PRk 17 EE R - o EIEEE

T 18 (2006) £ 3 H



B 2

YRR 17 SRR G ERI VISR i) &

(BT 7 I BEEREZEHSE)

I /i L A8 T B 2 T 9 B Bis T D RIE &

*

TORRZAWETH 6%

SRR 17 47

%k
B T
ARl 32
bl B
A HEER
/NI T
Y ]
ARHSFIZR
AR
& IR

(H17-%/ 1,-005)
34EEED 14 H

Pk 18 42 3 H

*  kBpF %% M M ox ok
B SEAEIRER N > & —BHZERT
E S IERER > 5 — BT
ENERES T —

[ S SR AR 2 > & — WA
ENLIERERW T > & — SR
ESRERAR N > & —WIern
LIRS & 2 > & — BT
2R SMVALYE NS Sl 11

RERZEREGE BB RATZER

i - PR

%

*

*

.



H K

I. RIEPAEREE

/MR AL TE R & IS 5 AR T O FIE & 2 DR E VT
TB5 L IBRIC BT BT

I. SEFERES

1. /MR TR % I 2 B AR 7 O REIC BT 2 BF5E

1.

M/ IES A & ERREY v 7 BO L HEECMETE
B9 2 W5

/R f A BEEEAR O 7 b D R — AR R % BT L Tz i/l
BEEERE DIRET

AT 7 ERICRD D VT T RES BT DA
i A M /AR IS PSR B R O FTHUR R B R TR R ORIE

(AR P /AR IR PSR BESR OO BAT AR T ADAMTS13 R~V
A DIER & AT

ADP Z&RE P2Y,. P2Y,, & T DL BUfENT

MM/ N EREEE (TMA) OfFBAENT
SR EIEIR F factor H OIE MR E 1 DB %E-

(/IR A2 B A OARHE R F & MR 112 BE Y D AR

ARIGT [ 12

ML B

AEER

/INBIETH

Y 85 S

AAFIZ

R AR

& LEERS

AR B D TUFTIZRET B T crerrreeessmssssssss s sttt s

BRGERREE D TIATYY » BRI Y soeeeeeesssesrsssssssssissssss sttt



IR

JRA 55 R AT 7S B B

J

g 1

FL¥

3 A
N T




A @R R R Ae (v b A - BAERRGEIREE)
/R f AR FE K & Hl 3 5 B is -+ ORE &
Z O E AW TP LR OERIE

S
v

RIS T

&

/iR EZRHE T SEEFORE &
FORBEERAVEFHEAROMERNICET DR

FEWMEE BHEST EXBRBBECI-PREFT BE

MREE

EMBRBESERBEF - 2 BOHRMREEER (XY FU—7)
LLTHZ, E M ADRBICESOW B RAMBRREOMPAIFIZT
WB, AFEIL. BEF - 2 EBOoMORy P85 Z@ LT, M
IR OF RS 2T A2 Lz k), BEROKRE MR Lo AL EK
T B LGHEECHET O EFHHTEIE - BREZBFET,

BRMLGE T oM/ MREEEZ, MY N7 BTHL27 4807 T R
T (VWF) {KFEHEc = — 7Y ECTRERIGEZEZ T, 20, BEAEO®
W VWF v )VF < — 3/ MREBEERRD THRWZ EXmb6NTWS, f/h
WOEBER NI, RA T 7 ) R REERERHERZL TS, T
=R FORIEIZ LY /R ST AR RESNA VT 7Y R TEE
45, VWER T 47U ) —F U A3ERLA 7 7Y V& L, f/h i
BOAEREND, LENo T, M/MMRILEER Z A&RIZH -+ 523, m
IR B2 TR S D M/NRONE E ROV 7 T IVREIPND DR F 2 H
DICFEXRBE L. 200 M/MROBEREIZEDO LY IZHET50O0%E
Bl 623 LT, IMBEZE - DA ZED T L RO MEA b E B ZETHRERDH D,

APFFRIZFEEREL 3OO N—TIZH3TTEDDI LD TH B, MM/ R
BEOMBAR Y FU—7 ] OBRE, I/RDLBER TH.ORRE %2 R
TR A T 7Y v OIFHEALIZ P02 FHHARFORE., BLRhetE
F— K TN FIcBETAMETH S, M/MITEZMIRZR 0T, PHEF
HIZHIERN S D, £ T, M/RA T 7 V) v allbB 3 2R 54 ZMIE
PERMULEEEZEDAZ L L L, ERLZMEKIT, BELs 770 &
PR AHAE ) sn—FAPEERIGE L, 2OAIFaeIb3 T X TR
ML WiFIERSICREESNE, 29 LTHY LEMEEEZ VT, M/




LT 7Y OEHIIZ D ARFOR T ) —= T RITO L L LT,
—J7. ADP @2 = S 2 \WEAHFIZ, ADP 2R P2Y12 B{sF O R % [
L, BEOM/MRLBRIEES T, BTVIEACHMEZONRNEDTH -
2o SHPS-1 &7 4V 3AIX. 747V /=7 ETOM/NRO R -
MELZIME T LN LE, TTARX I FUVBBEFRB VX
DIFF S, TT 4 RR 7 FUEHRMBRIEREZ D2 & 2B L NIC L,

