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JEA G5 B A R FE B AR & (st momiinr e 95
SR FE s
HOaZ TSRO EER heterogeneity & F\V: 72 W D 4
Wrsetn 0 HEE W TEARYRERESMERESANS 22

MAEEE  BUREMOBTRIEEIFE (AIH) 13 AIH & LCIERETH Y, ZHERELHEEL 2V HS
WMNEETH S, BUFARICESL ERBIFIFREICOIRIIMEE 2 A2 A%, SHIZEIELL 725410128
A7 L CIIRm IR IC20% RE TH 1, BUEFAF T HBV F v ) 7 OAMEBIEG & IE A TR T4
ANETH 5D, ATH OGS IIFFEIL heterogeneity TH 1), FNATHIEAY - FEFRAY 7 heterogeneity 1207435,
HOREES A 2E] Tl B CT 128 T heterogeneous hypoattenuation # £95 & EAUFTH Y, it
ROAIHAaTIZZOCTHREZMNETAZ LT, ZOBMEINETHZ EPHFEENL, FALBITIEE
B REIR T RCIEK D 72 DR BT EM BAADREE % = & 0%, MBIRE LMD BT, F-pEROES &

FEGICEHIES B 2B\ T HORRESERA LI BT 2 RS EOE G RIZARTH 5,

FLREBFIEE

MR BE— THERZEREREZERES AR
EA

A. #WFZEHM

20004F LIRE D LR BT 5 BUERF O R 2 5t L
THhBE, TNURE B L TY AV AERERED
HEIIEILL TV d o 720128 LT H O SRE T4
(AIH) 1 ZEZEIZHEMLE30% 2 50, FOoRER
BIZRA LTz 7 A DEEFRE V-T2 5
b, BEANHOEEF AR 26 D58% HS itk 112
AIH EZZ N5 EV)IMER RSN, HFHIB
A BCORETREEFAEFOWER AR 1 IIRT, &
FEAL L7238 O MR 31359%, @95 b EEL
L7258 OWNBHIRAGRIZ1IT% 12T E o 72,

ATH OFHMEER 7 ¥58413 heterogeneity T 5 Z &
WHRE - FHEEICREMICEIM I N TV, il
B9 72 heterogeneity (3 1l {5 AY 7% heterogeneity 12 D 7¢
0, S 5IZIXEERAY 7 heterogeneity # 245 L 9
7% 5%,

ATH O #Z W Bk, challenging Td %25, 2AM5E
B AIH OZ W7 B—& challenging TH 5, L
L2 b, 0N % 5803 centrilobular
necrosis/collapse T 5 = & 725, HERF - EAYOZHR

(PT=50% or T-BIL220mg/d})

O BfE £% (15)
A\ BIE £ (1)

. A BIfE BIEEE (2)
A BIE BT (7)
Oionr £ (1)
LOHF RiBE(1)
B lorr = @

3
B

0000
OO

BLIOO

2000 2001 2002 2003 2004 2005 2006 2007 2008 2008 2010 2011

@ = N © & a @ uw o ©

H1. BCREESET T2 0OHE (TEAFEZANE)

EPSHLPII o TETW A,

FEARZARY 2 massive necrosis DERALITHHFE CT %
T X hypoattenuation * 29 5, HERBI Tld AIH 12
LIHZBBEFAREIIBYTE YA VAEERKE LT
heterogeneous hypoattenuation # 29 5% Z & #3% ¢
BlEmanz (M2, 3),

(Yasui, Fujiwara, et al. Hepatol Res 2012)

2. BECREMRIENT2ETHOE SR B R

Massive necrosis

(Yasui, Fujiwara, et al. Dig Liver Dis 2011)

3. BECREMAIEN T2 B O E%k BRI R
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72T, HOREMEWFAASER TEY A VA%
DOFERF] & L THEEICHESM % heterogeneity % &=
THOD, ESIZAMRER ATH OB WA OIER
% AFEIZB T, MR 7 heterogeneity & W 728
R A

