TMA BB |2 331 5 VWF propeptide OHIE

ZEREEFEM R
GHRRISE, FNHZER

[A52-] ADAMTS13 HIEEDRZSIZ L V., thrombotic microangiopathy (TMA) D
WrTE L < b L7zAs, TMA OERIBZENITE A, ORENE > TW5, 4B,
TMA 272 B1T % von Willbrand factor propeptide (VWF propeptide) BIEDH
RMIZ OV TR L0 TRET 5,

[xtg. k] ZERFEZIHBEIRGIC T 2007 4 4 A~2009 4 4 A £ TIZ
ADAMTS13 % HIE L 7- B 56 7 (ADAMTSIS O FEHRRE T 2RO H TMA #
(TMA/ADAMTS13 B¥) : 13 5, ADAMTS13 DZEFBR7Z2ET & 388 72\ TMA ¥ (TMA/other
BE) - 6 {5, FE TMA B - 37 fAI) & fEH N 25 FllZRkt L, VWF propeptide DRIE & 1T
7=, VWF propeptide }Z GTi DIAGNOSTiCs > VWF&Propeptide assay % » k% Hl
VN, BLISA (v A FIER) IS THIE LTz,

[#EHR] &% ABED VWF propeptide OFHfEIX 70.00/dl THY, 95%CI X
38.3U/d1~148.8U/dl ToHh o7, BEEED VWF propeptide { I (25%tile~
75%tile)} 1. TMA/ADAMTS13 &¥ : 233. 0U/d1 (142.0U/d1~396.0U/d1) . TMA/other
#E ¢ 180.5U/d1 (102.0U/d1~201.0U/d1), FE TMA Bf : 171.00/d1 (132.0U/dl~
258.80/dl) TH Y, EHABLETENETNERIZEE TH T,

[#53E] LI, VWF propeptide DIEIX. TMA DOFZWHIZH F7e FIREMED R &
iz,



ADAMTS13 {EMEAHET A/ 7 u—F RO Y h—T <o ¥ 7 L 51
HE R A A N (REGEAFFT)

BIERDBRFETZE BRREEFAE
(=it N o N

ADAMTS13 |% VWF Z 4Bl T A A X n 7 aT 7 —E8Th b, EEE, ik
(Rt 14 FEEHOHT ADAMTS13 €/ 7 o —FLHiR (bmbf, ZREBIZEKR LV
b)) #xg b Lico e b—7irOfERE2WME Lz, &6, 20OHD 1 >TH
% W688X@-9IA [T DWW TEHMICHET LD THE T 5,

W688XB-91A IZDPWTC T 77—V T A AT VAEIC LV = b2 B2
ol A, T H AKX u T T T RALAND 8 T JEE
¥9G1n—""Asp (QTINPEDD) ThH b Z EMRH I N7, S HIZ, APUKN ADAMTSIS
EMEIC I TR % FRETS-VWFT3 IC L VEHME L7 & 2 A, {EHEE2MEHIT 2 2 &
DHB L, TNODOFRLY ., AEO= b —7ESTH D Gln-""Asp
(QTINPEDD) 28 29~ 2 STAAR#EE 1L, ADAMTS13 JEME & 3 < B¢ A ATHetED b 4 &
26,

Iz, W688XB-91A D=t b—7EH| 2R T D 61n—"CAsp ~27F FEF
(QTINPEDD) {23\ T, E DT 2 J BADNEFIZ ADAMTS13 JEM: L3 < BAE-T 2 D%k,
T T ARy = EEACTREE L, GIn—"Asp (QTINPEDD) ® 8 7 X /
ek 1 HOFTHOT T = EW U S FEEEHOZE SR ADAMTS13 7°F 2 I R pcDNAS. 1
myc—-His/ —Q159A, —-T160A, —-1161A, -N162A,— P163A, -E164A, -D165A, -D166A
EEMLUE, INO8FEEOS T A REHEKRBICEFNEN N TV AT 27 v
2L, T2 RFRIRICERR REZEIN L., Z28A Y a2 | ADAMTS13 DiE
4% FRETS-VWF73 12 X W liE L, B4R ) 22 -2 b ADAMTS13 OIEME & b
L7,

