Z O fib



R 17 FEREERBEEMREHE
R RERRARER
REEICEHT 5MEN AU

5 2 MIBERE

AR SRR 1 84E2 A 1A (k) FRTOKE3 00— 483 0¥ T TE
PAT . BIERRKRESRSLHH 11F  PxiE=s

I 7% 3%

TaJ5 A

wae

EERFZSE  MmE R



FR 7 FEBEFEBREMREB#HDES HAMAERRWMEEE
MAZEEREEICET 2BEG LM
2 [P
HEF: EAL1 82 H 1H (k) RT3 05— 483 00K TTE
Bl BIERBRZELTEFH 1IF  hLE=s
Tavsh

(77N —TRIERE 205 FEHARIK: 154
9:30~ EEWMRET ®RE mmpck

)
<L
p=1ti1Y
S
oy
S

9: 40~ KREMLERKE .. BESRE =ZEIT
VT IN—F Y == EEREAT ESRREE 2 B
BE OB NBEA ABHBRKFEFH
WHFE—  BIAERAE
d B FERLERAY
FIE W BEAESRMOKEE S
JIER KR E R
R HE  HTFER  RIBRFEEL
HHNHAE BB - GUEEE JUTKEERE (50

10:00~ TMAWBIRM .. RIEWE BEHEW
VT I N=T Y= EREE RRRSER A
BB HEEAT ENCEREE T & -
FRE W BRMERR KR
MEHER ZERFEEL
WBRIHAE  HER - GRS JUTKEEF (R

10:20~ ITPHIRME ... BFERE EBrH®RE
VT ITN—T Y —F—  BRTRE A B ERKFIREL
BE B4 TR BESBRKEESER
AMFEL KRRKFEESE
MW 15 - BERET BEASERKE
MefEsk— T A7 —/LxT )L
B EE EfmH RSk
B E - HEERR - FEFE HARKREST (BFY)

10: 40~ WMIRIMZBIRETRIE ... RBRERE I HEE
YT ITN—=T Y —F— KRR EMNRFESRRE
BE B huR S EASEES
M AE  BR FE  FIBREREBE B0 AR50 R PR 76 B AR
PEAR BB HIb R SR SRR I 2 R R S R S BT e 5
B B [ ST LR R
A R S EASEKERE SRR S B R



11:00~12:15

HREnEENBRHSE

THREIT T—BARKCB T 57054 S KIGEERE T a7 A > S IEMEL & O]

JUIBF B IS TR AROBRICED U 7 i i R AE O T RIS —2 R & IR E T A KT A »—)

Ze i (REEE—) TRUAE DIC 231 A IEaRFEE & ADAMTS-13 & PAI-1 OB Y |
INERF N TEERFIF 0T A 2 S 43 F DFEBUHHT |

M % (ESREVATFA VIFES~DAAIZEL DT A Z7—A— KDV TPl

12:15~13:00 EB&KH»

13:00~13:45

TMA MRS :

AAHER] (i) THPFRBICISIT 5 ADAMTS13 EhRgARAT )

INBIET (EmEAT) T d MR ESEEER (TTP) 7 /L~ 7 2 DERL L i)
FNHEZEIS ITTP. TMA (2351 B2 B BVAIE 59444 & 5 FRC (RERRMEK) . RP (REMRML/IMR) OBIZE, ADAMTS13 EORF{f )
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AR ASHEIE MRS RS N A R BEAE (TMA) BIFZEHE & 0P L7z, S v 4Rz i #m
I B AR fL /N P SR BTN (TTP) & VA I bR P A B (HUS) TR BRIR B IS 1A
AAT, BRI LTMADIT IV —IZADLNRLTH D,