B. W3kl

QHECREEARTFAE L 74 VAREER 2D
EEM 2 B RO & LT 572012, HRTR
B - ERNC oW, FPRIR - A L - R
JEEAEATE B I OW T HE - MR L7,

ORSIEBNZDOWT, JEEREAL CT EEHT RIZoW
THE L7 B XY CTE DK FE I & PR U
(hypoattenuation) & L7z FREGITILIELSE B HmA
HHWVITFHEBREICTERN BRI L &
Hypoattenuation 78 & 1 L 72 &, £ @ pattern %
diffuse 3 & UF heterogeneous (2% L 72,

@—#ho ATH EFNZ DOV TIE, BEREE 7 CT EE
OEALRBE L T2, :

@fER D Revised original AIH score [ZHEIRET R %
MET A2 LT, AIHOSZHAHETE vy (B
R AT OB S N WER]) Lwvw) T EXEHEIZE
W, AIH %% T heterogeneous hypoattenuation %
@y 7o By 4 12, histology & & F & \» score &
histology # & trscore IZFNZEN2 H - SEZMAL,
SWEROELZEE L7,

C. WrseRE

DxF 5136861 T H T IEM2361, 7 A )V APE45H1T
BHotre BUREEMO AIH ZHEAKOEATERT
B, BEICERCERN EREIC R 5 OFEMESR
FERI ATH (group 1) CEAMOKEL L AFETH
Bo FDI20, A NVAEITZFEES S AR E TI0H L
M ® early admission type 2561 (group 2) &11H LA
o late admission type 2061 (group 3) 244 L 72
Group 2ix HAV 1141, HBV 1361, HBV v 1 7 1
], group 3ix HAV 2%, HBV 6#l, HBV % x 1)
7 12615 5 o TVva72, Group 1id group 3& HELL
T, BEIZLEDNEZ L (p=0015), HEPL AL T
OB ED o 72 (p=0006), F# ALT, T-BIL,
PTICIZEREZBORPro72 (1)

@ AIH 23171561 hypoattenuation % 7%, =1
3K % 72 heterogeneous pattern 2 L Tz (M4,
E2), —7F, AV AEASHIF23611Z hypoattenuation
220y, 22614° diffuse pattern # £ L, heterogeneous
pattern (Z 1 BIOATH -7 (K5, £2).

ATH & 7 A WV ADHETTIE, ATH Tid heterogeneous,
2 A VAT diffuse DEEICS otz Tz, BEEMED
BB a L5 group 1& group 3D LELTHEIRRICEEES
o7z (F2)

& 512 ATH O T, heterogeneous hypoattenuation
OF®IZIY, R - MEALFEREFRARE -
ERICOWTHE L TA L &EFEERIEERETE W
(p=0046) MIZIZHEEEZBOLRP 72 (FF3)o

QREEN 72 CT HE O L 2 8% L 72 ATH ERIC
BWTIE, BESUSE TSR (hypoattenuation)
OffE/N & BAEBOILRERD S, MEEER R L& B
HCHEBERISELZ MM T A2DICERTH -7 (K6,
7)o

F 72, JEEEF T b A B H I heterogeneous
hypoattenuation 738 & #1272 2 IEFI25H - 72 (X
8o

(@ Histology () score 12 3 A% MmE$ 5 2 & T,
ANA - IgG HMEME® non-diagnostic @ 2 #7 probable
& 721, probable @ 4 #1177 definite & 72 5T, &2
diagnostic & 7 V), definite $39% % HF®H 5 L 9 I12% o
f: ( 9 )o

Histology (+) score T & 2 %l 2% BE I diagnostic T
Hol2n, 3EEIMET AL, probable @ 7 A%
definite & 72 1), definite 778% % S A2 572 (K
10)

P value

Group 1 Group 2 Group3 |Group 1 Group i
(autoimmune (early-adm (late-adm vs vs
ALF) viral ALF) viral ALF) {Group2 Group3
n 23 25 20
(HAV 11, (HAV 2,
HBV 13, HBV 6,
HBVex 1) HBVex 12)
Age 48.8x154 45.3:13.6 47.5+13.1 0.401 0.764
Sex (M/F) 7116 13/12 14/6 0.154 6.015
Days (onset-adm); 39.8728.6 8.7%x23 20.5+9.3 <0.001 4.066
ALT (UM 581487 6358375 1292175 | <0.001  0.070
T-Bil (mg/d}) 19.54:11.2 2 9 <0.001  0.139
PT (%) 35.5%13.9 6.6£3.1 145104 0.028 0.480