[ NI b D MaNA Ry N —2 | O E LT, &T DIk
To@Re THLMEE 2R3 VWF v L Fv—LZ0UEERETH D
ADAMTS13 O %D 5, MENKMIBTER SN VWF X, ) THE
AEDOENEESTE VWF v Vv F-—Th b, A< /LF~v—ITl/MREE
etk < | PN E I /AR AR E R T 5, 2 DS e M /N B R
HEE Th D, COMENSTE VWF ~ L F~— %l B3 25 EEEMN
ADAMTS13 ThH D728, KEROTEMEHRBRFOREMEZ KD 5K+ OFE
T, BIVISH FTCALL2BIROLECHMAICEETHL S, FEIX
ADAMTSI13 IZ#HATA2RF27 ) AERNTEEZHVWTRZ ) —=v 7%
TWEE SRR T2RE L, 5%, AMUFEHRNFEZHVWTREE 2R T
o

FLEE 1T &30 E TS R MR e M /MR D PR SR B B F © ADAMTS13 &
BT EIT > CE N . SEERFT LI N RZROBEFHT2ITVWERY
FE L7, BRKEOBIZETiT, Mk f /MR D M S8 5% W B 72 B R JE IR % R
TR MR GEEFRMEOBERIC, #HEHHEKF factor H & Membrane
cofactor protein (MCP, CD46) D#E I FERIN B E SN, FZ T, FED
—EROEFNZDONT, TN 6 2 DORIETF b L7, BRERF 2278
HeEEZONAERIZAHERD -, MM/ ERFEELE 2 XRIT,
factor H i&MHRICTOEEMHZRBBE L0 T, EHHIEICHLE L 256K C3
KroERlLzo® /) 7a—FVREOEREIT- =,

[ /MEMARIZ NP BETERG L LEMEEREICHET EE T
O TIE, MEELBEEFEOMICHDPRIBE L LT, M/REEREIC
EBHL, 2HORBOM/PMIBEROREZ D, Fi, I/MRMRICE
ERKREERET 4 DO BETEY—FJ VAL, 4 ODI R RAERE
G 81 HOERETFEHERE L,




S EPFFE

¥ EEBBERECY-HRER W&
L TG EVERBRE ST — B
Z= H 5 Al EMBREREVY AR EE
N Rl EMBRBRZ Y -HEHR EE
W B BB EMERBRE I -WFER =EHA
A B EYERBHRECI-HFEHR EAH
B 2 % Al %E%ﬁ&ﬂkiﬁm% ik B
Bl &R KERZEXEREERWEN BIF
AMEBEH WEMATsZ itk ERICE

RA NS AREROFEE LT,
E i ENCODE & £ =i
TEY, TRICHGELEETEART
T BREES ) ARy VT =TT
2Y=7 FOVER 16 4T 5 TH
maht, A7uvzs MIZHES
ARG TReF V7 BORO RN
WM EIER (v hU—2) Ofif
HEBELL, RANF AV —7
TV I REOREEZBR L TW
AN, FOMNBITEBRIZFELEED
D TIE2RNN, I3 B R B 0T 3 1 7
FoE#RL L 2 BHE LLERBCRL
L TRERy hU—727 ] B0
BEBINCEDDILEND D,

AWFFEIE, 2004 FlZ5EH LIz b
7 ABIORRERWT, B
F XX TBEOMOAR Y NU—7
W@ L ¢, /iR AR O T R

STRERBELEORZERTH D
DHEECHET O, EFH T
- BRIEEHETAZ LA E
T5, TnbOMmBEERED T E
e IO o (I R=F UL b el = I N
EoTRETHY ., 7/ AFROK
FAT I DN T TR 7 R K D B 3
NN TWDEEBETH D, e
EOBEETHREDRE D, fuil /i
BIENLLIThND Z ENbLHES
A Lo, /R RE O HIAE XAt
ROEERMEY HDDH, b, MM
INREREE A 7 = X A O, il
INRERD Y — X DERIC #LT%
2. BOETIE, f/AMRO Y 7T vis
EErBEBROEREDORX Yy FU—2 L
LT . & ORI/ INR e 5
HOMPAWZ SN D EFEZ LT
5, LoxL, BIIEETO & Z AR



BRNZHRTZE D XD R ZERUR I FE R
EnTWiay, m/RoP TR S
/NI Y 7T NRER DO R v
U=, M/AAROSNTEZ 2 M
INBUEEALIC 2 72 03 2 B A E B 0 %
v FU—27 OfFRE. BR~ORSE
TRLTEDERORMLIZE®RT S
LOTHY, 7 AR ERROKE
F 15 oo 1) 0B 22 VR D BIRICE
THHLDODTHD,

B#MEAEL LU CHAME

AL 3 AROENOGRER I NS,
FnENO 1ER (FERL 17 F85)
DO FEE TR B 2 B~ D,

1) M/ RESOMERRY FD—
DA TFITY VT IIEERF
D [E 7E
M/NRIZEE 72 DT, 5 TEWY
2 MRAEYETIES AVneis F
EOHZE NS AT 2 a0k
DFEEEL RV, 22T, Ex b
Sl EETNVRELTHERT S
e lBN, K<BDOOENTET
JVRITFTE L2\, & 2T, FAEIE,
m/NRA 77V ThHdallbp
3 2RI LIMMBEKELIERL, 20
WILFERRKTERZEAT LT
CIEV, AT T TN
2o DR T & [FE T 5 B % B
HZ k&L,

