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Definicia

e Autoimunitna hepatitida je zapalové ochorenie

peCene, podmienené tvorbou autoprotilatok proti
Struktaram pecene.

e Defekt T-supresorovych buniek, cytotoxicita je
namierena nielen proti cudzim, ale aj vlastnym
antigenom (antigenom hepatocytov)
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Epidemiologia

* |Incidencia: 1: 100 000
e Pomer zeny:muzi 4-8:1

* Geneticky podmieneneé ochorenie, v nasich
podmienkach HLA-A1-B8-DR3 alebo DR 4,

« Manifestacia v puberte alebo v 4.-6.deceniu



Autoimmune hepatitis — clinical presentation

Liver transplantation/death

Rahim M.N. et al. JHEP Rep. 2020 Jul 21,2(6):1001489.



VIRAL HEPATITIS

Hepatitis A and B vaccination as well as yearly
influenza vaccination should be given to all AlH
patients (Ill)

PATLTIS

"V

xS,

AlIH and ACLF:

second insults

DILI

* AIH with superimposed DILI
* DILl-induced AIH

* Immune-mediated DILI
EASL clinical practice guidelines: autoimmune hepatitis. J Hepatol 2015,63(4):971-1004.
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Klinicke prejavy

e Unavovy syndrom  85%

o lkterus 719%
 Hepatomegalia 66%0
 Pavuckové névy 52%
» Bolesti brucha 42%
* Pruritus 41%
e Artralgie 36%
e Teploty 21%
* Encefalopatia 14%

e AscIites 13%

GdUrtler, Oltman, Jarcuska, 2001
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Kedy mysliet’ na autoimunitnu hepatitidu
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e Hyperproteinémia

« Hypergamaglobulinemia alebo zvysene 1gG
e Elevacia ALT nad 5- nasobok normy

« ALT/AST >1

e Bez cholestazy alebo minimalna cholestaza
o Zenské pohlavie, puberta alebo menopauza
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1. typ: ANA, ASMA, - 90%, HLA DR3,4,13

2. typ: LKM 1, 3, LC-1- menej ako 10%, DR3, DR7, deti,
adolescenti, nepriaznivy fenotyp

3. typ: SLA, LP, anti Ro52, podobna 1, horsi priebeh

NIF: ANA, SMA, LKM and LC-1.
ELISA, Western blott: SLA, LP



Centrilobular

region
Zone 3

interface hepatitis,
periportal necrosis,
lymphoplasmocytic
inflammation,
rosetting of hepatocytes

pericentral necrosis

fibroza
cirhdza

Stravitz R.T. et al.Hepatology 2011,;53(2):517-526. Rahim M.N. et al. JHEP Rep. 2020 Jul 21,2(6):100149.
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e Zenské pohlavie + 2 « HBsAg alebo anti HAV

e ALP/AST >3 ) IgM -3
ALP/AST <3 +2 HCV RNA -3
« ANA, ASMA, LKMA anti HCV /RIBA -2
> 1:80 +3 vsetko negat. +3
1:80 )  Transfuzia ano -2
1:40 +1 nie +1
< 1:40 0 e Alkohol/den > 60 g -2
e AMA pozit ) <25¢ +2
e Lieky ano -1+ Ineautoimunitne
e +1 ochorenie pacienta

alebo pribuznych +1
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Dlagnostlcky skorovaci system
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e Histologia  Gama globuliny alebo I1gG
lobularna hepatitida alebo > 2 nasobok normy  +3
bridging nekrozy +3 1,5 — 2 ndsobok normy + 2
bridging nekrozy +2 1 - 1,5 ndsobok normy + 1
rozety +1
plazmocytovy inflitrat +1 « Qdpoved’ na lie¢bu
biliarne zmeny -1 kompletna + 2
zmeny suspektneé z inej relaps + 3
etiologie -3 parcialna 0