25.64+16.2

F1. BCREM- 71V AESMEFT2OBRKRERDLR

4. B2 &EE 2R 245l Dheterogeneous
hypoattenuation pattern
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BEUFIFEAT 2%

5. 71 L ERERF AR LA Ddiffuse hypoattenuation

pattern
P value
Group 1 Group 2 Group 3 Group1  Group !
(autoimmune (early-adm (late-adm vs Vs
ALF) viral ALF) viral ALF) Group2  Group3
n 23 25 20
CT findings
Hypoattenunation: 15 15 8 0.772 0.131
Diffuse 0 15 7 <0.001 0.002
Heterogeneous 15 0 1 <0.001 <0.001

Viral — diffuse pattern
AIH — heterogeneous pattern

2. [EEREMCTENSR RIEAT R DLLEL

7. B OREMERIER T 2EEP O BEGZE

Hypoattenuation Hypoattenuation P value

) )

n 15 8
Age 44.2::16.6 .57.5+7.8 $.046
Sex (M/F) 312 4/4 0.182
Days (onset-adm)  38.7£32.2 42.0£22.3 0.797
ALT (uny 517439 702579 0.399
T-Bil (mg/dD) 19.2+8.9 20.0£15.3 0.881
PT (%) 3454134 37.4k15.6 0.652
1gG(mg/dl) 2182831 2757£819 0.120
ANA =X40 5 1 0.369

= X80 10 7
ATH score 15.9+2.7 155%2.4 0.754

Outcome

Recovery 8 6 0.400
Death 5 2 1.000
LT 2 0 0.526

(Yasui, Fujiwara, ct al. Hepatol Res 2012)

% 3. Ao &M 2 M REheterogeneous
hypoattenuation®D & EIZ & 5 EL#x

8. Heterogeneous hypoattenuation® £ U - 3FEER B
e E AT 2
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Histology (-) scorelZ AN A&

234

0 ND, non diagnostic: point <9
AlH score +2 +3 P, probable: point 10-15
ist) D, definite: point > 16

9. ESINAIC & B AlH scoreMZE1L (histology % L)

Histology (++) scorelZ &

0 ND, non diagnostic: point <9
AlH score +2 +3 P, probable: point 10-15
st D, definite: point > 16
10. E&IN A & B AIH score DZAL (histology # +) )
D. % %

EMSEMTE O ATH T, HOHAEBREE IeG
EEEGZ L, TEBFHICLAEFAGZET S
NS, AIH & L CIEHBEINTH Y, B AIH
2a7 HEMEE L7208 MIIHET, ERAHLE S
NTHERE L CHEYZREGREROEEEE 25, BEFEIC
EBEREIRIEERICDIEIMEE 252 D%, &
SIZEIFEAL L7231 3R 2 L Cldkdn iz eE
BIC20%BETH ), ZNFHEFALEOEHBRTH S,
BIFEF £ CTH HBV ¥ 1) 7T OEMMEM LA T
BLFERETH L, T/, ERAHOSETFEED
iz 2zsaf FRISHEDO S ORH Y, AIH OEME
RS bTEITNTnEEEbNLA, Bk L
X oz, BHEG - BRBIlOT— 52 51%, REAH
DOEBIFAEFIO0%EEIZAIHIZLE2 5D TH S
ZEMHER I NG,

L L%ads, BUESERO ATHIZEZHO20
@ gold standard 25FAE L 2\ BERTAEOIER & &
FHICBWT, T hF TIZF 4 T centrilobular
necrosis, #51Z collapse DS F DT R TH L Z &
PG LTE, BUIFAREICED L) ZEMIZEW
Tl¥, # 9 L 7> massive necrosis DAL AL\ 720,