AT )albp3 #HRRTH

7 1% 40 Be Ak 0D 48 3L
M/ANEA T 7V THDallb
B3 ORBLEL, /MR & ERER R M
JIZIRBLTWA, EERMIES X
OB b s BRI, BT
MADREREL N ERNMb N
TR, AFFRICITEI RN, 22
T, M/ARA T 7Y allbpB3
DYITFTNMBERFERET DI
D, a IbB3 ZEHEMIZHEIET S
CHO #Mfatko#~sr %477, CHO
ML, 2< O8O BRE M2
AETH B, EMS b2 E
RFATY /) AERENICERZEA
LM Re iR e & S . Z ORkEE
SNTHEEZRT E WS FIETH
HBETRHBEEI N TV, FAE,
TOVATAERNWTEL OER
EEFTEOND KIKKEMEY
ROF TR T # v O 2%, /il B4
B#BROBEER N =720 T W05,
REBIX2EOXRASA T TV v,
o Tba6B A3 (HER NI « 6B
EB3) BLWallba6BBR3B1 (4
FIANTEIR A « 6B & B1), % HEAY
BT 5 CHO #MifE oMt r iz sh
L, 2o oMk, FERMT
THiEHEfbka T3 AT 7Y
ZRWITHE) I m—TF ik,
PAC-1, icEm#MMEE R LI, 20
fEAIE. allbB3 T Fd=x MiC
VY BEERCAESIRE, b
OEBIL, 2 b O NLRD ML/ R
AT 7V rOMEEEMATWAD



ZEERLTWS, ZUb DORBIER
ZHWT, 7 AHEBNICERZE
AL, /RA T TV DT I

VI bR ERET 5 BB
~EfETeZ 2L LT,

/iRt o —EFE & Ol
il & F
FEHEETFT7T 7o —Fic LB Mm
INKR I AR O I A B = X D R B
Lt TWD, REEL, Mgt
P—FE& LT ADP ZBKTH 3
P2Y12 . ##Hl A + & L T Sre
homology 2 domain-containing
protein  tyrosine phosphatase
substrate-1 (SHPS-1), B~ 7% U
VBA, TTARRIFUEREL
oo ZIVETONZRT, Mm/MRIENE
{7 F=R N ThHsH ADP IS
L 72\ ADP R fil 2 [ E L TV,
AREFFL T, AEH O ADP ZAEK
P2Y12 [ BETERE M1V ERD
m%w)%ﬁmbto%%mwwﬁ
TV T TOaT—F U EMLE
ToOm/MRmEEIT/NSSHEHT
HY, BT VINHICHADZ &N T
Xlehol, ZOZ b, P2Y12
ZRETILEE Y —G5FTHD
EEZ, i, MENEMEICH
WL TWASHPS- 1B IO\ pis i
BT x Vv 3AE., 74TV
— 7 ETOM/MMRO R - MR
rIHTo oML, 7
TARRI F VB EFREYY X

FRVWTRAMoMBRERIZEIT S
WEREEMT LI A, TT 4 RR
7F Ui ERZR/ L, A
BT/ REEEEZIHE L, 7T
Ry F—%ANETF 4 RER T F
YESENMBETEREIE T 5 2 &
P LN LT,

2) M/pHEEIZHAN D D HIREN
I —=2ICETH5HE

BEYTFE7A Y ENLT TR
K+ (VWF) < /L F < — i/ MR g
ERENEY, VWF UWERTH D
AEunruns 7 —E, ADAMTS13,
D e Kk - 2 RMERBEE TiX, M

WHBESFE VWE v LV Fv—2NE
FEL. M/MMROBEENEZ 5,
AU RS i M /)N B R A M SR BE R O
I A =X AT H 5,
ADAMTS13 ¢ VWF Zd.0c, M
INRBEEDOR Y BT — 7@Hn%
ED T,

B
—

/iRl = H#ET 58EF O
E
ADAMTS13 75 VWF 2 Ulr4 %
ADAMTS13 43 ¥ &4 PN B2
B LTS AT = & N
HaInNTWsd, BRI
ADAMTS13 {EMEZ/liH 4 2 &5 %
bihd, AERFZHBET 272D
ADAMTS13 OfielcEE R 2 2D
RAAL % XA M IZLT, BB
VATV y RIEEITV, RHK

B



TOREEZRSTZ, XA MEIKE L
. ADAMTS13 ® Cys U v F K £
Ay AR=F—=RFAL ERND,
t FAF cDNA A4 75V —%R7
V—= 7 L, DR 558 HD
Btk 7 o— 2 2 &7, WIER S ARAT
DOFER, 189 HOEKRTFER/, =
D5 b BT E@IxLwb LIERER
Bha2— RLTHY, ADAMTS13
DHEAEEHEOEMTHD LE 2
me WEEIZ, TNOLDOEGTEY
L ADAMTS13 L D& ZRE L.
/R ~D N 2 EY 3
%,

I 4% 4 i/ AR R A 1 R B R O R
FREEBEFERICET IHME

i # 5 if /AR A VE SR B 1, L
INKR B A & M i AE R M A I
MM EMETIERRETMH
RETHD, REBEEINETICTH
RO ERMEBE OBEGFRENT. HE
DEWIEMEIET 25> P475S £ 5
DOREIE., BRIEMEIZHHED RA ALV
DOFE, B REBEINETLHIH
Ko v b — T IO M % %
HTE, REEIL, Hiic 11 F
ROERMEBEOBEMKR T 21T
ST, TO/BR, TTIHRE LR
BRIz, F-wz 13 HAOI =2
ZERL 3EOF B AER, 3
MoOT7L—ALv 7 VERZREIEL
2o WD BERICIERB SN
RN T BT LTI 1IFERD D B