= TMA BFZEBENE 2 S D Bl B R Y ST TV 5, —0ik, BEFRBER ORISR (G
ELIE KHILER) C. 7 HP 24 L CHER S/ TVA S TERERTER & ADAMTS13 {14
DR Th 5, BE 8 ERMIZIE~—FEEIB X 5 RIAIZ-OVN T ADAMTS13 {544
%ML VWF < L F<—dEICCIIE L, TMA & L TBESNIZBHEN 6 3 261\ 25 (F
Bl 7THE11LAKR)., SORKAERERNG, (1) 4% VA iI2id TH#R] THD
A& /N 2SR W RTIC AT by, BOEMRIER % 4 U 28 GRoURFER) .
FLTHEOHAE.(2) ﬁj]’]‘ﬁﬁmllﬁld\*ﬁﬁ’)@l Y — RK»NH Y ITP £ 72id Evans
R RS SN0, FEEZWIN SNV EFICHRA L, ERE I TTP JEAE,
HE. FHERER SRR L. ThEE onFICHERME TTP (Upshaw-Schulman fE{R&
B, USS) T BHMAIR S NEGM 86 (5FR) H 5 (ASH, 2005), b USS
O ADAMTS13 B EFMNTITEEPIBIC L W sz, ZOBRBOERT, HHIER
It ADAMISI3 ET KO = A%{ER L, TOHEARL R DBENMARREZ R LI
(Blood, in press, 2006), & 9 —2IZfAPERIZ & - T TMA DRI ELHERER D%
A E 0O I BE ERBIZOWTE R T v — MREN, EEOBRKHRT
e NREREKED 7 — I L) FEE S, T 0BT — Z 3B
FrpCch D,

— ¥ IR O L— T IXATEE ADAMTS L3 CTHIET S5 fe/NR O VWE ZH % [F
L.~ CST-VWF73-His &h4h LT Blood (2004) 12 LTCW5, €D, T
O VWET3 123 % 8 A L 7= FRETS-VWE73 % #ESZ L. ADAMTS13 {0 #IE k(b &
2 57 (Br J Hematol, 2005), Briff. BEATBER &% & 0 LAMED & % [RITEPERIE ELISA



ZSER LTz, T UL ADAMTS13 UIBFIZ L5 VWF-A2 R A A D Tyrl605 %4 RAgIZZR
T HE S 7T af-LPURDOERZ @ L CEk &7z (Transfusion, in press,
2006), TIHT vEA O KiX TMA DBWFO L7 53, M/ Mdaim iz & 2 BSeriE
MmEWEROBILICERRT 5 &2 65, E-FHEILEIXH%RIE TTP @ ADAMTS13 &
BFFENT 238 U, 1RRMEO MAREE T ADAMTS13 &5 F %2 & T SNP OG- 2 REt L
T3,

S BIZHEFTBER H1%. ADAMTSI3 B/ 27 o —F AHik % FV 7= G S sk S iR e ¢,
ADAMTS13 D EEARINANIFEMIETH A 2 & #5002 L7 (Blood, 2005), = 512,
TEPENTR B ORI ADAMTS I3 TEMERNME T35 2 & 2R L7 GRSCRIER)
AT LT, T — U HEITR G & A RER 53 IR A RS] C 0 ADAMTS13 BhREIZ DWW TR
L. A IR EER CRIEMED Z R4 5 3 (Alcohol Clin Exp Res, 2005 and 2006) .
L BETIIBMER - BN RSN ER T 523 % 3 FICTRIZ L. [ Fifr
DEEAPHE TH D% MARAEIZIT VWE/ADAMTS13 S5 L TWA A< L7 (Liver
Transplant, in press, 2006), KT, A6 3HIDOBHE T, WI AL b AFHE M/
DR R BN, /MRS, MR OL TRISFEETH -, O X
N RRRBIIZ AR D T EEE /2 ADAMTS13 DOIEMERIFE DS T A0 RBRER & L (R 5
N3E5, AFERIEIFOTET R BMAE LV,

