IR TR AT TR B & BRI ER BEBORMI S 2
HEIRYEDIT - MEAR BRI T 2 AL
SyHRMT R

B oAt aiF A2l mEAtoRBETERT S
—2004-2015 FE=2FEEF DFFHT I 5 —

W #E NBREA TRERPIRERE ARt bR E Y Bdz

WFZEELE B RO SMERIER B CARE T R (A-AIH) TlE, a0z bs2Eh3%
<, FRICEHER T ap 2 At - BRI R 2 ThoTo, ZHUTKL, 4 E A E 5
TILEMEF D 20% TEMARAZ 2L T, AEl, ZFORTR LD TAIH 2585 ) BiAR A A
I BEEL A ERQ TV —HEL T, H ORI AR 2AIH-ALE) 2R &
1AM HOUWTEESEF THIFTL 72, AIH-ALF 2VEREROMEHTIZEY . ZD %L A
PR AIH T, DB AIH 25 TelB 2 DTz, Ziud A-ATH 3RIERFO B RIEIRICZ
U< < DIER TR E TR0 B BLIRF 2 FIE AR A L R fITL | BRIV b BN
RE 2 RIER A L R I D2 NIRRT 2b D& 2 b, AIH-ALF FEEE
A-AIH ERIBRIZIZEAE DR MEIZFIEL . SO TR T B 20T,

S FT T
BRI B — TERFPRZEFGHLGENRE
wE IR

B REM R ESNA - T
BN IR

VL B KRBT LR
B AETEEERT B
BV B KRB AR
B EEEERY: AR

B RERRFHsNA - T
N AL

il e

REAR N KER

A. WHEER

Fox TMEREE B ORI R4 (ATH-
ALF) OZWrcIs T 238 & LT, 2o
E72% TAIH 28695 ) BRIRFEN LA IEE, MGk
L. AEA T ZEREETHDL I L&
W L7,
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BB OSMRER A aZE TR (acute
onset autoimmune hepatitis, A-AIH) FEE
FEFITIX, ALT @&fiEihs B W R 9~ 2 6 &
Z <o [1] (K1, 2), 4EHLL EF
THRER S LTS HY | BRIAAZER S
7o & & ALT EED R IR 9 5 dhi ko
R A-ATH 2 B E T DRFHEO—DIT2 D 5
5HEEZ TS, A-ATH JEEIEFIOMERE L2
JHAE T & 5 ATH-ALF « LOHF T % 2k s
LD ENTRIN, EEICARO AH-
ALF S « ERMATA42 (LOHF) T &k
AT 1B LERD RN T2[2], — 5, REEH
(2010-2015) [3] TlrXAaMAIN 20%% LHTH
0 ZAURND7R D IR D HME A BLR
ZHoTWe (1),

Z ZCA R ATH-ALF 2R & 1% 5 %
7o d | REFHE ORI A ZE 2 VT, ERR -
TR PR e S 2 AT 7R o T,



B. WAL

1999 FEIZEER ATH 7L — 7D revised
original criteria 73 publish 41722 & s
5. ZH LD 2004-2009 4 BIE AT ¢ 4 E 7
A Y EERERT) [4]. 2010-2015 42
PP R EeERE (Y BEERKS) [3]
DOIEFIFHA = A VT, 2004-2015 4D H
TP EBENT 2 . AT A2 R | LOHF JiE
BN DWW TERIR - JRBR ARG 21T 72 o T2,
SBETRL ORI LA A IR S N2 AED
data, FIEGI ORI & BIGETR., AR,
HE G (BESRO DA LAV, B et ik
KIABA DRI 2A]) TOFRIED B D
AL FH) data DEFHIZ IS W T T2~ 72,
S D R TLRE 1] 0D 95 B 0D 22 2 PRI D
W, BIRERY. BEERRFOAHEY
BEREBEORAET OBGEL W =720z,

(fi Bl ~ D RELIE)

AWFgEE, T~V RES] KO TAE
%G LT 5 ERMFEIC BT S fmEkfREE) 12
eV, fax N B B I K D AFZEETHE D 7K
BRELNTZHLDOTHD,

C. R

(1) #HEEFEmOEFIE - B, il

P OIETIX ATH-ALF £ #E5Y « LOHF JiE {51 1 )5k
DSLTELT (M3), PERHEEL TN
ZEMbnd (IX4).