A CT Hi{% T hypoattenuation # 235 L 9127 5,
A OV A VE & VE AN 4 T BT IR 2 1K A massive
necrosis 12 72 A Z & A% w7z ® CT T diffuse
hypoattenuation % £ L, AIH T & 2 12 X %
heterogeneity 7% 5 \» 7z & heterogeneous
hypoattenuation % 24 % LMl &, SE OB T
IO EDHERR I NI,

BPERER ATH ORI RIC7% A DIE, BRIRIIC
BHESEOKEL & AEFEPLHRERHFATSH 50
T, ARIFEGLEBEONG L LTI OEE L ER
THONVHBEHTIEIH S, L, HAERZ chronic
ATH R #EHIME* BT, K4 OBELRZ I E G E
HThHDH I LNE L, FFREFTOmMEOEIIIIEE
WCHEETHLONERETH L, BHIEITEFOFEER
EREBIZL > THRARFRETZEL, £/2 [ED] B’
EABRBIIML LR OERPOERA LEZ LN, &
HH LKA GIRRER BT 720, SEIZEEOHER
HAEEDY A VAR HENZEEEE TR E L
720

COEBECDREMHREEFASICEREN 2
heterogeneous hypoattenuation & revised ATH
scoring system OMOIEE LB L T2 -3 5D A
N7 MEH DB LD EEZ 728, 41 AIH score 12
2 A 3 EFMAL THE L 7. Experienced
hepatologist 2SEERATI1Z ATH % 88\, W 2SR B 72
WA, I ANA - IgG RE CHBFT A2 E O e w
EFNZBWT, ZOBEGMAEKIIEHTHL LEbR
BHo LA L, BMHIFAEIZE %W centrilobular
collapse IZZEDWCTEREZWT - BR LEREILIE 2
CEDNBIEETHLIEWFE) FTH 2V,

E. # &

Bek D ATH ZAa 712, F#A7e CTHT R ZMAT
%2 kT, IgG - ANA RfED B CREESEFA~E
DEHBWRITYET H 2 EDPEPFINL, FALFITIE
BEE BRI T PR O 72 O PR BRI EE 22 &
ENBy, R REIRIITEMR CIRIRARE - BREGTAL
HIREEN L, HBIRELH ) BWRTDH, TBER
TS & RIS T AE IS B W T D O mEkEN
AL BT 2 FEEEOE G RIERTH 5,
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JEA: S ERH A SE BB & GiatbR SsRmie s
SRS
SMEFFAREI2B1F 5 ADAMTSI3DE)EE
Woetp1E Bt ARBIERAZESNE @

MAEE :

BEPEL TS REND S,

SR LIC BT A ADAMTSI3OEEESR #7527 M3 v+ LPS# 55 v MNFAEE 7V CTHE
L, FREOHFT & 2 1mEE ADAMTSIER:, VWF JUREIZEAT 5725, VWF HUE /ADAMTSI3EM X
L, BFEN ADAMTSIS-mRNA [Z#inER, VWF JURIZRAER 2 RT 2 &, BEFCIZHOERE R,
HRM, FHEREHIC VWF OB RO L Z L2 LN Lz MEE ADAMTSISEROREF IZOWTIE LB
WE A ET 5725, VWE HUE /ADAMTSIEM - OB T it /ML fAe & S/ MEREE L ER L, FEEO#

LR
AT IEA
ma EIL
Afl Ex
M OHE

FRESIERNFESE 3 NRHESR
Z IR ERIARGEE 3 R
HREITERIREEE 3 R
HEBEITERRESE 3 AR

A. WHEEH®
BIEFLOTHRFERET & L CIVMRE O BEZRDNE
HENTWAY, [/MEOBESEIIEES Ao
IMEBREEDORRKE 2, FFREEL, SHEOCRER
WCREL Db LARERD 5. ADAMTSI3IE ME
MRz AW A B E D& VWF < )L F < — (UL-
VWEM) OY)kiEESE T % o RIBIE MM /s A
HERRPERT L, bbb I T TEET IV
T — VRS, FEAEERTIEZ, ERESMEREIERNIC
A BEEFEAENICIBVTYH, ADAMTSISE M
B L BESTE VWE OB, X 612 /MRS R &
12X ABUMEREEDIFEEOERR A HED SN
o TW AR REMZ 8 L T & 724%, A% T
FEMIFALICBIT S ADAMTSI3DEREZ 2L < fif
Mo 5Dl ERNEEI 2T T VB W T
ADMTSI3E M, VWF #t B, UL-VWFM, £
ADMTS13, VWF ERHEZWET %0