MEMO
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Py T D, e T NEREMNCYE KT B 72 DI TR O i b 23 22 THUE SRL
CEEISRE E ORTTRERIEE RS, RERBOBEEREZRNTTHDL, 20
EERIESHRT D0, EEREEDOEEEZRFNT L0, Kk, FETHR
KEBEL SRL, BISKEMEA~REE LREOEEREEHERT D VAT AZfERHT T
HD,
2) BN A KT AZ00TEEr U REFKIEN T CTIZHFRO THHOEILITTPI T
BY . SRITREESA RT A OFAMEIZETARIAZITOFLRIE L TND, £
FARTA BT A ANATHIBIEFNICBE L COMREF 727 b DI 2720124 EEEEE
ITP DOEREFE ZF LS LTz, TSSO CREREIZIIT CHie IR A REB LIV,
3) AHU kﬁé??@ﬁ%ﬁﬁiﬁ%ﬁwhx_ o T DRI AN AHERSCERIR I IE D
b, EIRNEDREGIZ %@rwﬁﬁimm@&% 3BT 72 7 RO I AN L B
T%é»ﬂjnP@ﬁmﬁ GRA RN EE L UL RTEE & 72 o 7o O ZHRITHE O
EELZHENTIEHEINE L OHDH Z EHNRE,
PLEOZEMITIEER, IEHHEILHRE L THLS FETH D,
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ISIALEETH D,

L EOBE R AR I T 2 HEEME ITP OEEZRET 21213l e BE D B & S
hi-Bbnsd, LaxUEEHE ITP OEEOMBROBESCH LWERDO D, BT
o) BREORRE, e 0BERPEZ LD, JERRINTWIZE# G ITP
D XV IEWEIAA A b ke o T, SRITEHAFIOWIERLETHNZ OWT 2 Kl
HIZLVREEZHLNIZTHTETH S,
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IR BESRx BINKRBPEFBREER (T ) )
fEF M SEKPRERERRITERERGS AR

VR s IR I /I ISR 1T . K Tl 3 RIFER BRI X 6N D I
DEWEBTHY | B FHfR-CHPER., BTk, H D VITRMENBRE DO AR
BB IC S5 L CRERIBRE & 5, —F., DBEICEW TIEIRAHE DD R\R
B LTI hE CHERIN TR - 720, AEHIEORKLLhR 0 S,
& BT TR A & D I ERLE OBMEIZ R FORARITABIIHML T
B, ZORER. AEIABRBEOERFEORINEL LT, ERFEIND Thlittz
B bIERICER 2EDDEB Lo TN D,

K NM—FTiE. 1) FHBEPHHES OMEREMOFE, 2) FiBRhih
BALICI/AE LT R IR MARE O 2 — 22 L 5794, 3) LA EOFETEmZE
BIETREHEEOTE. 4) bREOEHENSEARREE RT3 ERFEDOHE
1T -7z,

ZOFER. 1) HMERAERICEIIIE L MZEREL 10 fIT, 20 L0
1 ERILIPNIT 5%EL_E o REASERERT TS % 125 - - HIK TOFIEL 7 ] (&fid
hig) & %< . otk & T BRIERIE DM LIz fERIAFCh oz, 2) BK
1 ST CIX B AR YAREEEE D 30%\C TRBFRARMAS 2385 BefftlffalE & JEiC e
BEMESRIIE T L7z As, RER TS 100 FIixe 63, FHie2 DT bz, 1A
BEA T T TRV B EMD VT (BT L WA ATREMER S 5, 3) HA
FREEL A S B & BRI T v r— FREEIT oz & 2 A B ZERIE
DOISTEHEETT 2002 47> 5 2003 4EIT T T 4. 41-4. 76 (1 TRERIX) TH > 7D,
2004 4E12 1% 3. 62 A (R) (23D U Te, AT T-B5 O R O ATREMED /RIR S 4L72,
4) BB RS 2, 432 FRBRICR LT T v — FREEITV. 806 e b
[ 5B, ZORE, 2004 EOREIAFLERE — NS 720 OfiJERIE DA
SRIZ 0. 043% T, JAIFMOFIEHE L RS Th oo, FHETH LA TIXIR
B CDMLERD D,



—AQICHEITZTATA SKI9EZERETOT A > SiEME S DREE
ENIfERSARE Y —WIRA =BT

KRS ANFIZE, REEEE, FATE, DAREIL,
M LB, At =HG, ARHER] (ENEREGHRE 7 —)