* HLA B3-DR 3(4) +1 lietebné zlyhanie 0

bez odpovede -2
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Diagnosticky skorovaci system

e Celkove diagnosticke skore
Pred liecbou
Definitivna diagnoza > 15 bodov
Pravdepodobna diagnoza 10 — 15 bodov
Po liecbe
Definitivna diagnoza > 17 bodov
Pravdepodobna diagnoza 12 — 17 bodov

Mc Farlane et al., 1999
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Feature/parameter Discriminator
ANA or SMA+ =1:40
ANA or SMA+ >1:80

or LKM+ 21:40
or SLA/LP+ Any titer
|IgG or y-globulins level >upper limit of normal

>1.1x upper limit

Liver histology (evidence Compatible with AlH
of hepatitis is a necessary Typical of AlH
condition) Atypical

Absence of viral hepatitis No
Yes

Definite autoimmune hepatitis: >7; Probable autoimmune hepatitis: >6.
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Overlap syndromy

e Autoimunitna hepatitida + primarna biliarna
cirndza

« Autoimunitna hepatitida + primarna
sklerotizujuca cholangoitida
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* 50% pacientov s nelieCenou autoimunitnou
hepatitidou, ktori su indikovani na lieCbu, zomiera
v priebehu 3 rokov od urcenia diagnozy
U uspesne lieCenej autoimunitnej hepatitidy je 10
rocné prezivanie > 90%
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e Absollutne * Relativne
AST > 10 nasobok normy AST < 10 nasobok normy
AST > 5 nasobok normy AST > 5 nasobok normy
a gamaglobuliny a gamaglobuliny
> 2 nasobok normy < 2 nasobok normy
Bridging nekrozy periportalna hepatitida
progresia ochorenia mierne klinicke prejavy

hlavne Unavovy
syndrom

Gdurtler, Oltman, Jarcuska, 2001
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Koho neliecit’

 Minimalne abnormity ALT alebo gamaglobulinov
 Minimalne alebo ziadne symptomy
* Inaktivna cirhdza

* Ochorenia s pravdepodobnou akceleraciou pri
lieCbe (psychozy, zavazné cytopénie, osteoporoza s
fraktirami, zavazna obezita)

GuUrtler, Oltman, Jarcuska, 2001
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2 fazy liecby

* Indukcia remisie
Prednison 0,5 — 1 mg/kg hmotnosti

Prednison 0,5 mg/kg hmotnosti + azathioprin 1-2
g/kg hmotnosti

o Udrzanie remisie
Prednison v minimalnej davke

Prednison v minimalnej davke + azathioprin 1-2
mg/kg hmotnosti

Azathioprin v monoterapii 1-2 mg/kg hmotnosti



Copyright ©

1€ SHS |
Odpoved’ na lieCcbu a jej vysadenie
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 Remisia
* Relaps
e Maximalna mozna odpoved’

e LieCbné zlyhanie
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Aku lieCbu preferovat’
o Kortikoidy e Azathioprin
preexistujuca malignita peri— a postmenopauzalne
Zeny vo fertilnom veku pacientky
cytopénia diabetes mellitus

osteoporoéza
hypertenzia
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Ako dlho liecCit’ pacienta?

e cieCbu mozno skusit’ vysadit’ u pacientov s dlhodobo
normalizovanymi ALT a gamaglobulinmi u pacientov bez
aktivity zapalu v histologickom obraze

e Po vysadeni liecby relaps 87% pacientov (do 3 rokov 70%
pacientov)

o U 55% pacientov s normalizovanymi hodnotami ALT je
zapalova aktivita v histologickom obraze

e U vacsiny pacientov s autoimunitnou hepatitidou je lieCba

dlhodobéa

Czaja, 2000
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DalSie moZnosti lie¢by

e Cyklosporin A, tacrolimus, mykofenolatmofetil
» Ursodeoxycholova kyselina, budesonid
* Plazmaferéza

 Transplantacia peCene
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