ONTy ) VyOEACETATVr— MRE

EREBIRMLRER L CHOLREREDOTHEZENE LEUANT 7 U VERAOERIZOWT,
FEROZBRBRELDEEIZBETRLET,

AEM (Q OVWTFNRHEER, HEVEZARICARICERLTFEN,

#IEIRWEELEAED T T 7 A VR THRLE XV, (Q1-2)
Q1 : Bk
ABERR a. KFEMUBMHBL. bR, c. ERE - BFAT. d. £ O ( ) [ 1
B fRERSL  a. 100 BRKRHE. b. 100-500 FRAKRE, c. 500-1000 SRR, d. 1000 KU £

—
[

Q2 : EMMEIL a. RBR. b.ARIR. c. DM ( ) [ ]

tonzrz U AFEROERIZOWTERRLET,
Q3 : EHEEMIB (FER) a. b IS, b.5-10 FlRTE. c. 10-20 FixREE. d.20 ISl E [ ]

Q4 : EHHFEAHAFIZHOWT
AEFHORZER (ERXMET7VF rarEr-111, a5 C, 7usA v SKBE
) 2B HEH

a.1 5 AW, b.1-2 y AR, c.2 » A-6 » AR, d.6 » AL [ 1
B: ¢ KM (FiV VIREAGEER, ~Y VERELMEBAES) 25T 5EH

a. 1l 7 AKW, b.1-2 y ARM, c.2 »A-6 » AR, d.6 y AL [ 1
C: MARMERE A L TRVWES

a. 1y AR, b.1-2 y ARM. c.2 ¥ A-6 » AKW. d.6 r AL [ 1

BE : Bkl REREOMMAERE T (BIRMLRERETFENA B 7 A AEK
ZA%)

S5V JERE. =R bu S Ui, TRERE

SR . EER, REIBUK, O oMHEOTRE, MEFL, BHRA. POBIRY T
—FNEE. BLFRIE, BEEBRRIE

BV BB EREOCRE, MARRE. THREE, TR¥7AHEE
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QB:INT7FYrDay ba—ABEIZOWT

A:PT-INR{E a.1-1.5R¥. b.1.5-2.5 KW, c. 2.5k, d. 2D ( ) (
B:EELENEIEFE (FOP, D ¥ A ~—%) 2RAMKICAEL., A7y rarira—ro
BELLTOWETH,?
a. I LRV, b.FOP DLFE. c.D ¥4 = —DHHE. d. FOP B LD &4 v — 2RI
e. TOMOBREMERE (BMEMIC : ) [

%:7»779Vﬁﬁ%(ﬁﬁiﬁﬁﬁ—ﬁfbé%ﬁ)Kﬁﬁéﬁﬁﬁﬁmowr
a.2 @REIE. b.1 ¥ BE. c.2 7y A, d.3 A, e. TDM ( )

Q:INT7 Y rEEHFOMRERR LZEFIZONT

a.d»v. b2l [
Q7 THY DEEDPT-INR X ENL HNTTH?

a.1-1. 5 K¥f, b.1.5-2.5 K, c.2.5 LA L, d. T ( ) [
Q7 THY DBEDHEROFRIZONT

a.»Hy (BEiC: ). b. REA

B:IAT7 ) rrEEFOHRMFENIZOWNT

a.h»¥. b. 2L

Q8 T Y DA D PT-INR (2 F < B TFn?

a.1-1.5 R, b.1.5-2.5 K. c.2.5 8Lk, d. T ( ) |
@B ThHY DFEOHMDOAFIZONT

a. BREE, b TEWB~OHMEL WM A EST MM, c. ZDf ( ) 1

Q:INT 7Y UBEROHRERORGIZOWVWT
a. IV7 7 Yok, b.PT-INR % Fif TE#E. c. PT-INR # R E D T T [

Q10 : i/ MREDFEAFIOEEIZHONT
a. 10%K%. b. 10-50%K7H. c. 50-100%KE. d. £4) ' (

THhHHORES T E LR,
S%. SHIZHMRRERLELRBESIZ., THHWEETBHIX., TEREYBEVEL
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A N A R (TMA) 9 7 7V — TR RS