¥Rl 4-1 6 FEDOARPRYET, BRAMRERIZB N T L 8% E mHRITHK
HEIns7e7 1 SKIEZER (B TaT A4 SO7 I ) BEFRLT
IX K155E) DNERARMARSE BA T XV @BEUE (9.3%) IZRH S, BARAK
BT A#IRMRIEDGRINF-Th D & Wi L~ (Blood, February issue,
2006), 7’17 A S KI96E BREZFT o ~T nEGEoMLF 71 STE
PEMEEZ 7R 2 LA O N TN D, AELNE, DT a7 1 S EEZH
ETDHZLITEY ., KI96E BRAT 0BG RCREREEEZRETE 2005
DERRET LTz,

— (LR 1866 AN B RRIZKI9E B & 7T 1 > S{EME (Staclot protein
SIZLB) BRIz, TR, 1866 AF 34 ADSKI96E ERA~T nBEAKT
HY (1.85%). REEASEIIESEN -7, KIOE EEREZEOHOTS T
A ¥ STEPEDEHESD 15 71.9E£17. 6%, FF/27aWBETIZ 87.9£19.8%TH Y
(p<0.0001), KI96E ERZFFOBED T 1T A o SIEMEIZER ZF -2 O BEIC
B o7z, 1866 ADT T A S IEMHEEDE 2 F7'F Ak, 1EIEIEHEY
xR Lic, KI96E R EZFo~T n oKX, 27 L iEthEofnXikic 4
FLTWhhol, FIRIZT 7 A ) — S AREOSie kit 2 A, 77X
=T UNEEDIE T EED AB20T R EZFFO~NT oA FIL. e XA NS T A
ECEMERE R RIS m TR LT e,
INODFRERNE, TaT A STEVEILKI96E £R LN DA S L < 13E
GRERIZ L VB EZITOT VI ENH bt eote, 70T AV SIEED
BIEIC LD KIO6E BEREFHONENETRTS 2 LIZEMETH D EEX BN,
B FATEIZ LD KISE EREZRETLZEDNEETHL LB DN,



B ZADIRIKICED U 7= Bifi i 42 2242 AE 0D TR Ek A%
—BBREFDEAN T2 —
g EXR KIRKFEFEL

200 341 2 H2 6 RECKFEFBM B O MmALE 55 - ZW - 16T A F 7 A
VEER LR, SVE TRRARIE & SNIEF DL < iX, AR TICHE
FELCWIEFICH D = 2 thD THLC LTz, 2 0 0 4 FIZZERIEN IS
EARBRINESNOHENETA R4 I Thb AROTET L RITZ
LWMZ S B 51 REHIRIER N AN AR IAE DERIED 232 & & HHY
D EF bRl A IR AT O AR OB & EREA~O(E D KE
BHE, S B4 RIBELO T T, ZOBEIITES S IENFE R by F T
DPI—F NAEREND 72 iR PR & bivde < MEEK EREE S M
LTWABRN S 5, BIELRD THKZENSH/ELND A v — V& IEMICHR
L. LV ELNESREESICED, EROEEEE D5 & BRI TND &
E2bND, AFETHE, RKIRKFEREEOT A B 7 A VEFERICESNT, &
BOBREFTA RTA4 DB NXEITHONWT, FFICZERIEIZ B b D a4
LR MIE Oz T T2 e AR LTz,