(2) 2004-2015 FJEH] D F2 Wriks AT AL

KGR 112 B, ARG 58. 7 14. 6
. /203 18/94, FIEMN G INIER S £ TD
SEEHIRIE 41.0 + 30.8 A, wAT AN
17 3], WA 73 5, LOHF22 3] T - 7= (3%
2),
FEWBNDOFEBIEL . il A X 5123, Al
D E DA EANT R SR o T2, 2k

+
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DIRARE 7 2 3 12779, 1gG 11 25% CTIEH
ANA 1% 23% T x40 LR TH-72 (K6),
AT ARG & R CThH o 7=, Hifg EOJFE
DAY —HEIIL 45%IZBD b (F84),
HRAT, AT CIXAERAIICTR D ALz 28,
B TITRD I WVHE S /o, BT o
MO RE L b B LB X b,

-
Z

e
A

(3) HAREFERIMR

FHARAT HX 79% T acute form, 21% T
chronic form Th-o7z (F4, K7), FIiE
2 B AE Rk R R o T o M R IX acute
hepatitis/severe acute hepatitis BE T
submassive necrosis/massive necrosis Bf
LV b AEICR . M2 A9 2 1 CTHIRH]
MEWEWD Z Li3Rhole (M7), lEIC
Wil L7 BBREI T AR THAMEMICHE A
(372 <. A-ATH ORI TREFIC L 0 Bk~
Thsd (EHKRMIICEH heterogeneity 238 %)
RS TTWwWs (K8) [5],

(4) #=F

R AR O E L D ER S IR T, IEBHE
AFEERIT 17. 9%, BRERIT 21. 4%, FFBHH
FETERIL 60. 7% Th o 1= SR B OEEIFIC b
SCEEINTGRO bR o T2 (K8),

(5) ATH-ALF Z2MESRL 17 (51| D ff AT

17 BlOT—4 %5 6 1xT, 13 BTl
PRI L 2 Bivz, 11X ATH & L CIksal
BT, 1PNET —Z R+ Tholz, 261
AR AEGETE R -T2,

(6) MR & i SMER LOHF o bhifig

AMER L d AR LOHF o B PR IR BLAA Y
KD bl 2 3 7 1R 3, AR TlE T-BIL
IR (p=0.031), FE7=. ALT 1T&E<
(p=0. 059) , EIEHYARIE—IFMR Y (p=0. 068) ftH



A>T, MR IITAEEZRD R
776

D. &%

A8l ATH-ALF SR OfEFTIZ Z D | 2D
IE & A EITHANER T, D E D IE ATH SER] &
AP 2 1 T & 720 ATHER &2 8 Fx, LAk
KD X HICHL A 22 TH 5
LW T DIEFIL Ao T,

A-ATH I3FIERF O B RAERIZZ L <, £<
O i A51] ~C P 55 47 RS0 S S BN & F8
WA BT L, EBRE Y SRR A
FIERA eI 52H20 2 LITiE
THHLDEEZ X L,
fENT 2+ D AT, 2 E TORKREBRS
case reports O FEOREERI S . ATH-ALF &
PERNIFEAIH 2% < ATV D DTN
ETFRRL TV, EERIZITZ O TIiER<,
ATH TlEH L2 NEDRIERA » M2 5 Z
E NN REBOME ESte 21594
PRI L ZIENTWD Z &b ioTz,

F7-. 2013 4ED NEJM D ALF O review[6]
C. ALF @43%8 & LT Japanese system HifH
MENTNDH, EEMNERIZR ST o T
LENRENTWAB D, - 7=k
MWIRINTWDLHIE B DD TIHAR WL
L TWER, ZidZeoT-,

AR X 5z, A 17 Flo data OFF
ITRA SR S 2D data, SIEF O
& G R AR R, BB BEo v
ANVAME B O, RO ST
2HI01, 7, 8]) TORENDLOHIM & 4k
M) data OBFEIZIE SN TIT72 o7, B
DEBYEZ DN T EGIFAEZE D4 data %
IZUDIZHMFEL., FE&DONTEIRBRE,
By EEFR KT O EBEEH O S E T 13 il T
HHTZD, MFEL T2 &, THEREZWZE
Wz B 2 OFEGIDSEMERLD & 9 MITNERY
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(7S A Ao Vs $EoR L2 data 2
SH#EER S 5 hepatologists D] Tl
PANELNDDTIE AVt Bbh b,
A [EEFTO ATH-ALF OJF7 2 fighr+ 2 b
T, WOEFRIERA > b EHE L TWDD0
&V ) RARB 2R R EORBESIZR R DX
H Bk 0O FEFEAE A-ATH THIE RF O FEME 2 7~ T
Iz, FDOFEFR, 2/3 UL ETHRERN 72 <
RO MERA CIHEEZRE R INTEBY .,
Y D%  ITEJEFEBL L T o6 ERHEES
i L TWbD I ENDbnolz
[unpublished datal, EDORIERA > MIZ
Wrsi7edhA o PRV BEITTH D Z &2/
Wik BH Z LA acute ATH OARE 2B+ 5
LCEETH D,