SRR

OfEF &8 FRRIERKFEHDLT iz
wHET EMERSRtUSHRR #Hk
HE B BESERXFEFHREERY B
Ak SEAYEERERREEY MR

MFEmIE
vE B FREF £ ERKFEFREET
BT BEvEERRtUS-HER Bk
AR EBRSLERKFRMLE HEFIR
HoAKS BISHEBRFERETHEEV Y — HE

=HE

TMA 7/ b — 7 C il fB 8 CREIC R OE b D ADAMTS13 FEHERIE R EPAZE L.
S pFEEYAWTREOEFRSED S RITERELZ ST ™M EFICONT
ADAMTS13 7EHER L URA e v ¥ —RIEZTT o7, FEICREERE TREIC
HETH LT, BB L UEY RSB FHOREHEEICERATh . F
5% 19 48 12 H 5T ADAMTS13 FEMEDRIE AT L7 EHliL 861 i & pole, TO
iz SR TMA 238 59 Bild 0 . 5 ADAMTSI3 EMENZE R4 5 Upshaw-Schulman
FE(BRE (USS) 1 35 Bl Toh o7z, 35HID 5 24 EF CHRETFRITEKRT L., &
o T TMA 12 802 Bildh 0 . Th b ITREFEME 370 £, BIRIR 206 B2 & TH
o7, HRMETEME TTP Tt ADAMTS13 FEHEDSE WY B AERIZS 68%FEL. T
6®ﬁﬂ®4ytE&~®%ﬁ%&@18b—i%ﬁ&77—9?4x7v4
EEXAWTITo T,

A BFZEER (BB BAERED 3 EMERET

MRS B FEERE (TMA) 13, M DRERFEMBEIA T, ZORBREBIC
AR I R, REMENIVE AR BEAL 00 AR /AR D B
B, £ LCh/MRER I X B B (TTP) & 20 PN AR iR
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PREESEMREEE HUS) EEND, 1998
H1Z von Willebrand X FEIHrE2E
(WF-CP)IEME L Z DA B EH—7
i OBEEBHEL S, TP TXZ D
BERTEMEDERDS . F 7o A 2R IR
KBGEE 0157 -HT BRI X 5 2GR
IZABET 5 HUS Tk & DEERTEME DR
THRRVENS VWF-CP IEH DRI EIX
WREDEINCERE L ORMEIRE
iz, WF-CP {EHEXRB T TilItir s h
WEBEBEKRKDTFE WF v L F<—
(UL-VWFM) 3/ MBRBRE TIZA L S
[#& 9" Y ii7 high shear force] D%
& T, BF 2 f/MREESE - R EEL
572 LA STV B, 2001 21X
T @ VWF—-CP 2% ADAMTS13 IZ 3 & h %
AAuarF T —EThHhAEIENRRE
I, B4 72 ADAMTS13 B~ —H—d
FRATHSRIREIZ 2D . £ DFER. TIP &
HUS Z#EERR T DWW T T B EI3Fh
TEHRBRVWELHMENBIZES T,
hi& v, 4B TiX TTP-HUS & £H T
HHBEC. HHVINHREENZW A
™A % @& ORERZEA & LTHER
LTWABHENEY,
ZREXKEME T 1998 FFELIRE,
E2EOEFEERE» LEEIN-BRE
WZDOWTRIBRFEHRIE LTV, £0
% 2004 FEIZEH (8) HEALNFH
F L7~ ADAMTS13 IZ X o THIlr &%
VWF-A2 R A A o DEB/NEE VWF13 %
A L - &R &E S BA E &

