosble) HEKPO3bl, MOCTOBUAHbIE
HeKpO3bl

e PerynapHoe ynotpebneHue ankorons B go3ax < 30—40 r B AeHb



Ta6n.3. TunuyHble (HO He NAaTOrHOMOHUYHbIE) aHTUTeNa npn ayTOMMMYHHOM renatunte.

AyToaHTUTeEna

AHTUreHblI-MULLEHN

e AHA (ANA): aHTUHYKI€apHble
aHTuTENa

e [1HK, (pyHKLUMOHaNbHbIE U
CTPYKTYpHbIe Benkn sapa

e ATM (SMA): aHTUTena K rnagkom
MycKynaType

e AKTUH-cofdepxalime dunameHTsl,
TPOMOHUH, TPOMNOMMO3NH, OL-aKTUHWH

e | KM-T1: ne4yeHO4YHO-NOYEYHbIE
MWKpPOCOManbHble aHTuUTena

e Lintoxpom P450 2D6

e SLA/LP: aHTUTENA K PaCTBOPUMOMY
aHTUIEeHY NeYeHn

e UGA-cynpeccop nepeHoca
PHK-accounmpoBaHHoro benka

e ASGPR: AHTUTeNna K acnanornmko-
NPOTEMHOBOMY peLenTopy

e ACanornMKonpoTeENHOBbIE
peLenTopbl MeMbpaHbl

e AAA (AAA): aHTUAKTUHOBbIE
ayToaHTuTena

e AKTUH

e ANCA, LKM-2, LKM-3, AMA 1 gp.




[TYHKUMOHHaA 6M1orncma nevyeHu u
MMCTOJIOrMYeCcKoe nccseloBaHme

CTyneH4YaTbli€ HEKpPO3bl
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AUl TpebyeT UCKIIYEHMA renaTmTa
N pYyrou 3TMOoJIorMn

e bonesHb BunbcoHa (ocobeHHO y aeTen 1 NoapoCTKOB)

e [lenunt o,-aHTUTpUncrHa (0cobeHHO y feTen n NOJPOCTKOB)
e ANKOronbHbIn cTeatorenatnt (ACT)

e HeankoronbHbiv cteatorenatnt (HACK)

e [lepBUYHbIV CKNEPO3MNPYIOLWMIN XONAHINT
(NMCX; ocobeHHO Y OeTer n NoApPOCTKOB)

e XpoHun4yeckmnm BupycHboin renatnt B, C, D
e Overlap-cnHopom



MexayHapoaHaa CMCTEMA OLEHKH
ansa awarHoctuku AUD (IAIGH, 1999)
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OuarHocTuyeckan cucrema 6annLHON OLEHKM
AWUI (Hennes E. M. [c coasrt.], 2008)

MNapameTpbi Bannsl
YpoBeHb coiBopoToyHoro Ig G:
— bonee 16 rin 1
— bonee 18 rin 2
Tutp aytoanTuten (ANA, xk SMA, SLA/LP, LKM-1):
— ANA wnn anTn-SMA 21:40 1

— ANA wnu auTH-SMA 21:80 wnu anTn-LKM-121:40 wnm 2
Hanwyne auTn-SLA/LP

MMcronornvyeckne NPU3HaKK:

— He NpoTusopeyar guarHosy AUl 1
— TUNUYHbLIe ana AUT 2
OTpuuarenbHble MapKkepbl BUPYCHbLIX NreNaTuTos 2

MNpumeyanune — 6 GannNoB — BepPOATHLIN AnarHo3 AW,
2 7 6annoB — onpegenelHbIn anarHos AUl



Trnbl ayTOMMMYHHOIO renaTtmTa

« AUT 1 Tuma(ANA, SMA)
« AUT 2 Tunma(LKM 1)
-« AUT 3 Tuna(anti-SLA / LP)

