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AIH : autoimmune hepatitis, HBV : hepatitis B virus, LOHF : late onset hepatic failure
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1) Yokoi T, Oda S, Shiga H et al : Efficacy of high-
flow dialysate continuous hemodiafiltration in the
treatment of fulminant hepatic failure. Tranfus
Apher Sci 40 : 61-70, 2009
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Substitution fluid pump

3¢ ETRF

s and 2°¢ ETRF

HD controller
4{ b A

Blood pump

B 1 The circult of on-line hemodiafiltration with pre dilution.

Sterile substitution fluid produced on-line from the dialysate through three ultrafilters. Substitution fluid
was infused pre-Qlter with a substitution fluid pump. HD : hemodialysis, ETRF : endtoxin retentive filter.

. i
Receiving ALS ' No receiving ALS
? 28 ; f.' 11 |
[ i NPT |
‘ P —— a— ey ;
Improvement of consciousness 1 No improvement of consciousness -
: 25 | 3
Recovery from ALF No recovery from ALF
16 : | 9
[ . e I P A S [, ¢ . ——

o e o i - S

. e ST 0 o ?
Spontaneous survival | | Death due to complication ;| | Death due to ALF ; Transplantation |
10 3 6 C 5 i 4 :

2 Flow of participating patients through each stage.
| ! g1

The number shows the number of patients. ALF : acute liver failure, ALS : artificial liver support.
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Bilirubin A B

{mg/dL) DT ratio _ .

24 Surviver T L

22 4 ® Non surviver 67 Dex e e e T T

20 ’z | ! SO

18 4 T e 3 ' R © Surviver

6 - , e * & e s 4 ! -4 L . ® Non surviver

44 T s 3- Lol e o | |

8 -+

12 3 4 5 6 7 & 9 10days 12 3 4 5 6 7 8 9 10days

3 The changes of the serum bilirubin levels and DT ratio during first 10 days after the start of artificial liver support.

The open circle and closed circle shows the values of the patients who survived hepatic failure without

transplantation (n=

10) and the patients who died of Hver failure {n=5), respectively. The serum bilirubin levels

increased gradually in patients who survived hepatic failure without transplantation. In patients who died of liver
failure, it shows no remarkable changes in first 10 days after the start of the treatment (A). The DT ratio increased
gradually in patients who survived hepatic failure without transplantation. In patients who died of liver failure, it
decreased remarkably (B). Data are expressed as mean & SE. P < 0.001 by linear mixed effects models between the
two groups in the changes of DT ratio. * Mann-Whitney U-test, P < 0.05. DT ratio, direct bilirubin/total bilirubin.
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ADAMTSI3 15tk By
BT
Ba R,
FNLOBRP, A !
WA R, BN HEY, ik
EU I

TYFEEY ¥ (BT) W, 75 AREREOM
PREEICHFAET % ) R 33 (lipopolysaccharide :
LPS) TH b, 79 ABHEEREBREI X 2

FETRDICH LI LIIRELEBEFEORE

BFE2s, FFHEATH, BENS S AEBEREE
OYETE, IFEEBMNILE, Kupffer MRISHRIAE,
PR - RIERY v ¥ M EOBEERFICLY ET
MERFEC2Y, FRFEEwEIcEs 77 —2
Py MCXAFFBENLY PRI votd v
Fev Mogd 2 FRoRE T it s eifkE
EBYBBEHED BT REEL 2o TETY
5P BMEFAL T ET MENBERL, JEE
¥4 Mh 4 VI, IERDEEREER (ds
seminated intravascular coagulation : DIC) %5
gHIL, H%%(Di%ﬁté b NSRRI A
DFE & i B EI B S hCn B,

- — 7, ADAMTSI3 (A Disintegrin-like And
Metalloproteinase domain, with ThromboSpondin
type-1 motif 13) 1%, MEREHEISHEHsH
2 BESTE VWE multimer (UL-VWEM) %4
W3 AEMESEHERETH Y, bhbhoihs
TOBRECEICHEMBTEES NS ZLPHL
P o229 ADAMTS1S Wbt f /N i
PERBE% (thrombotic thrombocytopenic purpura :
TTP) D%k & OBETHIE BT A, &
BUEELPHER R CORBA~OME LIS