5 ZRICHOWTITM AN T
factor H Bz 7. 4 FRIZ2OWTiX
ik %R BE®E A E Membrane
cofactor protein (MCP, CD46) &
RTZ T L7, R FE IR
MBHBEEZLZDERITIRHE R
D3 To, MR /MR B M SR BE R
VEEE M SR B E E R B & L7 SE R
EaRT LG, AR tERU i R
FEICEAAEIND., BKOPE T,
Wt REBEERBEOER TH 2
J6 R MR il 1 IR B E E BE O R IR
B+ & LC. factor H & MCP 2%
WE SN, AR FAEDS M2
INRT A PESEBERT & M B L T R
21k, ADAMTS13 Bz FIZEREN
[FE X, factor H &+ & MCP
B FIIFERZ RS R0,

mEEHIMNLEEEEORR L E
A b B AGl#HEF factor H

T AVE THZ e M AU il R R
JiE 643 fil [N 4E L ADAMTS13 & 4
ERE Lz, ZORE. KEDOKRK
L LT ADAMTS13 OIEMED 3% F
i (2 F S D AE B 13 3 4 D 1(205
Bl) THY ., KL OEHFIL.
ADAMTS13 G TR TE 2o
Teo BROKDOBEZETIE, SER M A M
REEEGERHBORRKEETE LT
MAH K- TH 5 factor H &
MCP »3#t &3, Rl Bt factor H
DBz TEREDNEEHHRE Sz,
2T, fE OB 2 factor H 1%



MMEEEZRET LD, BETDH
HAERRNT C3 2R L, 10 DK
tkhC3E/ 7 u—FAHiEDFER
RS L, D%/ 7 ua—Fi
K% 7= factor H {EMHERIER %
flesr U, e MERoIs dn g e AR
@ factor H {EHE2 ATV —=7
THFETH D,

migEmMEHOEERBEOET
IVENY % R LN R AR

i 2 M o /s AR R A P ER BE R O &
L8z FTH5 ADAMTS13 &= T
K~ A ER LRI 2 BT
L, R RZERICHELAE
JHRE T B IEH TH o 7z, M IZITE
B4 T & VWE = v F < —DERM
I b v, BRI B AR T R AR A %
R LTV, UL, /M
LM MG M & o 72 s
R TR A 1 R B 9P L AR TR 2R E R
<, RMmFIZMEOLELR D
nNighhotz, LML, XRE~-T XX
o 110l AV sl B/ B A A A 1
BREOTLEEZRL, 27 —7 U
ik AameFHRARICEBWTH M
INRBABREVBEETH T, 0
SOFTR.E Y. ADAMTS13 &&=+
KB~ R, MBS T
VWF = Fvw—DEF @5@
BEmEL TR, FNET T
i A2 M i /N AR D MR B B R &
mWEEZ LN, BT, BRME
ADAMTS13 KR{BJIEBHE THHRIZ

Lo TH & TEIRMPBEE( T 2 Fi
R, FALEBTFEREZRALZD S
% iE I B0 T E FE 03 B 72 B E ] A8
W S iz, AR /N R Bk P 4R
B 58T 2 R 2 B o F IR 23 8
S, FAEMER L B EFXE
TURAFZOBEROBERICAHR &
Ex b,

3) M/hiRmigIChhbDEEFZE
WRELE-NEEREICET 58
EFDHE

1 /7N 25 Hid 5 28 5 oD PR ZE MR R
DFFEIZHBEREH Z R L TW
HZLiE, TAEY UEOBL/NME
HOFHEPLLHONTH D, K
AT AREROMFEE LT, R
BEXHNBIZ LB BTN
EDLNZN, ZNETOIGIL,
— A= ADMm/NREEERBEEZ P H
FBEE LTELTWRWEH, [F
ESINTBIE T L0 O N2 X
TNV, FLEIZZ 0 X 5 2RBR
T 270, EXFERERE
2 — T RHEZE N ED TV D KE
TR D@2 TH D TR M HF
Jel BMEBERRIZ, a5 —F Uk
ADP Z#7 2= & Nz L7 /R EE
HERREPHET D L & Lz, ERE 18
F3H9 HETT, K 3004 nim/h
BEEREZHE L2 (A2 704),
FRk 18 FERITIT B R & ER T
EAHRAHTH D, —F. MR
MZPPAEETE LT, £



F 70 B3, MEANERRESY
»%27 % Rap 1B, M /MREHET 2= X
FTHB ADP OZEETH B
P2Y1 B L OVP2Y12 2B v Lif, &
BRI D DNA v — 77 = v A% 1T
ST, KFRIZEY ., 4B TFIT 81
BOBETERTFRE LI, 20D
B, BEEOERIIZh ) D AT EEME D
HHIABLARRITA4D (7
7'V > B83:L59P R169Q. E654K,
P2Y1: A34V) Th oz,

D.ZE

ARET, RANT ) LWZEEL
THEDOENDIBET - FNRNIED
MEER (Ry hT—2) OWIED
ENTS, EEBRRXY NU—UHK &
UCTCTHEHERMBZ D5 TIL/NMRIE
bl Kb B5HETH 5. il
INRETH BT AEY id, LI
REO2RFHELTEDNTHD Z
EEHADEETH 5. ADP ZHE
DY HIZARNTHBHFIrOE
DR RTVING, LIER
BEREEFIZASHAVWLENTVS, 20O
KOBRPIMNMREOFHMEZE R
W2, /N OTEEARIZ KL U 728 4R
FINIVEDRY NT— U
ZHDHLBDTH 5.