BIAE DIC ICH 1T 5 iEgikEE & ADAMTS-13 & PAI-T DB§Hb U
O&FAR. NHFEF. =2 =F. REF—
REMKZEZEBS FREABMR LY —0 FREV AR

BUMAEIZ P92 DIC (BRIMAE DIC) ik, fivhfteiZ k¥ 2 i itk ic &
D g A EE BHEICAIT A TRARRIFETH D, AL TR, M
DIC (23317 B IL AR DIEHL & MAREEAEDOHITEF & | IREREE OERIZ OV TR
L7, bl OEMRAEHIET S PAI-1 1%, FERCMIE DIC B & bhilk U CRUMIE
DICBEIZ B W TABICEMTH Y . MAEPAI-L{ENMIET + 7V ) 7 A L IEH
B9 .D-dimer 5 & BFRE AR L 7=, BUMSE DICKEBI D 9 | M PAI-1 {E23 90ng/mL
DL EDREE, 30ng/ml REEOBEZ L U CllasREX a7 BN AEICE <, DIC 2
Wit 2 S B ADHECERLERICEM ChH o7, LEEMITIC LY, mAEPAI-1E
MRUMSE DIC \ZBIF AHS L7 fERIA+ThH b Z & 2 W bz Lz (HR=1. 012,
95%CI=1. 003-1. 020, p=0. 008), DIC D/ NIRTERLIT vWE GIWiESE (ADAMTS-13)
DRZIFEEN L LT\ DA, BRIMIE DIC SEFI Tk, ADAMTS-13 HUFEIZEH LT
TEPEEDME T3 2 EFIRE (ADAMTS-13 FLiEHHAK THE) MFEET D, S HICHULE
DIC TiX., &34 XD ADMTS-13 BIFIEL, Z D7 7 A MK
25— (GE) \= k5 ADAMTS-13 DARMICARY 2 = & | $5 L O ADAMTS-13 &
AMERT T X ¥ —EBRW 7 47V VfREY) (GE-XDP) ([ZIZABRADHEBENH
BHZ M, GEIZX D ADAMTS-13 D43fiEHs, BUIMmSE DIC DIREOERIZEE L
TWABZ ERNHBMNE IR oz, F7- ADAMTS-13 FEHEA 20%AT ORETIX, 20%L4
FOREHE LT, BHEBHEREETOSHFE (41 2% vs 16. 4%, p<0.05) BLT
Mg V7 F = aiEdE (1.81+1.70 mg/dL vs 0.95%0. 76mg/dL, p<0.01) A3
ARIZEMP-Tz, ThbDZ &b, MU DIC (25817 % PAI-1 O&EEE
ADAMTS-13 @ —_RMME T, s E 0 ERIGESBEE T2 Z LR a iz,



ERETOFTA 2 SHFOHRBIR
ZHEARFERE /NE HA

A. HREW

SeRMMEMERRKTHD 7T A S (PS) KRB 4EFICO>NTENENLD
FIES T Z AT 52 L2 BMIC, & PSa BT z1r o> & & biT, [A
E LT R PS 53+ OFBEVEDORET, 72 b NS Z OHREMEIT 21T - 72,

B. #5551k

A T7x—hFarty Gk, MREZRBIE L PS KEBIE &2k
BERMEIM A M ER DNA 2, & PSaBlsFOExr Y okAf v har kDR
R % & PCR IR, ¥ A Lo hr— 27 =0 RIEWCCHIERSI B fifir LTz, &
225 R4 B AR PS JeBL~ Y & —|THA L7 f%, C0S-1 BE&AMIA T o — %
BLIZER I KO8 355-Met/Cys ([ LB 7 UVAF = A AT & 1ToTz, Fiz, AR
PS 4y F D APC fifhiEEE A ¥ /7 vy FPSHEIEF v MITHE L, 7B, K
Foeids B RZERNGIEER S ORBEE THIT L,

C. WrouhsR

WL BSENT OFE R, C80Y, R314H, R275C %45 1 JEHIIZ, P375Q & D455Y (JF]
T LV BWCTEFE) BREFNCEE LTz, KAEA PS O — @Bl L)
OFUFE % ELISAMZ CHIE U7 fE R, B AR PS 1T B~ T& 4 b X R314H (33%),
C80Y (44%), P375Q+D455Y (50%). R275C (72%) DIRIZET LT\, Eic,
PV AF 2 A ARHTIZ K D 8 BRI R LSS IE P W b EROBER Th > 72, —
5. BRI PS O APC #ilEFRTEME I3 R314H, P375Q+D455Y TrxBFA R b R ©
oA, R27T5C TP, C80Y TIEHE LWME T 287,

D. %%

Fe RN PS KABAE 4 FEFI D PS o AR FAENT OFER., FIEFD IR R ERE
[FE Uiz, IS L OBREMFT OFE R LV | C80Y A RITFEBLEIR T 4> APC
MBERIEMNZE LR T4 5 2 & R3V4H R T APC WiBERTEIEIZIER Th -
T RNFBBENER TS 2 &, R275C 28 BT FEIL B OB T 2> APC #il¥ R TH 2
METT B2 &, X512 P375Q 2852 - D465Y ZRAOHINIIMZAR & © 1T APC #lil%
FRIGMEIXIER 723 DAsSY ZRICK VEHAENMETTL &8, TNEND PS K
BIEDIRIAR & & % b,