\\
T3

Diagnosis

Autoimmune
hepatitis



JleyeHue

ITokazaHus K MPOBEAEHUI0 UMMYHOCYIIPECCUBHOU TepaIlluu

« AbGcosmrotanie( AJIT = 10; AJIT
> 5 U raMMa-TJIO0yJIUHBI = 2;
MOCTOBUIHBIE HUJIN
MYJIbTUJIOOY/ISIpHBIE HEKPO3HI;

o OTHOCUTEJIbHBIC
BbIpasK€HHbIE CUMIITOMBI)

(mepunopTaJbHBIN IeIIaTHUT,
OCTEONEeHHUA, DMOIIMOHAIbHAS
J1aOUIbHOCTD, TUIIEPTEH3 U,
nyadeT miIu MUToneHus(

- JleueHue He ITOKa3aHO JIEUKOIIUTHI MeHbIIe 2,5%109/11,

(HermepeHOCUMOCTh TPOMOOIIUTEI MeHbIIIE 50%109 /1)
a3aTUONPHHA, HEAKTUBHBIU

IIIPPO3 WIU IIOPTaJIbHbBIN
renaTur,
JTeKOMIIEHCUPOBAHHBIN
anabeT, HEKOHTPOJIUupyeMas
AT, KOMITpeCCUOHHbIE
IIEPEIOMBI)



[lpenapaTbl An1A Tepanmu

1-OU JINHUHU 2-0U JIUHUU

JIJ14 MHAYKIUU U TOJIEPKKUA « MeroTpekcar

peMuccumn » Nudmukcumad

« I'KC (cucreMHBIE U » Iurnodocdhamu
TOTIMYECKUE) - Mukodenosmat modeTuua

» A3aTUOIIpUH

MHrubuTOpHI KaJIbIIUHEBPUHA




Ha4a/sibHaa TepanmAa

MoHoTepanusa npegHU30HOM

1-a Hepgensa 60 Mrr B CyTKU

2-9 Hepgens 40 MIr B CYTKMW

3-9 Hepens 30 MIr B CyTKMU

4-a Hepens 25 Mr B CyTKU

5-a Hegens 20 MIr B CYyTKW

6-a Hegensa 15 Mr B cyTkmn

Noooep>xu-

BaloLlan A03a

Yyepes 6 Hepenb 8—10 MIr B cyTKwm

nnn

1-a Hepgens MpenHm3oH 30 Mr B CyTkM + azatmonpuiH 50 Mr B cyTku
2-9 Hepens MpegHun3oH 20 Mr B cyTkn + azatmonpuH 50 Mr B CyTKU
3-9 Hepens MNpenHM3oH 15 Mr B cyTku + azaTtmonpuiH 50 Mr B CyTKU

Nopoep>xmBatoLlaa Tepanua npeaHmM3oHomMm B fo3e <10 mr
Hepes 4 Hepenn B CyTKM + a3zatnonpuH 50—100 Mr B cyTkn



[loanepuBarollaa TepanmA

e [lpegHU30H: <10 mr + asatnonpuH 50—100 Mr B CyTKUK
e [lpofonXeHe Tepanuu: MO KpamHen Mepe, B TedeHue 2—4 net

e [oNHas peMmccmns: Yepes 1roa 25%
Yyepes 2rofa 55%
Yyepes 3roga 70%
Yyepe3 4 rofa 80—-90%

e JleyeHue peumamBOB: [peaHu30H B fo3e 20 Mr + a3aTnonNpuviH B 403e
150 Mr B CyTKM WUV BO3BPAT K Ha4anbHOW flo3e

e [IpodunakTurka MoHoTepanna a3aTMonpuHOM B Jo3e
peunanBoB: 150 Mr B cyTKM



Tepanua pa3nIMYHbIX rpynn NaumeHToB
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TpaHcn1aHTaUMA nevyeHu







Cnacuobo 3a BHUMaHMe

A

Autoimmu;\e
HEPATITIS