A 3EETEOYEETH O,
Mm/AROTFEEABITHND 5 HHANRN
FDORAI) =T DDA
TOLODEENKT Lz, £/, — R
ERZHBICTEHEVIMD T

— 7 7a R B O I N HER 5 RE O
HES H3r AZ2BERLEI AT,
K300 HDOWUEZETT Lic. BRE
I 4 4 i /N B A PR SR BE R R D
B TMHMHETIR, FREGT
ADAMTS13 ICHEEBTFERZREL
Jzo ML/NER DI BARBE T E®
BERTOLAMITBEALRE. TN
SDEHE RIS, REEDIK, B
RBHRREZERAS LT T L,

—

—

HI
-

E. #EH

M/ARIEEAEDO Ry b T — 78
EMRMB L. AHEE, T/NR
BEDOHBARY v —2 ), T/
WEREICHDDBMBRA Ry b
=27 1, T /MRIFIZ b 55815
TR ELNEEREICET
ZEET] D3DRNTTED, &
J LR TR RAT O RITIC N E
VATLABHENTHEEDIT, D
NOBEFERBIBEBETFERD A
7z

F. BERIKIER
AR

G WHRHR
1. MXHER

Anderson PJ, Kokame K, Sadler JE:
Zinc and calcium ions cooperatively
modulate ADAMTSI13 activity. J Biol
Chem. 281(2) 850-857. 2006.

Aoki T, Tomiyama Y, Honda S, Mihara



K, Yamanaka T, Okubo M, Moriguchi
A, Mutoh S:

antagonism of von Willebrand factor

Association of the

but not fibrinogen by platelet amnfs
of
bleeding time. J Thromb Haemost.
3(10): 2307-2314. 2005.

antagonists with prolongation

Banno F, Kokame K, Okuda T, Honda
Y,

2

S, Miyata S, Kato H, Tomiyama
Miyata T: Complete deficiency in
ADAMTS13 is prothrombotic, but it
alone is not sufficient to cause
thrombotic thrombocytopenic purpura.

Blood. in press, 2006.

Fujisaki K, Matsutani K, Yoshimitsu T,
Nakanishi K, Matsumoto M, Yagi H,
Ishizashi H, Fujimura Y, Takeda K,
Hirakata H, Iida M: Thrombotic
thrombocytopenic purpura associated
with polyarthritis nodosa:
demonstration of the inhibitor against
Willebrand

Clinical Nephrology. 64:

von factor-cleaving
protease.

305-310. 2005.

Furukoji E. Matsumoto M, Yamashita
A, Yagi H, Sakurai Y, Marutsuka K,
Hatakeyama K, Morishita K, Fujimura

Y, Tamura S, Asada Y:
Adenovirus-mediated  transfer  of
human placental ecto-ATP
diphosphohydrolase I to vascular

smooth muscle cells suppresses platelet

aggregation in vitro and arterial

thrombus formation in vivo.

Circulation. 111: 808-815. 2005.

Ishida N, Oritani K, Shiraga M,
Yoshida H, Kawamoto S, Ujiie H,
Masaie H, Ichii Y,
Kanakura Y: Differential effects of a
IFN-z/limitin and IFN-a on

M, Tomiyama

novel
signals for Daxx induction and Crk
phosphorylation that couple with
growth control of megakaryocytes. Exp

Hematol. 33(4): 495-503. 2005.

Kashiwagi H, Shiraga M, Kato H,
Honda S, Sako M, Kurata Y, Kanakura
Y, Tomiyama Y: Expression and
of WAVE
isoforms in the megakaryocyte/platelet
J Thromb Haemost. 3(2):

361-368. 2005.

subcellular localization

lineage.

Kashiwagi H, Shiraga M, Kato H,
Kamae T, Yamamoto N, Tadokoro S,
Kurata Y, Tomiyama Y, Kanakura Y:
Negative regulation of platelet function

by a secreted cell repulsive protein,

semaphorin  3A. Blood. 106(3):
913-921. 2005.

Kato H, Honda S, Yoshida H,
Kashiwagi H, Shiraga M, Honma N,
Kurata Y, Tomiyama Y: SHPS-I1
negatively regulates integrin ammb;
function  through CD47  without



disturbing FAK phosphorylation. J
Thromb Haemost. 3(4). 763-774.
2005. |

Kato H, Kashiwagi H, Shiraga M,
Tadokoro S, Kamae T, Ujiie H, Honda
S, Miyata S, Ljiri Y, Yamamoto J,
Maeda N, Funahashi T, Kurata Y,
Shimomura I, Tomiyama Y, Kanakura
Y: Adiponectin acts as an endogenous
antithrombotic  factor.  Arterioscler
Thromb Vasc Biol. 26(1): 224-230.

2006.

Kato S, Matsumoto M, Matsuyama T,
Isonishi A, Hiura H, Fujimura Y:
Novel monoclonal antibody-based
enzyme immunoassay for determining
plasma levels of ADAMTSI13 activity.

Transfusion. in press, 2006.

Kimura R, Honda S, Kawasaki T, Tsuji
H, Madoiwa S, Sakata Y, Kojima T,
Murata M, Nishigami K, Chiku M,
Hayashi T, Kokubo Y, Okayama A,
Tomoike H, Ikeda Y, Miyata T: Protein
S-K196E mutation as a genetic risk
factor for deep vein thrombosis in
Japanese patients. Blood. 107(4)
1737-1738. 2006.

Ko S, Okano E, Kanehiro H,
Matsumoto M, Ishizashi H, Uemura M,
Fujimura Y, Tanaka K, Nakajima Y:
Plasma ADAMTS13 activity may

predict early adverse events in living
donor liver transplantation:
Observations in three cases. Liver

Transplant. in press, 2006.