RREZRATA VIEANDNAILEZTF A5 —A—KDVT BB
BERESBAFEFHERREERZ @ B

TREDFHIRIMARAE (DVT) OFERRIAF & LT protein S KIBAE. protein C KIBSE.
antithrombin KBAEL & DiEH>, BRK TIE factor V Leiden. prothrombin
G20210A ZEREDMON TS, BAREY AT A MG LGS, BEO
{EVEL 20 UC DVT DISEICBIE T 5 & S, RIS VT OERE T Th 5
EDWENROND BEOBEREV AT A VISEIZFAF LT F S RulEm
(MTHFR) > C677T 5872 KRR ERICM 2, BEIBOBER KX, iz
EREATHEECIHEBRERTRICIVBREDERE AT A VlfEL R L
PV, COTTTEROT UV AFEITIIRERABENM SN TEY . BAADT
U VBB 30%LA & R T % LB WV EIC B T 5, 7 2 ClHe kT s
AT A PREE (CHey) 12X 2 AR RIS L MTHFR SRR AL 5 % B hads
ERASD T EITED | VT TR BIERBR O RS, 25 2 L125H T 5
DR, RBRIIR T 7 ¢ 7 OREE Bk dxtg & L MTHER 845
T C6TTT ZRITIEANL LI —HER T T v REM 7 o ¥ AMptbiaik & Ui, 4t
AL LTHERBLOREOZZ R 1 B 12RO EE5 90 ARE L, R
ELT, EDOZRZBNTHNAL » AP HIEBETHEE tHey KT M5
SH, ZORDIRITH AL L OANT o BRE L B L CREEREICB VD T
RKTHAMICOHARENRD > 72, EBMFIC L H5EER tHey B TFIIALER 275
TR OA (AARA—BRER TOEIEIT 10%EL L) HERD RN AT 2. 4
HTHDLI LN 1y ARBL O3 »y ABO 2 EIChl- W RN, BEDERE
VAT A MIEITENIREE( LR B OIS L fERIN T TH D 2 LR SIS
TWDH, DVT FREIC ED & S IZBIET 5 0038 6 2 TR W, BiETFERIC
KOSV UV RY ER% HEREY U A b7 & OBRHELRIC X0 S RANC R
TEDT7TAT—AA RFHEREHTEDENE 5 H, B OERIN T & OBEIC
BWTAEBHLNCENAINERD B,



FrEBIZH TS ADAMTST 3 BhRERRHT
RRIBIUERAE @WME OMKIHA, BiTSE

Fox 1, ADAMTSI3E / 7 1 — TV Huil & A T2 e B R A RORR L ADAMTS 13
DOEAMBESFEMBTHA Z E2H LML (Uemura M, et al. Blood
106:922-924, 2005), D%, @I B OIRIK O HER T ADAMTS 1 37EME HME
T B2 LR L, S8, Taa— U MEFRE L A RS FFRAER T o
ADAMTSI3HEhREIZ DWW THaET L7z (Uemura M, et al. Alcohol Clin Exp Res
29:2645-271S, 2006),

E. T —) LR (AH) 2861 & BRE T L = — MRS (SAH) BB D
THRET U772, ADAMTSI3IEMEIL, AHREEAG62% . SAHMRI24% & SAHCHIH R LT 2R
Wiz, WEHLIRIL, AHFREA T405% ., SAHMEH] TIL806% & FHW L TH Y,
VWE/ADAMTS13EL 2 Rif4~5 & . AHT8. 9, SAHTIX102L 28 LTV 2, Ml &4
WL B LB B &, AETFHITIRIEIR% (ZIZADAMTS I 3TEMEARS B L. VWFHLR &N
BT LTWD0ITx L, JECHITIZADAMTS 137E 1T EH-E-9, VWEHUR BIXE il
DFEETHo7~ (Matsuyama T, et al. Alcohol Clin Exp Res, in press, 2006),

WIAZ ., AR A FFRS B 345 T D ADAMTS 1335 L ONWE D BYBE 2 #at L 7=, 3%l &
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