B AR FOVERB Y 20 )0 b ADAMTS13 OFF &% ELISA 12T 4 oM |2
HEE U7, i B B O VEMEEIE 96. 33, 0% Tdh o 7= DI %t L. E164A, D165A,
D166A DZEARIDIEMEIXZNFI 56. 1+1. 4%, 59. 1+11. 2%, 46.2+5.0% &
WA LTz, hooZEEK Q159A, T160A, I161A, N162A, P163A DIEMEEIL.
FIFEN 85.8+7.9% 119+7. 0%, 125.6+8. 8%, 82. 43, 5%, 81. 6==19. 2% TH -
Tre DI LMD, 61u, ®Asp, Asp 1L, ADAMTS13 {1 & 5h < BiE -9~ % EE
BT EBTH DL AREENRR I N,



WERIC T D ITP A HHEROEEIZOWT

TR EERE 2 —  REMIRNE Y, NERY
NS NE e o
BEHY Y, RFRER Y. BNRE Y

ITP & OHEEDIRE., S EEIZHSWTIL, T TICRNDOT A RT7A4 U BmREN
TVWAD, Hizkh, EF T2 REBRFENREHINTNEEEILLND,
WhECRER L7- ITP SOMHFRGIZ W T, IR, SMEEICINZ., FHEROMm
IR DEHOFERE 2 £ L DWET 5, 1997 5 2009 4 6 A £ TIZHEET
HPEL7- 194 (28 I : HBEHFE 9 ) DO RIZOWTHRENT LTz, 17 BIlITEIR
B, 11 FNCBO CHES I LA /MR D 72D DIER (X7 1A R 10 #1,
IVIG 3 5, /MR 3 6)) BNSBETH-o7, T, FIEIGHREZIZ 1 F T3
Bz, 3FlIcie e ) BRERIELHITL, Wb I/MREOBEMAZTRD, LY
REPEBNAETH -7, 8 FITRIES IR, 20 G2 EUIBR 2 M7 L7, 2 fl
DRES IR W TERAREmM A A LI, Z OMOF T iR Bk XA
TChol, HAERIZHOWTIEL, 56T/ 10 FLLTFIIET L, 95 2 f
i3 1 FUT LR ORBBRIRERPLETCH > N EE R BB Lz, #
A IR O M/ MR W T ST T/ IMRIBD I3 B IV 56 B D PA-Tg6
NEETHHEIBEZ E-9HEANIH Y | ERPIZH O T/ MRiED %
B S NBITIRIBO BB TH - 7o, YPiTlE, RERKRAT, Em AT
NREABRBEICHET 5B E L o TRBY, KEOHA RTA4 NEDSWTE
A& B LT3, BEYRICOWTIL, BERIFEREEGS H 5858100
TT5ZLELTWED, Mgl v bEENREWEEDbRDS, TOERRE
LEZLBE LD, YRORBMB, SHOFHA NI A4 OFERDO—B &7
L EEZ TN,



I T AR AN R 8 PR A NRIB D PE SR B D FEE & #ii 9°%

B ERBR AN
OF4ERE WAYH (EHEES

TR, BRI/ IR A PR SREE SR (ITP) BB 128 T CDA'CD25 HilEIE T #MAR
(Treg) DA RHEERFE VHE S, WELOBEREZEZ LN TS, ZhE
TIZ, BALB/c X— R~ 7 A |Z[F5R~ 7 AH ¥ CD4A'CD25 ffa =B A+ 5 = & TfF
BT Treg KB~ 7 ADK 35% 1X18MEA 22 L/ MRIBD & HARFIET 5 = & &R
LTC&E T, M/MMRBD~ 02Tk, @R/ MreER & PATgG OHEMNE v, I
mm%mﬁ%b<ﬁ%%@@%%h%$@%mﬁvvxmdm:FAﬁé#
AMRBUE B &, BEPUREALAIC L2 M/IMRIEDRIETH D 2 & 2 TER
Tro Treg KB~ 7 A DVERIRRIC Treg Z# R T 5 & | /MR OFEN
BITHHIEN D Z L b, Treg A5 ITP OFIEIHIC BB /2 4% %%tb(m%
ZEBHBNE IR TE,