A-ATH [ZEREEAZ 21210 b & E OTES
M EWIF R L, d2EORE CHERT 5 2
EIT L FRER L Ty, VLA IR
ICHIE, ERLSZZICEL Z LA HRm L,

nz

P2

E. fhiim
H C 2T R 21T D% < DN MR ME
IZHGE L., AMEORE CHERT 5,
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# 1 A OREMERIEF R 2oRT

AIH-ALFD3EE! (PT=40%, INR=1.5)

Nationwide Chiba
(2010-2015) (2000-2015)

n 144 20
Disease type
ALF without coma 79 (55%) 5(25%)
ALF with coma = Il 52 (36%) 13 (65%)
acute 13 (9%) (EREH1D20%) 0
subacute 39 (27%) (& EHI D60%) 13 (65%) (& EERI 0 87%)
LOHF 13 (9%) (EEH| D 20%) 2 (10%) (EEEF D 13%)

(Fujiwara et al. ) Gastroenteral 2020, ] Hepatabiliary Pancreat Sci 2016}

#£2 R

B RS T~ EER - LOHF
(2004-2015)

n | 112

F 58.7 = 14.6

8/« 18/ 94

FAEH HRERIR E CORARE (H) 41.0 £ 30.8

Ry

AHFTeEER 90
2R 17
HmEMR 73
LOHF 22
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&3 EAR-RAEATR (1)

DWTRIRE B

AST (IU/L) 534 + 1576
ALT (IU/L) 428 + 469
LDH (Iu/L) 426 + 392
T-BIL (mg/dL) 17.2 £ 7.8
PT (%) 30 £ 12
PT (INR) 265 £ 1.27
lgG (mg/dl) 2395 + 953
ANA _
= x 40 26
=x 80 84
F4 FRIR- AT A (2)
Bk FOFEHOFE— 50 (45%)
AlH score (revised original) 135 + 4.0
@R
Acute hepatitis/Severe acute hepatitis 26
Submassive necrosis/Massive necrosis 26
Chronic hepatitis/Liver cirrhosis 14
(Not available) (46)
2704 F#5 103 (92%)
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#5 AR

RE & ERIF

HBHEETF | FBEREC

BT e EER 18 il

(RER)
(ERMHER)

LOHF
Total

(5) (10)
(13) (41)
2 17

20 (17.9%) 68 (60.7%)

#6 HOREMESVEIF A 2aERER]

Pt | Year

2011
2011
012
2012
2013
2014
2014
2015
2015
2015
2015
2015

1
z
3
4
5
1]
T
8
L]

Age/Sex

5/F
63/F
27/F
82/M
TB/M
T8/F
39/F
72/F
50/F
55/F
52/M
B1/M
76/F
65/F
59/F
72/M

Onset-
Coma

{days)

SERER (n=17)

AST ALT T-BIL IgG
auwm | oum {mg/dl) (mg/dl)

3062 553 187 26 3154 320
105 B 273 1B 43 1233 x160
150 170 177 109 49 3093 x160
2173 1221 a59 16.1 22 4357 x1280
541 42z 297 200 30 3609 =
1335 586 297 10.4 39 2601 x1280
a4 174 613 TE 43 2726 «x1280
121 256 355 14.8 15 3124 x320
1430 1447 569 39 33 3020 =80
4593 2565 305 5.2 49 1397 ELi]
1631 2663 390 168 ] 2097 ELli]
715 6TE 436 200 10 1510 320
a2 268 460 224 40 1722 =40
a7 B3 636 12.0 45 2257 =&0
93 arn 287 108 45 2105 x160
406 261 647 208 10 2151 <
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B 1E

21
(2)
(19)

3
24 (21.4%)

Histology

SMM
CH

AH
LT

AH
SMM
SMM

evaluation

Death
Racovary
Death
Racovary
Daath
Daath
Death
Racovary
Daath
Racovary
Racovary
LT
Daath
Daath
Daath
LT
Daath