(Transfusion 46:1444, 2006) % B3
Lz, ZHEFIA LT, 2007 £RKEZIZ
BELR - RET —F 05 TMA L2 C&
T BERE 861 AoV T, 24
ADAMTS13 FEHEZRIFEL. 55 286 #i
(#1/3) IZREEPERT 2 [ER
B TIP THHIEEZ R L, Z0O [E
I ) TTP 2% ADAMTS13 Bz FREEIZ
L B%KM TTP (Upshaw-Schulman %E
BR¥, USS) &, ADAMTS13 A v bk B & —
(EIZ 1g6 BB O HilE) DERMEICAE
LAEDHDITBIDBLDON D 5,
ADAMTS13 MRIE I N Th b, F£XR#
TTP (Zxt3 2 IR IX T RE R Iz &
LEEFZHARTHATHY ., At
v —E2FTHHBRETIP IR LTI
m % = # B 5 % ¥ 5
EBM(Evidence-Based Medicine) 2SFESL
Sh, (1) FBEFEMR. (2) 1k
v & —mkrE, (3) UL-VWFM DERZE,
ZL T, (4) Mz HERIEE VWF
DT, THEAIND L O Tz,
DX D IR DT TA TMA/TTP B
ZEEEIE, 1) TMA OSEBIRITIZL S
JRTU4YHE. 2) ADAMTS13 iR - B+
fEMT. 3) WESL XIu7z ADAMTS13 7&E
OfEE - RERIEEOFME LK, 4)
ADAMTS13 f Y E ¥ Z—Dxt h—F
fEMT. 5) TMA(E 721X TTP) OB - 15
WA KT A OMESL, O 5IEB %274
o0 —BLEHEENLE LTH
FTwna,
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B. iR FE: (fEE~DEE)

1. ADAMTSI3 {EHE ¢ RA e EZ—D
BIE : AFRHE T b oD, (1)
HE RS VWF % BV Mo SDS 7w —
AT NVEBKIKENZ XL D VWF v /LF~<-
(VWFM) £2#r¥E (Furlan et al. NEJM
1998), (2) HEIZKBERBREL
GST-VWF73-His % AV 7= chromogenic
ADAMTS13-act-ELISA & (Kato et al.
Transfusion 2006 45), (3) FEEIZH
FHEEWAEEEZBEPAATEERRY
~RFF K VWF73 % AV 7= FRETS-VWF73
RIZEHE (Kokame et al, Br J Haematol
2005 ), @ 3EEHWVE,

2. TMA BEZG . REEKBIMES HP
(http://www. naramed-u. ac. jp/" tran
s/) &ML TI19984E 7 A D 2007 4
12 AXETCRLEOERERE» S
ADAMTS13 FEHERIERIR 2 X 1T | ERARSE
We o RBREREND TMA L BB SN
7=Dix 861 Hl T -7, 5 ADAMTS13
EMEERG (EH D<3%) 1% 286 i & .
20 1/3 Thol,

3. ADAMTS13 BI=-FFtT - B&k T™MA B
# 861 fl9, ADAMTS13 FEMERSI (IE
HD3Y) 1% 286 Bl THo72, ZD
FCRA e EY—BHE (.5
Bethesda U/ml) BrR2GSEXME TP
(Upshaw—Schulman fEfERE: USS) HEE
bl EFIC OV TITHKEMER &
BITHERON S CHEZERIARE