Z 2T, SEEIZLUTOREIZOWTHRET 5,

@ Treg KB~ 7 A THEA S5 HUIL/IMEEUE DR ISHUR O R E

ITP BHE TH LN D FLl/MRFLET I/ MRIEEE H TH 5 GPIIb/111a % EiE
BT A, 2T, WA GPIIb, GPIlla (X4 5%/ 7 m—F ks
R HURA R 15 MATPA ¥5) 2N L, Treg K~ 7 A CREA SN A HiL/MR
PUEDOHUREE 2R A D,

@ Treg KB~ AW TH/IMEBD BIER L HET 5 RF DIER

ITP BEIZB W TR B S/ IMEESE T HI AR BB A BB A 8 2 B - L
T3, Treg R~V RITBWTHBAMEY O B SRS T a3
IRIBAD DORIEIZLETH D EEZ, BAMRBDRLR D Treg K~ U X% 1{E
"L, /MRS OREROEERETT 5,

@ Treg 2% H /MRS T /AR OTEMHEAL 2 MH 355 F A B = X LDiBFE

Treg OMFAETEIZHEHL L T D CTLA-4 DL HOWTIRET 5, CTLA-4 %
PRET S Z & T Treg BMEIC L 5 /MR ORIEMEH RN Kb D Z &
CTLA-4 OHMRSNE DA HIRT HT T ) U4 VAOHREIZ LV /MDY OFIE
NEFI S D Z &% in vitro, in vivo IZBWTHERT 5,



L. AR MR SR E RIS B D Hedes
2. ITP OiFREAFHT

KIERFAEATM A il & LEER

FEEDIIEH BT, MR/ MU EEOEEEALETH DL Z L2 RE
L7z I PFIEEBETHLN, HEBBMEIZMENRH D Z & FAMAEIZS B
BEICETOMRERSGDLZEPHLNE ST,

—J7. RIS LTI T PORREMIT 21T > T\ 5, GPVI RIEFEITTI TP
ICABET D D L%, MR GPVI BN EERH S LA B LVAS, SF L
b MEHUES B SN D b Cldlev, Fiio7z GPVI KRIBIEZE R U722y, A
iR HT GPVT BRSS9, 72 GPVI R FeRy I B FREFH IR S
IRy tn, RN L2, AEIOM/NGE A TUEE T3 5 & H1GPIIb-111a
FURIZM A 5L GPVI Uik i Sz, ARFIOFREIZE L TEET 2,



ITP (Z34F & /MR EARE D FEATZ B9~ 2 BRI R
FaJ 3=

ITP OFFEICIE, Pl /MR X 5 f/ R S K O/ MR EE AT 23 B 5

LTCW5, ZOMm/MREARTICETUL/IMRFUERS BRZERICVER L CERZER Sy

b2l 2 FOBE bR SN WD, AR, ITP 2T 5 EEES

b« f/MREEAMEFF 233 MICERT 5 2 L2 B E LTT- T 5, FHikidgE

ARG in vitro S EFEEIZ CEELEK - /IMREAZITV, A DMz

/MR EABIRICE G T DR F 2T+ 5, SENILIT O 2 D0 EBRRIEIC

DVWTHET D,

(1) v MEGEMERML L U CHEEE CD34 MM S /MR & in vitro 55 {bEE
2T HA1EE THL GPIb alpha FUEZ RN L7-RER, BURBIMEH C8
SN CIEERZEK « /MROZE LWEAKRT 2RO,

(2) A% T2 /MR in vitro 3 LEEE O BRI M/ MR EEAEDFFTIZ I\ T
F -/ MREEFI OF AMER EOBICEE TH H, BUK TIZZE O starting
material {E#H(CD34 BrEfa, ES fifd, iPS HifR) & EiciEhc AV 5
BROERT - T2 H L TW5b, ZNHMROERERERFST, EfEET
LR e U TR, Fh-bide PR THRIMEEN T OB L 20 Z &2 R
72 LT, BUIfET v M ETRENERR O R CERZER-P I/ MRIZAR Y 5 2 MR O [FH
Ex B LIEHET 21T > T 5,