®7

[ S MBI R 2 AR Ll AL - LOHF o PLi

AR vs BEMR + LOHF

Acute type

Subacute type + LOHF

n i 5
Age (years) 63.1 = 126 58.0 + 14.8 0.18
Sex (male / female} 3/14 14 /81 0.50
Interval frem onset of symptoms to onset of encephalopathy (days) 46 £ 2.2 42,0 £ 30,0 <0.001
Laboratory values at the time of diagnosis
AST (U/L) 1759 + 4021 348 + 562 0.17
ALT (IU/L) 816 + 837 370 £ 339 0.059
LDH (IU/L) 497 + 182 416 + 414 0.19
T-BIL (mg/dL) 134 = 6.7 17.8 + 7.8 0.031
PT (%) 28+ 16 30+ 12 0.63
PT (INR) 333 £ 196 2.54 + 1.10 0.12
1gG (mg/dl) 2421 + 909 2390 + 966 0.30
ANA 0. 54
= x40 5 21
=x80 12 T2
Presence of radiological heterogeneity of hepatic parenchyma 4 16 0.068
AlH score (revised original 131 £ 4.2 136 £ 4.0 0.64
Histology 0.63
Acute hepatitis/Severe acute hepatitis k] 23
Submassive necrosis/Massive necrosis 3 23
Chronic hepatitis/Liver cirrhosis 3 11
Mot available g 38
Corticosteroid use 15 a7 0.83
Outcome 0.30
Recaovery without liver transplantation (LT} 5 15
Death without LT 10 58
LT 2 22

1 FEEERPERAER B O MERT R OTRHERT ALT OHER (SREUE)

FEEfFacute AIH :

ALT (U

e

4

-1 L]

BB E COALTOHER

(weeeks before the stan of wreatment)

(Fujiwara et al. ) Hepatobiliary Pancreat Sci 2016)
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X2 FEEAERPERIER B O PERT R OTRIRAT ALT OHER (GBI BIARRTEL)

(ratio)

25

15

05

05

Acute AIH : ALTESED REBMEHET 5

GEBGEEEEER
- **NS - RN U A &
s ni-eE, ALTS
- A R HARD 5 5
TrEREORE
) — b B ltacute AIHZ
— | EETIHMO
_[;036 —2UZY 33
= EEZTWA,
-8 -7 -3 -2 -1 0
(weeks before the start of treatment)

(Fujiwara et al. ] Hepatabiliary Pancreat Sci 2016)

X3 H RPN IR - LOHF <50 O REBIEL - i

T0

60 4

50 4

a0

30 4

20

10 4

BEe®Rits i r~asEE - LOHF
SERAEBOEME - KR

48

34

B

:

7 ] a LOHF

40 i
33 SME

5 12

1998-2003 survey

2004-2009 survey

2010-2015 survey

(Fujiwara et al. Hepatol Res 2008, Oketani et al. Hepatol Res 2013, Nakao et al. ) Gastroenterol 2018)
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X4 HoeEEAarErAeSmE - LOHF £ EHA R OfiRl

HoRRES TR ER - LOHF
SEREBOER

100% -
80% |
55.3 69.2
" m TR
40% 4 BiE
23.4 FEEERF
20% 12.6 18.5
21.3
o 14.6 . 12.3 |
1998-2003 survey 2004-2009 survey 2010-2015 survey

(Fujiwara et al. Hepatol Res 2008, Oketani et al. Hepatol Res 2013, Nakao et al. ) Gastroenterol 2018)

XI5 AU BIE B E -

FRA FEFIE - 7R (2004-2015)

14 -

12 I .
10 | I | |
LOHF
. |
6 [ | I I I i3l

iR

2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015
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X6 1gG, FLEEHUIRD /3R

IgG ANA

< 1700 mg/dI
25%

1700-1870 mg/dl

7 RARRET R FEREDDARKIAMR 5K £ T O]

fERR FED HIRRERTE Z TOHIR

{days) p=0.034
200
liver cirrhosis 120
9% 160
chronic hepatitis T it 140
e severe acute hepatitis 120
m 40% 100
an
X
£0
submassive necrosis " x .
30%
A s
[
acute hepatitis submassive necrasis  chronic hepatitis
severs acule hepatitis massive necrosis liver cirrhosis
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X8 FAARMEAT L. FEAED DAR R SR =TI (3 BR 1)

AR & RIE— AR $REktR & RAE— IR RIAR
(edays) [days)
16 380310 491%349 3771359 % 6391641 T5RE328 7161495
1. . 300 [
.

130 ™ 1
10 .

. . . 200 .

i

L]

-
o e . s ] .
- M M 106 J .

L) -
- -

L]
N i
. i H
t )
o i L o i L L
MNon-severe Severe Fulminant Chronic Severeacute  Massive/submassive
hepatitis hepatitis TECTOSIS

BHEd *. LY [} .5,
BB Dacute onset AIHT, LI MO bn.s (Fujiwara et al. Hepatology 2011)

X9 AFUER)

FR A% (2004-2015)

T 1

B m BT

40% 4 glﬁg
FBAELER

20% 4

0% T T T 1
2004 2005 2006 2007 2008 2009 2010 2011 2012 2013 2014 2015
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