57-% . ADANTS13 BT &2 1To 72
(FWCERHAENEY, —EITEER
EIZTER), —7F. ADAMTS13 EHE
W CRA & B 5 —BED®%XME TTP
T, BEOREN ELNTZHDIZTHON
THRIFBERLFHREERTEEBT
B 21T o7 (FIATEHEHNEY),
4. ADAMTS13 HUREDORE: BEFIH
B (r)ADAMTS13 ZHul e L, HHEIC T
ZHEE(A10 & CT7) DHT ADAMTS13 ~ 7
AE ) 7 ua-F Ak EER L. Zh
LBERWEY Y RS v FRIBRRE
BIEHE ELISA) ML L. ZhiZT
ADAMTS13 HUR B OBIE %17 - 7= (Yagi
et al, Int J Hematol 2007), A10
T b b—71X disintegrin-like K X
AT, FlL CT O b—=TF
Tsp7/8 RAAL UIZH D, F7- Al0 IX
ADAMTS13 BERIEMIAETHKE TH YV ([
TgGC DB 20 ug/ml TEITEM: (under
static conditions) Z5E2ME L7,
FLmFORIEREHFELLLHE
ENT-HLADAMTSI3 =T RAE ) 7 u—F
A (WH2-11-1) 2T, Bidk
BT CTREMPOSDSKRY 77 Y LT
I FEKIKEIZ1TV., £ DK western
blot(WB)IZX » T, BEMPEF D
ADAMTS13 R DFTERR % E I
R Lz, HR&AIT, WH2-11-1 D &
=712 Tspd KAA ITH B,
5. BEHAE: TR MEEICERLE
—RFEIL B A M FESHHERRR 515
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HEE% O/NERNS X G NE D 994 4
AR TTP/HUS IZ DWW T 7 v r— M2 B
* L7z, BESB/OLNT-DIT 429 HFT
(43%) T, £D 5 b 2 RAEIZH S
RIRESEHIL 344 HTH o7, T D 344
FHZDOWT 2 KFAEZITV. 195 #i
(56. 7%) PHEIZZHE T, REAFRR
ETFRICOWTHRET L7z, ZididHl
W TEERBOEFICET LUK
(IR : HEEBRKE XHEREK
®)) LIFET, EHITE L AIT—K
WE. BWT2KRAELZITo7, TD
FENTIX, BEHMOEFZANEY L
7= (BIHESH),
fREE~DOERR

ADAMTS13 B FRMTIZ . BB RS E
K, EMBERBHREEZ—, BIiLEER
RKEBLIOEBERREOMBZESD
AREFLEZ, MHREFIZEGTCORE
= e
C. PR LERE

1. ADAMTS13 J&MEHIE & DM : BT
@ ADAMTS13 {EMERIEEICIE. OEE
IZ VWFM Z W5 b & QEEIZ/
BOLBREELE WF-A2 FXAL 2D
Tyr1605-Met1606 fES & Lo AR Y TS
F K (WF73 ) 2 W2 503 H 5,
DM, BIED VWM EEZHAVWSH
D& LT, SIS 7 H o —R 7 VERIK
BT 7 — 7 UEAEERIA
LEEFERSBTHERASLTWS,

FRBEEORYRTF FEEEZAW
%% DL LT, FRETS-VWF73 H{GHIE
& L
ADAMTS13-act-ELISA R H Y, Zh b
EWTFhbFy MeahvfilREh T
WARIRE 2o T3, &Y biTailE
O FRETS-VWF73 i (XBASE B M/ 5 R
OBFRE BT AR KRS & bh
7=OT, 5B TCIIHRPFRECHERAS
nNTWb, UEo4kicmz T, &9
RITIZIIWFI3 U TH 525, R2D
RYRTFF W8 EAF L LT
LOEFEHIZHW, I
#%., EAF AR ITED T Ao
—ATRE - TBESNDHDT, ZDOJR
EAFI R L7z ADAMTS13 JEMERIEEL
TV MU REDITN—THhLH8E
Xi7- (Wu et al, J Thromb Haemost,
2006), Zh o 5 FELPLE LcHll
EE O LR ERRD EE ML IEf
¥4 D SSCEE R T Tripoli #0DFE
BOLLICEDLN, WThDT vk
AbEEITRET—EIBRELND L
OFEHEN LD I TS GRsU
BREHET). hboREEIZOW
TiX, LALICET T, Z0RBE. %
FHECET IRESCEARELS
BELIIRPEINDLERHH I, —
FC, BIREROMFRE LTI, B2
T EERREEE RV, TNENRER
STRERB TG, £v% ADAMTS1S
EHOELWMEN?ZEZ25X0 b,

chromogenic
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BIZ TMAERZETHBEFNBY ., #1
EOWVWTNIDRAIELE CEHIER
SNTB/HITIX, FDOT—F%2FDFE
FZTANT, WTFhOFETHH-T
t TERIM) TTP LHBEFL TRWOT
ERVWHEWIRRPEEHINT
W5, ZiviX. ADAMTIS13 A3 UL-VWEM
RO A RGICBNT, © D8RS
72EIW D 72 1T ADAMTS13 25 & PN &
MR E~EES LEHBLERL 5.
@ FIEEENEEG UL-VWFM iIZ#EE L.