AP B E BT 5 AR A ZEARAE S AE T2 B 5 iF5E
—NEME b e EARE (BTP) 2 AWML 7 a7 1 o Cls R
(APC-sr) —

BRI ERE ¥ — R BR
IEANER R E M AR A AW

[(FFse BRI ABRERE. & ICHETEREICBWTHREME b e B EARE

(Endogenous Thrombin Potential : ETP) (Z#&23< ., {EMLT 071 v C =
1t (Activated Protein C sensitivity ratio : APC-sr) ZJRIE L. %KM APC
BHMEORIELZ BT A Z LICE > T VIE VA7 ZFM L, @8R TEiHiEE
EIRTEXD VAT LEMBT L L EEMET 5, BE, ERERKFMES
BETRBEINTER CO—EOREZEIT > TWDEN, SBILER AR LSO
ABBREIZH AT T <,

[5iE] ETP &id. AREE (S-2238) A AWTIAEHRO b m i b v EEAE 2 iR
ENZRIET A FHEEL LT Hemker 50385 L7 F1ET (Thromb Haemost . 56(1):
9-17, 1986), HIE CITAMEEICE D ®IHEE (ZGGR-AMC) & W= IETE
Lo TWh, ThbhL, oMy ViBE, v Y ey ME
MK TFZEIML 3STCIRDH, HEEE KO CaCl, & N UAMESREEE S 2
HEETD, ARINE by B TERAREORGEZUIL, TORT T
Frrevic ks, S RET 2, @ hrr i, v/ a s 0
TUELREAL, BARELORISERT AT, ar Ea—FRTICLY
FORBEENT D, ZOX D Ied R O KBS & — RS LT fi#RAs b
oy UEAMBTHY . D Area under the curve : AUC % ETP & L CHEH
T 5, AERICAPC Z I S SHHZ ETETP 2352 LN TE D,
BEMAELER B he—/ Lz 8. 7nM @ APC &0 L7=EE® ETP O
HIRE TR LIZBD%E APC-sr & LTEET S,

AREIC LB APC-sr & RIS ZERRE R AE I BT D EHFROME &
T, RBIEEIC K D8 ROAEERIE TR U —= TIEERY T 5,

[fR] BHEE CICHEBENEONERB Lz he— L THDHMRAT
ZDOT—F 2T,



HE L DVT & OB EIZ DWW T OIS

HIRRZERFPRIERIF BRUnEZ

EHF BN EMERGKE O DVT AL B & B E Tl L TIT o T\ 5,
WEAEIL 2008 4E6 H 20 H, 21 H, 6 H28H, TAGSHA., TA12H, 7H 20 H,
8 H 30 H, 11 A 23 BIZfT>7=, 2009 (L3 H 6 B, 28 B, 6 A 27 HIZITWV
12 AYJANCAT D FEETH D, 200043 H 6 H, 28 AT REL L ¥ — &
B v ¥ —, BRIt v & — CIT OB ATR RS L MR EEAESE
36 NTIHREAIT 7o, TORER, feBHE 13 11 ATED O 5 5 NiFiFilEise
Tholo, 200946 A 17 BICITERMREE 2 —T 12 A, fBliafEtte
— T2 NITHREEZITW MARBHEEIZIATED Y B2 NMTFEie 23807,
Fris R R A S O DVT AL HiE R & B TiT > T\ 5, 2009 £ 7 A
18 A, 19 BIZHAIET O E LR BEEITRREE CHEFE O VT EEIT -7, &
BZ2H 1T 300 N CEB4ER 65.7 %, B 82 A, #& 215 A, B3 N) . Mizeks
ML 20 A (6. 6%) . D ) bygiEmieix 9 A (B%) ThHhotr, FDOF CTHEZ M
BHRMO TRITHIL80 AT, mAektE#E 5 NG 6% . £0 5 bLiFlEmeis 2
A(2.2%) THotz, WO THELZ ST 725 OMEE TPt xR 5B
BB CIT o I REZICRIT A DVT BE L8 LV bARICEL ., B
BRBFETHE-TWNDEEEBZ N, 2 bOHEEOMERE LIT> T
LNBAEGH R TH D,



West S F R A ZE AR iE D fE R+ (P )

ESLERER 2 — DR E R EAREC
ZEBRFRERELRUIERERGHH P B
EfER#A 2 —OBLERNE Bl 'EX
BEHERERY -2 —Rk /MR R

[F#0]
AHC OB BIRILARSE D R T C/2 < . ORI T4 5
MPICTDZENEBTH D,

[ 5]

