(A-AlH)
2001 A-AIH eligibility criteria

follow-up
30 45
55 8.1+ 5.3 (2.1-16.2) ALT 1gG
A-AIH
A-AIH
A-AIH 1995
Mayo Clinic 26 25
[1]
A-AIH
75 90
A-AIH
[2] 2000
A AlH
. (acute 3]
. L A-AlIH
onset autoimmune hepatitis, A-AIH)
gold standard 2001
A-AlH eligibility
criteria
follow-up
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B.
2001-2015
(PT  >40%,
INR<1.5)
(acute onset autoimmune hepatitis,

A-ATH) 30

AlH AlH 1999
revised original criteria A-AIH

" Acute onset”
eligibility criteria 2001
@
2 (3)HAV,
HBV, HCV, HEV, EBV, HSV, CMV

“)
(US or
Ch)

ALT, T-Bil, ALP, PT,
19G, IgM, ANA, ASMA, LKM-1, AMA
ALT, 1gG, ANA HCC
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HE Azan
Mallory, Ag Victoria
blue ductular
reaction, CK-7 A-
AlH interface

hepatitis, lymphoplasmocytic
infiltration, rosette formation,
cobblestone appearance,
centrilobular necrosis/collapse,

emperipolesis [4]
C.
@
(n=30)
(n=16) (n=13)
(p=0.049) PT

(p=0.019) AIH score

(p=0.019, 0.0029)  ALT ALP T-Bil

ANA  1gG IgM
n=46
selection bias
[5]
(US and/or CT)
2
30 29
A-AlIH
13 (45%)
acute hepatitis acute severe
hepatitis acute severe



hepatitis with massive necrosis

Victoria blue-HE cytokeratin
7 centrilobular PSL 2.5-
necrosis/collapse 5mg/day
HCC
16 (55%)
F1, mild F1, moderate
F1, severe F2, moderate (6) ALT
F2, severe F3, severe ALT
centrilobular necrosis
zonal necrosis (7) 1gG
19G
intermediate hepatocyte (F2,
severe) 196G
33 11 Basedow
3
D.
A-AlH (acute
newly formed AlH)
©) AIH score (exacerbated pre-existent AlH)
Revised original score 41
definite diagnosis 38 probable
diagnosis 21 non-diagnostic
rolonged acute AlH
Simplified score 31 (prolong )
definite diagnosis 21 probable Desmet (Hepatology 1994)
diagnosis 48 non-diagnostic
4)
28 2
3 HE
)
8.1+ 5.3 (2.1-16.2) Disse framework
(20%)
framework
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[6]

Victoria blue

1 2p,
0.2 0.7p
[6]
1
collapse
[6]
A-AIH

[7]

A-AlH

A-AIH
[5]

A-AlH

(acute newly formed AlH)
(prolonged acute AlH)

exacerbated pre-existent AIH
prolonged acute AlH
A-AIH

A-AlIH
eligibility criteria

acute acute on

chronic

hepatologist
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AIH
heterogeneity

[8]
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Clinical, biochemical and immunological features of
patients at the start of treatment

n
Sex (Male/Female)
Age (years)
PT (%)
ALT (U/1)
ALP (U/I)
T-BIL (mg/dl)
ANA
<x40
x 40
x 80
>x 80
1gG (mg/dl)
1gM (mg/dl)
Revised original score before treat
Simplified score before treatment

Duration from onset to liver biopsy (days)

30
9/21

el ae il
il sl
825 + 486
504 + 167
4.2+4.2

5
4
5
16

2146 £ 720
203 £ 146
13.9+4.0
54+15
51.1+45.0

ment

(Fujiwara et al. Hepatol Int 2018 in press)

Comparison of findings of patients between histologically acute
and chronic hepatitis at the start of treatment

Histologically Histologically
acute hepatitis chronic hepatitis

n

Sex (Male/Female)
Age (years)

PT (%)
ALT (U/1)

ALP (U/I)

T-BIL (mg/dl)

ANA

<x40

x 40

x 80

>x 80

1gG (mg/dl)

1gM (mg/dl)

Revised original score (pre Tx)
Simplified score (pre Tx)

Days from onset to liver biopsy

13 (45%)
4/9
59.6 +13.1
98+ 14
992 + 561
542 + 166
525

w N W

5
1931 + 485
193+191
121+45

45+15
37.2+27.7

16 (55%)
4/12 0.53
50.3 £ 10.6 0.049
85+13 0.019
690 + 402 0.10
471+171 0.27
3.0£3.0 0.16
0.70
2
2
2
10
2322+ 871 0.16
217 £102 0.69
15.6+3.4 0.019
(Salszalz) 0.0029
62.3 +53.5 0.14

(Fujiwara et al. Hepatol Int 2018 in press)
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1

Histological findings
of A-AlH
(n=62)

ive necrosis (SMN)

te hepatitis (SAH)
Chronic h

Non-severe
(n=40)

/

ecrosis (MN)

Fulminant
(n=10)

Severe
(n=12)

(Fujiwara et al. Liver Int 2011)

Histologically acute hepatitis

(a) VB-HE (b) Centrilobular
i e a )..:.w,(‘:} 4
b o8,

(d) Periportal, CK-7

(Fujiwara et al. Hepatol Int 2018 in press)

124




Histologically chronic hepatitis

(a) VB-HE (b) Centrilobular

<

(c) Periportal

.t
o
AN

(Fujiwara et al. Hepatol Int 2018 in press)

Clinical course of a 33-year-old female i
patient with Basedow’s disease

ursodeozchoric acid

ALT (U/1) 1gG (mg/dl) 1300 954 908 1092 1172

700 ANA X80 X80 X80 X80 X80
Liver biopsy
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100
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T
Onset

(Fujiwara et al. Hepatol Int 2018 in press)
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Serial changes of ALT

T
(ﬁLﬂ) Histologically acute Histologically chronic
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\
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0 2 4 6 8 10 12 0 2 4 6 8 10 12 14 16

years
(Fujiwara et al. Hepatol Int 2018 in press)

Serial changes of 1gG

1gG

(mg/dl) Histologically acute Histologically chronic
4000
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(Fujiwara et al. Hepatol Int 2018 in press)
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Serial change of histological form (AH/CH)
(n=52, non-severe A-AIH)

O B N W A U O N ®
-
(@)
I

(Fujiwara et al. J Hepatobiliary Pancreat Sci 2016, revised)

Histology of “clinically and radiologically ”
acute onset AlH

1. Histologically acute AlH
(acute newly formed AlH)

2. Histologically chronic AlH
1) CH with acute exacerbation (coarse fibrosis)
2) Prolonged AH (delicate fibrosis)

Some patients may exhibit histological features of transition to chronicity.
(Onji. Hepatol Res 2011)
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