INEHERT 5. @FFtE L7 UL-VWFM
EEBER RN AL D5, RED=
EEHENEEIN TS, 20
WO EE X, UL-VWFM 23
ERMLITP2REL> BLEEILLND
"o ThD,

2. TMA B35 %% & ADAMTS13 %44
ERIAVEETS—DRIE : R 1 I
chromogenic ADAMTS13-act-ELISA T
DERETRT, ERETMA L E X BN
BIEFITE 59 FITH o7, 5 35 f

(30 3R) IXRITEMEE R D USS T, &
D 24 BlIIREARETH -2 (5 BH—
BlHIRNDOEFEFRUEFRLEIZT
Factor H B FHIT 1TV, BHEODOR
HENMOFEZHERB L), USS @ 24
FKRIZOWTIT ADANTS13 A= FHRAT
EHRTL, TOREHWAERE LT

(%), %KM TMA 1% 802 T, 5
HEFFEME TMA 1% 370 Bl (BEBRAEIRIC &

58T, TTP 265 #il, HUS 105 %)
THY . _RETMAIT 4321 TH - T,
R TMA ORERIZ. B 33 851 (D
LFT Y PUFHE 21 Bl <A
<A C 10 fil, o3P 2 Fi) .
BIRIR 206 4], EHEREE 58 4], &
BB 54 B, HER 14 B, RIEK
FBEE 0157 X% 30 i, & Dfih 37 #iT
HoT,

3. ADAMTS13 E{=-FfEHT : USS10
F% (Family A"]) 11 EFUTDOWTIX
AFRBEDOIERR 1 4-1 6 EERIE -
SEFFRBE ISR L TV B0,

Family K™DD IZ- DWW TIXEHICHRAT L
2bDThHD, BETHRITIIE 24 F
RIZHOWNTRENTZD, Family X O
USS B#H X-B) IZ W T EELERE
NMERETE oz, BY 23 FH
28 Blh, [ REHESHER) T4FR
46T, &Y D19FR 24 Blix THE
BT gk Thol, ZDHIZ
X 1 %l (Family P) 2% de novo R %R
Lz (R28H),

4. USS MERFREER DM (&

2) AR B TIT USSIZ DWW T T8
A IRHAIZ Coombs RREREEMET. ZZHilg
MASELREFERE CTRET S DH
B LREBINTWBEENEZN,
LU, AR I ICEY T B
FE3 561F 1 441 (4 0%) DHT,
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Y 6 0%DEFILZ DRHILIEIC
I Tz, iz USS I35 RHE
TTP & LRI N B4, Brif TTP DOt
B 5 %% (Amorosi & Ultman, 1966) %
INBHALERLEDIX 2HDOHRTH
o7z, —K . /NREBIZ /MR FE D
TEY—FEERTELEHFIL3S5
Blh 2 761 (7 7%) LBEBERTHoT,
FEY 8B Z OERHIC M /MR
VIENREN ST EWVWIRTIHZL, M
IMEEEDOLDERE LB D

ALV LD TH o7, FREREIZ,

/RN /MR FEIZ RS0 T
WTh, Zhds TITP) & 2HranT
WBBINREL . ZOBEDYL & THRA
HMEAX TWBHNRELHoTe, ZOD
R BIHIITIR & SLRE T ZRAR TTP & R JE
LB 25 USS THHD,

[UsS L #E8R] USS 6 F % 9 Bl &4t
BETHEH 1 6 BOITIRENRERT
e, BOEEIIINLOLTOMR
Bz T, #R8 —3 618 (%<
X2 0— 3 018) I/ IMREA B EL
TWe, TD3bH, 9EIT Himflo
TTP HEENER SN, WTHUHRET
B5 B B9 oD 37 e BR S M 8% oD e 13X ESE
SNTWiehote, —F. TP ZRIE
Ligho&Y 7TEBlO>H, 346 (3
[|]) CikTFRHROBTREER M ffdmE DS 72
EhTWiz, ¥EREHEKREDEIC,
Bl — B T3 EOEREICR L Ty
THhHMm/MRBARICT AE Y 58