TRy, SHLKEHEERICEI)S ADAMTSI3
L VWF OBERLEEOREEY, FREOSR
i R LSRRI 2e L OMEIIBw

CTEASRTWATR,

BB TIX ADAMTSI3 & VWE OBEE & #
HORHELRETHLDEFRP 25T 5L
FhzihmEsdh vy, ETIEZRET 2 HEEE
ELTLPS 7 ¥4 T=A b THh 5 B5564 HHEH
ENTWVD, FECH, BRFFRLIIB81T5ET
M & ADAMTSI3 B OBE L ¢ OBKRINE
%, SLIKRLPS 7Y 5 T=A AV
WEEOTHEC W THHRT 5,

1. ADAMTSI3 OfE ke

BRI TEA S UL-VWFM i, #
SEWEY 4 b oh 4 ¥, {ERRRINAE, DDAVP (FAT
TYvy), ¥R rRhEOSEST LN
Wk, MBS b, SORET CHAE
RAEEWT Y IR0 55 & UL-VWFM i3

R, WL, BeI/MRERE RS SR,

ZOMRELE UL-VWEM Eo A2 K24 Vich
% Tyr842-Met843 _ 7 Fib& 200 o B
2 ADAMTSI3 T3 5% REERIEEIFRT
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VWEM Sy, m/AEo GP Ib S84 L B LRRANY 7+ VEEigiE s
BETGP Ib/Ha REAOTEEMEIERBI 3. IVMUEEER ST E 3 lR
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HTCHLOMMIOZ LR ABREAERL, L) EELSAL GP Ib/Ma 2FK
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FERELTHE, B884% VWF EZLAET 27050 ADAMTSI3 OFE%, FEMEH»

C LOEAREOMIT, ADAMTSIS KX 5 inhibitor, KV A Mh A

v, IVE

PRV VREFERLONE (IR BBEE).
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Y 7 Lhﬁé%@ﬁ@%@% ZownT
W5 E TO% { ORISR SR TEL™, Rake
B RHER S ORI I ERIRIC fibrin M1
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BT 5%, M, mwﬁﬁfmkﬁmmmﬁwﬁ
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DELBEENBTSH S LPPLPL o7
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THEIHEERCBY B ERABUMER T
BREO—HEBo TV B TEEFS 5,
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' ADAMTSI3 M 28T 8¢ 5 WA
S TWhe FLREEETVI-MEREICBWTD
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L BEFFRAI B 5 ADAMTSIS FHET o
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CMELBNA 4 VLYY — LA OB

Wehy, HOHWE FERSDELEFETIH
THY, (HFHE) TTP it IgCHE DAY Z
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ADAMTSIZ T 54 Y e ¥ ¥ — 3804
D28, BEFFREOTHICRBEN:, B4

LD E I HAMFTE T ADAMTSIS 3T 5
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| 1oG B E BHEE, ADAMTSI3 EREERTO

(<3%) 5l s hize OB, TTP 244
L7l (LBI) & TTP OREEER R L2 d o7
B 480 %, IMmiE ADAMTSISHEE 4 ve¥
Y —OEREFPSENT A EIITEY, ABRS
PNSERL, 1gCG4 YL ¥y —%2FT HEMI,
TTP FREED 5 i “subclinical TTP” & v
THB/ETERVEEL LY,

CRAE b MEERHRE ORI BV in

vitro DFRIBWT, IL-6 3 ADAMTSI3 OFEH
RIS L, IL-8, TNFa AN 5o UL-
VWEM O HE BB EE 5 2 LPRET ST
B, EEEYA M4 Y2 ADAMTSI3, VWE
L OBEESEE IR TS, F8E, BEAR
ET #8E LR 2BRERSE &b ki
ADAMTSI3 HEHOET, VWE HEOHE M
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n® BT HERFA AL Ve E bl
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Téﬁ&?%ﬁ#éé LEEHLENTY
%’ 21) i
bﬁbhﬁﬁ?ﬁ%%SV+M%%%%ﬁﬁ
R&Ty PIBWTHEEOREE & b2l
ADAMTSI3 EHXET T 2 - TLH

ADAMTSI3 mRNA %83t LA H®RT 2 L1

_..96_



3 preliminary ZBEEEEBTEY, 4%, SBF
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