B. g

RE200g @ Wistar AHEMET v M2 D- 527 M3
> (GalN : 700mg/kg A E ) B X UV E. coli O55B5
LPS (50 ug/kg 15%E) = ERENICRIRR S L TEFEH
B EE TV EER L7z GalN + LPS #5-81,
128% R, 2085R, 24BRRATRICT v P REBIESE, IMEE
ADAMTSI13VE 1, VWFE $LE % ELISA THlE L 72
F72 VWEM 784 — 212 SDS —09% 7 2 — A7 )V
BEIKE TR L 2o & FF ADAMTSI3 mRNA,
VWFEF mRNA 3 & 13 real-time PCR THIE L 720 &
512, 24 OB CTHWNO VWE etz iz 720

C. WgesR

SEWFAES v N TIRME AST, ALT, Y1) v
¥, LDH, BUN, 7L 7F =V IEENSERT
AlizonThEHL, m/AWREBIEEA LA

ADAMTS13E 1 128/ % € GalN + LPS #5-5if#
D39%, 208F 14, 24FF[ 2 TRIME D05% K & 1
HEELDTICE TER L7, VWF BB X128 B4
i D55%, 208F[E1$255%, 24FEfI1%32% & 120 4 DL
B L7z, 20850, 24FFR] 0 MsE ADAMTS1SE M
205% & LCEET AL VWF HiE /ADAMTS13{E
T e 12120 B B2 12 1L BT E 0 133%, 208F B 1% 12 1k
800%, 241 [ 7 12 13400% & ZF ¥ % /R L 720 UL-
VWEM Z12Bf I B L, FOBRIYVFT—I85F —
1% degraded pattern % 7~ L 72, IM%E ADAMTS13
EEIZINERY Y VY, BUN L E0MEERKR VWE
CIZIEDOMBEBRICDH Y, M/MREL S 1ZIE O AH B fETE
R U770 2420 FREMR HE Jeta i T IFMAgLIC
TRE 7 Mg EIEESE # 300, VWE et Tid iU ERR
BB, RN, FHEELC VWE OE 237, &
FF T realtime PCR #4772 & 2 A, ADAMTSI13-
mRNA ZFBEEIERT 2 ICONTHEMEmZR L,
VWE-mRNA 13T U720 7 BN ADAMTS13-
mRNA EBCYNVEY Y, 7271 T7F=ryofIcix
EDARR BRI 517z,

D. % %

4 9 72 MEWNEMIETIZ UL-VWFM 25 A
ENb, INHPEMIMENICEITT A L, high shear
stress & )\, MEBEEL &5 L% 57D,
ADAMTSI3IZ Z @R L7z UL-VWEM Yl + 5%
BETHA, ADAMTSIIN+oE2FET S &, UL-
VWEM 284 2 KE XD VWE vV F < —I2H &
NAHD, TOBENNETLEINFTR ST, M
R E BUS LTIV MIUIAE 2SR S, BVMEERIEE
NERINS, bbbz Z LT CTlidE ADAMTSIS
EEN LSRN EE AT AEET VI — VIEFE,
JERE L, EEEUERAL ETERT L L LD
12, MEEVWEAFEHE L, UL-VWFM O~ A 5
CERHREDPLTE, EHIZINE TORMERED
HHEFZEIC B W TEATFA A L ) biTSEEr2ad
BT REEO M ADAMTSIEE D FRASA S I,
MUME O BREGE & B/IMERBEEZLZ B S, 2FiEs
DREEMEEE L Rk e L T &7,

SENZEMEITALIC BT S ADAMTSI3EE OB EE
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I 5 BB T GalN + LPS 5 &M iFR4
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2 (Bak-/- Bax™™) L ORI LY, MR
Bak Bax ¥ 7V KO < & (Alb-Cre Bak-/-Bax""*)
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