Kokame K, Nobe Y, Kokubo Y,
Okayama A, Miyata T: FRETS-VWF73,
a first fluorogenic substrate for
ADAMTSI13 assay. Br J Haematol.

129(1) 93-100. 2005.

Kosugi S, Matsumoto M, Ohtani Y,
Take H, Ishizashi H, Fujimura Y,

b

Kuyama J: Rituximab provided
long-term remission in a case with

refractory thrombotic

relapsing
thrombocytopenic purpura. Int J

Hematol. 81: 433-436. 2005.

Matsumoto M, Kawaguchi S, Ishizashi
H, Yagi H, lida J, Sakaki T, Fujimura
Y: Platelets treated with ticlopidine are
less reactive to unusually large VWF
multimers than are those treated with
aspirin under high shear stress.
Pathophy Haemost Thromb. 35: 35-40.
2005.

Miyata T, Kokame K, Banno F:
Measurement of ADAMTSI13 activity
and inhibitors. Curr Opin Hematol.
12(5) 384-389, 2005

Shibagaki Y, Matsumoto M, Kokame K,
Ohba S, Miyata T, Fujimura Y, Fujita

T: Novel compound heterozygote



mutations (H234Q/R1206X) of the
ADAMTS13 gene in an adult patient
with  Upshaw-Schulman  syndrome
of

repeated acute renal failure. Nephrol

showing predominant episodes

Dial Transpl. in press, 2006.

Shiraga M, Miyata S,
Kashiwagi H, Honda S, Kurata

Kato H,
Y,
Tomiyama Y, Kanakura Y: Impaired
platelet function in a patient with
P2Y;, deficiency caused by a mutation
in the translation initiation codon. J
Thromb Haemost. 3(10): 2315-2323.

2005.

Y,

2

Manabe N, Narita H, Wakuya J, Imoto

Sugimoto T, Saigo K, Kanenda

S, Murashima T, Matsumoto M,
Fujimura Y, Nishimura R, Koizumi T,
Kumagai S: Von Willebrand
factor-cleaving protease activity

remains at the intérmediate level in
thrombotic thrombocytopenic purpura.
A CML case treated with interferon-a.
Acta Haematologica. 113: 198-203.

2005.

Sugiyama S, Hirota H, Kimura R,
Kokubo Y, Kawasaki T, Suehisa E,
Okayama A, Tomoike H, Hayashi T,
Nishigami K, Kawase I, Miyata T:
Haplotype of thrombomodulin gene
with

associated plasma

thrombomodulin level and deep vein

thrombosis in the Japanese population.

Thromb Res. in press, 2006.

Tomiyama Y, Kosugi S: Autoantigenic
epitopes on platelet glycoproteins. Int
J Hematol. 81(2): 100-105. 2005,

Uemura M, Matsuyama T, Ishikawa
M, Fujimoto M, Kojima H, Sakurai
S, Ishii S, Toyohara M, Yamazaki M,
Yoshiji H, Yamao J, Matsumoto M,
Ishizashi H, Fujimura Y, Fukui H:
Decreased activity of plasma
ADAMTS13 may contribute to the
development of liver disturbance
and multiorgan failure in patients
with alcoholic hepatitis. Alcohol
Clin Exp Res. 12 Suppl: 2645-2718,

2005.

Uemura M, Tatsumi K, Matsumoto M,
Fujimoto M, Matsuyama T, Ishikawa
M, Iwamoto T, Mori T, Wanaka A,
Fukui H, Fujimura Y: Localization of
ADAMTS13 to the stellate cells of
human liver. Blood. 106: 922-924.

2005.

Yagita M, Uemura M, Yamahara H,
Y.

2

Kitano T, Kunitomi A, Konaka
Nakamura T, Matsumoto M, Ishizashi
H, Fukui H, Fujimura Y: Development
of ADAMTSI13 inhibitor in a patient
with hepatitis C virus-related liver

cirrhosis thrombotic

causes



thrombocytopenic J

Hepatology. 42: 420-421. 2005.

purpura.

BEHBIT. AFFE U—T77Y
VIEHREE X I VKT ARF U RE
THED I/ e —= T U —T
U &K . Annual Reviewlil
%2006, 259-265. 2006.

—_—
—

HMAMIT, KHMEL, EOHEB, 7
K B BT R R BB, AA A HE R
Evans JfiE {5 B % & 0f L 7= Basedow Ji.
EEER MK 46 : 1118-1122. 2005,

Yy B, /NG VWF BIETEER
/ADAMTS13. X3 ifte - ki - M@
R (W ANR). PHAEFE
218-226. 2005.

SRS BH, /NEVET Mm/NR MR
RERHETAIA X s 7 —P
ADAMTS-13. B ARAE{LFS5. HIR
P

ILRFERS, BT, FHEEL &+
AR, —HENE, ERE—. B4AE
K. Ri)MER], &EEF, BAER.
FREFER, WAL, afRzm, ik
FPEME., mEERENEZ L7 SLE
WAL TTP O 1 . BBIRY v~
F 17 : 48-52.2005.

INBIET, EHEBAT TTP BE B W
AR E L7HH ADAMTSI13 #IE
EORPRE LISH. BRFEEEE. 53(7)
639-645. 2005.

INBIETH: ADAMTSI3. M#FEF v
=& — (MEEREE, NLE—
BR, HEEfERR, ERZE, LHBER).
AT 4 AL E 2 —F. 204-208.
2006.

INBIET: ADAMTS13 &M E 1.
IfiL 7% % BB -state of arts Ver.3 (¥R H¥E
, N R B K R
421-424. 2005.