5 &h, A LD 30 BroiEiRike:
Bk, ZREITITWTFRLFEGRAT
AREBTVWBDEFRH T, Z Ok
DT AEY DOERIZDOWTIXEBM X
BT ENTVARVE, SRBRISND
REEFELFELEZOND, —F.
USS BE DEEITERMIZIZVTRY
BIEEEX Y VT —ThHbH, ZhbHD
EIEGEME X v ) 7 — O EBH TRk
RER MK DIX1 9E (1 94) T,
1E (14) XFR2 0B THFENIE
T, b9 1 (14) (XER3 28R
I FERRBUE M THRE & 72> Tz,
D 2% DR USS Th oo hE o
IIBR R TIIRIERFTRETH D, L
LU EDOFEET, EREMRM USS F v Y
7 —DMEEME T, TUSS BE % | IR L
=HE. BREE] OEMFIX. 1)
IR — P EE, £/22) TE
fE | OREFNIFERMFBIED TIP %
Ebiz, 3) HEAE] OEEIIHAE
IRMIZIZBRE 2B D0V, ZThBg
(L /MRIRAe TTP SERZ2XET 5.
ZLT, 4) —R BE) LEXbh
DIEFIL. BRABICARRIZ TTP Z RE$
B0DX IRz D, BRAOERD
BrgeE I, IO Furlan OBE®RE
(2001) % EAM&iz | [4eRE ADAMTS13 %
HRETHoTh, £<IEROEVE
BdHd EVWHIFEZELEFELTHD
X 5 THBN, BFD USS FEFI DA
72 Natural History ZRRIETH L. %8
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EDESIT UNE#D (Rl f/R
BOELBLZHDVIIFBRLTND]
EEZBND,

5. ADAMTS13 HURDfENT: BiscD &

i, (1) £/ 7 n—F A5 A0

ECTERAWEY Y FA »FELISA &
(2) BT O=TITRoT, £
(1) OFEITEBWT, Al0 % ELISA

ZVv— bhIZCEE{ELL., CT %

horseraddish peroxidase TIEH L 7=

antigen-ELISA Ci. % 0> ADAMTSI3

REREOHE TR 0.1% (EEHMHE

100%) LBERETHok, £, E

BATOINOOfEIX chromogenic

act-ELISA T#& Lz ADAMTS13 &M

L —EDOHE %R L (r*=0.33), L)

L. C7T ZEHEL, A10 BRI L

7oA D antigen-ELISA O{EI3FIEE

FIEMHE L 3BT, B ohRdoT,

0L ICEERER A BRI L,

—Rikd LTEALESRS. o

EHRERZTOESHELY LBNICR

BT 5 &V 5 BUAEIL VWF T b EERT

Eh THE Y Murdock PJ, et al.

Thromb Haemost, 1997) ., £ % Z @

A10-C7 sandwich antigen—ELISA [Z[A]

FEHE & HUE O B BL R B 1 00 B

BIZbHFELETEDIbDLEEZLND,

KIZ WB I & DHURARNT TH 5 23,

BEIZ % D ADAMTS13 BimFREWL %

AL LBRXBELZUSSA IOA

FERIFIZONTITo, USS BEIIL
TIZBWTMEES D ADAMTS13 HURE
LEBLTEY, ZOFKRIT invitro
TORBAERGERLEB—HL TV
(Ishizashi et al, Thromb Res 2007),
LA L, Q449X FEERIX in vitro
TIREBRIND LOD, in vivo DA
FMFEPIIIER CTERMPoT, TD
ZIIB 5 <, Q449X EAIX in vivo T
RBEENTHWTH, TOGENBTLEL
TWaH72H, MPLLIRERLTWVWS
LD LEEINT,

6. ELRBOBTME - BRM
(ai-) TTP DFFEELFERA : 73k, ai-TTP
TR ABILIE T, L b &iIc 0%
KRETHEIEMINTE 2, Al
@ TMAS61 B, ai-TTP DA T =Y —
WZEWSITENT=DIX 2656 TH -7
B, BOWEIZZOF TS5 HIOMEI
RORERINT=(E3), ZhbHITIBR
3FITER2BITH- 1M, HEFT
ZIIWTHOES HFIHILITP 2 &b
., A7 A FX high dose IV-IgG
EREZITTWe, Th b ORI,