AN VST AR M I /N AR IR D M SR B
I /e LM R mAESE R BE. 4o FHARYR
#E. 4(3) 209-215. 2005,

LA E, AEAN, BIER,
ARIEF., NEF ., BHidh, a3
FEJE  IRIFTIE  SHREA . (LR ERE
HIRCE, WEHM—, EHE, AR
MR, AI8ZEE., MEERRE, B S
NS Taa— A MEFRICE
7% ADFAMTS13 & von Willebrand
K1 o By 8 — 5 JE B & o B —
Toa— ) EtEREYHE 25
112-117. 2005.

AARFER], BEAT S ke i/ R
B TSR BER (TTP). =iy i & 0 2.
1776-1782. 2005.

WAARKER], BEM &/, et/ R

WSS, MEEEAAY KT
v 7. 216-227. 2005.

ARER, A . T om
W R, B T i i & AR



MEBREZRT 7277 4 A 18
122-123. 2005,

FAASFiE HIl. von Willebrand [K-7- B Wr %
£ (ADAMTS13) & 1 #4214 i /s i B
PESEBES.  H AR MK SR MG
6: 280-287. 2005.

FAAFERD.  von Willebrand 5. R A&
B FTALS  482-483. 2005.

AATER] BINEEFE VWF I
Medical Technology 34: 57-64. 2006.

IARER. M NN D ATz
i A& M B/ B B EE (TMA) &
ADAMTS13. MEEY: 6:279-286.
2005.

Py ACRER]. R PR L TR EE
W25 ADAMTSI3 EHERIEDOH
AHIZ-PWTHLXTTFE., Mg
CHEBR 13 1 166-169. 2005.

KERR, BAMA, BEES, M
NEL, BEFREEZ, REAR. BH
T, FHRTH. BRoOBERALIC

OF 3 U 7= e o il /N R A 1 2R BE TS

BEER & WFZ2  82:1379-1382. 2005.

FEFE, AL, afaEE. A
AF B, AR A i AR
PR BER(TTP) MK 7 e v 7 4
7 15 : 725-736. 2005.

ARFIZ, BEHEIT BARAOME
M:FE K Molecular Medicine [ FFHY

T B TATE B O &R 42,
407-411. 2005.

BHET: YRV T A 20 Ep
&R R R, Rt R R &S
AR, 55 30 B HFBF P L
& R, 4 A, 2005.

Wbt FILRFE, WRZN, KH
W, ERZET, HEH e, IR
MR, NAKFH, aEE., BIE
{4 Rituximab & 5-NHEFIZHFDHTH
o T2 M AZ T D BT ME TTP.
$£ 102 FIRAAPRFERFERESR K
i, 4 A, 2005.

Miyata T: ADAMTSI13: patient
analysis, assay method, and knockout
mouse, 5™ BIC 2005 Fifth Bari
International Conference on
Hemophilia and Allied Disorders,
von Willebrand factor (including
ADAMTS-13) and Platelet
Glycoproteins,  Invited  speaker,

Pizzomunno, Italy, May, 2005.

/INBET . AT AR N R
Wb EEREE NN, BB 49 [B] H R BEAR R
BEZSEBIZHHIE. 7,6 1,
2005.

LA, HEAMIEAN, AIIER] 2



AR, ARZE., FZMTE, 2
fith, EARIES  NEF 2 BIK—,
B, BN S, @ T
a— AR RIZE T S von
Willebrand factor L/ & ADAMTS13
DENRE. £ 41 Bl A EAFBELER.
KBy, 6 7, 2005.

Miyata T: Assays for ADAMTSI3,
Symposium: Regulation of von
Willebrand factor function, invited
speaker, The XXth Congress of
International Society of Thrombosis
and Haemostasis. Sydney, Australia,

August, 2005.

Miyata T, Kokame K: Assays for
ADAMTS13. The XXth Congress of
International Society of Thrombosis
and Haemostasis. Sydney, Australia,
August, 2005.

Banno F, Kokame K, Okuda T, Honda
S, Miyata S, Kato H, Tomiyama Y,
Miyata T: Generation and
characterization = of  ADAMTS13-
deficient mice. The XXth Congress of
the  International  Society on
Thrombosis and Haemostasis. Sydney,

Australia, August, 2005.

Kimura R, Kokubo Y, Miyashita K,
Otsubo R, Nagatsuka K, Otsuki S
Okayama A, Minematsu K, Naritomi H,

2

Honda S, Tomoike H, Miyata T:
Identification of genetic variations in
genes comprised in vitamin
K-dependent y-carboxylation system.
The XXth

International Society on Thrombosis

Congress  of the

and Haemostasis. Sydney, Australia,
August, 2005.

Kato H, Kashiwagi H, Shiraga M,
Tadokoro S, Kamae T, Honda S,
Miyata S, Yamamoto J, Kurata Y,
Funahashi T, Shimomura I, Tomiyama
Y, Kanakura Y: Enhanced platelet
aggregation and thrombogenic
tendency in adiponectin-deficient mice.
The XXth Congress of International
Society of Thrombosis and
Haemostasis.

August, 2005.

Sydney,  Australia,

Uemura M, Tatsumi K, Matsumoto
M, Fujimoto M, Matsuyama T, Isikawa
M, Iwamoto T, Mori T, Wanaka A,

Fukui H, Fujimura Y: Stellate cells
produce ADAMTS13 in human liver.
The XXth

International Society on Thrombosis

Congress  of  the

and Haemostasis. Sydney, Australia,
August, 2005.