(1) %77 Bhb1F 757 BADS
EHIR T, ARLRFRR I BB LILIZ
BB f/MRBABEZ B, (2) ITP
LREZIh, EARBEEZITI TS
BENE, (3) MM AT TP —L L
TiX ADAMTS13 A > & EZ —BtE. [
EHERO [ERE) TP NI —%
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RLU. RA e ¥ BN 6 —
87 B LEHIT, USS iICREHKEE
UT-ER & OBNZH P RETH S,
(4)%%m SUT RSB DT DICE

VIR 14, BRE 241, F LTk
2%0 (5) EFIZX>TIEREA b
X —AflAE< . mEERHBmEEEY R
Bzl THRYVERTHLEND S P
bdH D,

7. TTP/HUS D2EEFHE

2004 £ 1 EFOZZHBE EXIRIZ,
TTP/HUS O—KRFAEEZ EH L7, FAE
Xt R4 3301 Bt D 5 B 2275 1 (68. 9%)
M HYIERME 20 4, %KM 437 #i, B
457 BIDMEDH > 7=, 2004 FEDBE
BUIFHRME 1104 (60-160 4). %K
#2420 £ (2080-2760 &) LHEEIH
7o 2 WAL, 2005 4E 4 Ak 12
BAZHNT BB 457 46125k L TITV Y, 212
A4y &EUR LTz (B 46.3%),
&%E@ﬁ%@ﬁﬂﬂuﬁmwémus
FEEAFRHBEELSROZ L,

8. Fx /Y VU FHEMAIIEBEEL
TTP @ B XKL RIHF S (SERF-TTP Study
I) : S¥FMIIERR 1 OFEEREICERT
DB, =)
@ Charles N. Bennett Bi&MHDHE L
ANz & v, AIEEOKXFRHEELITV.
BRULFz /Y OUFEETHY 2
BHF 7 ua vy TTP XEH DK 80%

Northwestern K% (3

23T ADAMTS13 BeHiE%24£ L% [E
) TP THY . LHrbEORBIX
BE#2-4BOMIFEELEL D EH,
Fh-—KF., 7uat K7L TP iXfiE
X0 HREAREOKEIMNEIIE I
<. E7-H1 ADAMTS13 HEHBEZ4AL
5 TEERM) TIP X 20%2BE 3, 7%
¥ 80%i% ADAMTS13 TEMENSBE EH D [3E
EX) TIP THHEFRA LTSN
(Bennett et al, JACC 2007),

9. £ BHERED TMA FREEARMT :
ADAMTS13 @ cDNA 7 o —=V 7'M &
5 1999 i, BEF O IXFERMRE
BAGHIEIZ & DB AP A O KB A
# (FIZ/R) Tk ADAMTS13 TEHE (4
BFIX VWF SOBTEE SR & FEFR) 23T 5
B, DD BEIEEFBHEZITV.
ZORBLERHFTHD L REREMNE
BaEICEA L, 25 TRWEEIZIZ
EERENLE LI EBETHIELRE
L 7= (Matsumoto et al, Blood #¥&k
2000), Z DOBIERIT ADAMTS13 D EREA
[BRPFBTHAIELRLTEY, E
BZO®HE L 3HRERIN—TIT
0. WFNRLFZA4 77 —bFH
BEFD CDNA 7 m— = IR & T,
Z D%, B OIITRERE AT
BHEZITO> L. EEP»DHH1EMT
ADAMTS13 FEMEDSZE R L | RIFRFIZ /MR
BIETE2E>ELBRA SEF TR

W H L 7= (Ko et al, Liver
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Transplantation, 2006), ~ DIHEBX
FMELIZE>T, BRoEHRTOE
BPIETCTHLERE N, EbIT, &
DD TMAREDE=4 Y JIZiiL
B BRI X D RkRAR Bk & IR dn
IROPERERATH 5ENHE S
iz BEXRER), ThbDRERIT
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