Furukoji E, Matsumoto M, Yamashita
A, Yagi H, Sakurai Y, Marutsuka K,
Hatakeyama H, Morishita K, Fujimura

Y, Tamura S, Asada Y: Adenovirus-



mediated transfer of human placental
ecto-nucleoside triphosphate
diphosphohydrolase to vascular smooth
muscle cells suppresses platelet
aggregation in vitro and arterial
thrombus formation in vivo. The XXth
Congress of the International Society
on Thrombosis and Haemostasis.

Sydney, Australia, August, 2005.

Kokame K, Miyata T: Fluorogenic
substrate for ADAMTS-13. 51st
SSC  Meeting.
Australia, August, 2005.

Annual Sydney,

Matsumoto M, Kato S, Hiura H,
Fujimura Y: Novel ELISA assay for
ADAMTS13 activity using MoAbs
against the N-terminal decapeptide of
VWFA2 domain. 5Ist Annual SSC
Meeting. Sydney, Australia, August,
2005.

ANBIETH ., BT fie Mk d /R
WA VERER (TTP) O 2 W&
ADAMTS13 iEMERIE. 55 48 B A &
B EELBEHOR. KK, 8
A, 2005.

FAASHER . BRATHRE. NBET. B
M & 17: TTP/HUS B EFIZB T 3
ADAMTS 13 ffAT. 88 42 Blff ks>
NI A LHE 8 H, 2005

YEFSEE]. AT, REEE, K
PZERN . R E R, ke, & LAE

M. = W7 ADAMTSI3 KB~
RN ET A M TR R O L.
FBe7BIRAMBFES - 47 EIH
KGR MK FERE RS Bk, 9
A, 2005.

AR, AHEZE, BILKE, m
EmEl, NKRFFH ., BN EE: RE
K i I CHERE L A
TMAS564 10> ADAMTS13 fi#thT.
67 [B] HA&R MK FE= - 5 47 [EIA K
B BR 1l e S = B R 2. R, 9 A,
2005.

SFE, AFMF=. BRILBK, &
WS, MAHH, B EE. DA
WET . W BT EkE REICRIE
L 7= Upshaw-Schulman #iE & # o fifi ik
Bl. 88 67 EIHAZMFEFR < 8 47
[E] B 75 B AR 1l 3 F = & R R = #%
#, 9 A, 2005.

IR E], A AR, B EAIE, BB
K& 8 ADAMTSI13 & i o 3 8
ELISA #I7E %R DBA%E : VWF-Tyr842
ERRPICEBR T IEHHRE S, J o)
—VHUEER EFIN. 8 67 BIA A
M2 - 85 47 [B] B 7K 5 5 11 i
BLSAEFRBS KR 9 H, 2005.

AMFIZE, EHREIT. AHZEHL,
e, - B, NBEA, BATH
B, WHE—, B W, mEEX:
A AR AN O# R AR AE O fEkRA 7+, 7
1T A SKI96E : I i ¥ [ 5 # iE



BT AFEMERIEOREE. B 67
[6] B 71l J& # L - 85 47 [B] H KB
M ELSRRES R 9 A,
2005.

BATEAE, RBEE—., BEHEE, 2
AFER], BRATEE, FER: TTP &
BHOFIMER - BER FHREICED
MK S E CHIE L7 SLE/NEGI. 55
67 Bl AR M KFER - B 47 BIAFE
BE il i F 2B = FE 9H,
2005.

AME—ER, &I, FHEIAF,
fife—RR ., FARMH, FoEHER,
25 Rituximab WA TH - 7= #ER

Pz i AR P o /N AR A M SR BE T D — B

B67 EIRAMEFES - F47FEH
KEEFK MK FEEE RS B, 9
H, 2005.

FAAFER]: EBM 12 -3\ 7= 1 /)N B i
. 8 10 [EITEEMmEETES.
=, 9 A, 2005.

FEATIEAN, RERF. AR, A&
JIBR], MILAE, BALEY. &K
TS, ARBEE, NEFZ, FiRC
A, PR, B ER. R
ADAMTS13 (3 iF 2 i (F b ia) ©
PEAENTWD. DDW-JAPAN 2005.
i, 10 H, 2005,

HHBT: FLEOBETE .
F—=V Vo F v — F 28 EA
75 M 4 1k i F 2 FE IR =, i,

11 A, 2005.

/NG ™. TTP pathogenesis, VWF
multimers, and ADAMTSI13 activity.
# 28 [B] B 7k i1 #2 IE i 5 = TSR
£. 1@, 11 A, 2005.

MMEAN, RERTF. AR, A
JIEFR, MIUAFE, BAES. &I
. AT ADAMTS 1 3 130T E
M (FEMA) CTELEINR TV,
5 28 [6] A 7 i #8 LE i % 2 F A8
£ f&M, 11 A, 2005.

IR E] ., RAAHERI, AEAK, B
M R ADAMTS13 A
ELISA ® B % - VWF O
R834EQAPNLVYS842 [Zfr ) — v
N—T%BFT2E /)70t —LHK
DEAEFIH-. F 28 [EH i #
Ik FREHES BE, 11 A,
2005.

AREFIZ, AR EIL B T HKER,
Kbpse—, BR—1T. K@, &
m—R, B ME, MUK, i
W5, ARBHZEH, BHEBET BARAL
BITAH2EXI VKA 7 VR EE
GFOLHMEuLT7 >y ) V5 E
& OBEE. 5528 [6] A 75 i 42 4F i
SEWHE L. B, 11 A, 2005,

RHRIZS. R, AT, A
REL, FILD]. 1. A
Al BHEIT AR AT