SEEFREE~OMmE 77— MREICK Y, FR21E2AL3A (27
AT OFFRREOMERE & G FIR IARIE OREF 4 88k LTz, 4 RO
SFEE IR RER IR MAR ZERIE CTH Y . matched case—control study DHfFZE
FHWA L L, v v T T AHBEOSRMILEME, EMESmLUNE LT,

[(FEREOEE]

V%20 8 12 A2 7 v — A EZE L, WAL21HF 7 H 10 HOREERT
DOEFEFIBEENT 499 #il, = ONE EIORENT XTI FIEN ] 57372 194 X7 T
FEhi Uiz, ZeMEDS 121/194 (62%) . FhiZERRE HURAS 25 4, PRENFRR A2 E B
25102, WEEZFES OB 66 FITH-7 (1 FNZWEDEH),

BOGRINF & U CUIRMBAER (F v Xt 2,63, 95%(F X E 1. 12-6. 86,
p=0.02), {HEMWEDRE (4~ Xtk 5,33, 95%EHEIXM 2. 20-15. 60, p<0.0001)
BEHT-, SME BT Ay Xt 2.60 Th o708, EFEN DA< BN
WHEBIZIEES o7 (95%FFEXH 0.87-9.32, p=0.10), LARTHE L7-Af
ERFE (RN, BRARELET) OV RT ThARKEDOREN (SEOMEN T
134w Xt 0,60, 95%EHEIXRT 0.18-1.82, p=0.45) <°BMI 25 DL EDRER (&
[E|DfENT Tt A v Xk 1,28, 95%FHEIXE 0. 73-2. 25, p=0.43) [IEESIFEIER:
AR IMAE ZERIE COH B OERE T Tl o7,

[ 9]
P EOBRBELZE-N., TEBRGEMIEZ T, SROREITEEN L
DTHD,



Rk 21 FEER A G EH ET R mE &
HEIRMER BOUIRA I H 26
I YR ) 3R RE VB D AR SR BE

% 2 B
HEF: Rk 2241 A 22 H (&) Fal 10 ~F% 5 K& T FE
BT . BIERARFERE B 11 P aiE=E
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VK 22 FEEAGBREIREMBIE  HarbR B TURIT e R
MREEE R FIEICE T 2 AR
B22EERFE TuTST A
FEF PR 224 1 A 22 B (&) “F#ll 10 Bi~Fk b Bk TFE
BT BERZERTRE 11 BhaiE=
(I 77 N—THr5EE 20 57 HEABTERE ¢ 10 4y EERE L)

10: 00~ WFFEERAE ®E B W
JRAETBERFERRPRE R

10 : 10~ H#eRMEmAREMZIEE  AFZCEE NME BHA
YT TN T Y= N A A RKRERY
PEE - WH ¥— BRERRY
I EFE KIEREE
HE BT ECEREE T X IR
B R B BCRE

10 : 30~ TMAMFEHE  WFZCEHE R S
YT TN Y = R EE RRBSER
BIE : EE BT ESTIEERRE Y 2 — W
A R SEKPRE
WEl o - AR i BERBICEESE
A4 B EEERKEOIENE

10: 50~ I TPHFZEE  #FZEEtE BN &

YT T N—T Y = — R RE KB ERR
PEE : ME  BER SLREEOCEL TR

F4 EME BIEFRIAE S

WL IR KPR

BE #e WREFEEAEKS
et E - B B HlStt= X7 -z

Bkt BE LA R

11:10~ #RMQFBRIEFFI  FRHE A FER
YT I N—TY = MR ek BPEEREIRER L &
HEE : HRR OB HRKEETIZR
BIFEH4 . AR [ESCIEEERR 2 v & — DI PR
foid B S @A
L fi— SEAEARER



11 :30~12:30 Bk

12 : 30~13 : 30
HREMRERRAHRE : Fls M BA
ANEFA TERBEA bas sk b7 aT A oS BBURT O5 k)
PP« BEER SRS ERECHT A7 7 U UIRECET S
42 [E SRR (BB A A O IR |
S - BHET TEBEEAS b EX—REOMRBER & Bl ot R ZLEEIEDOBR]
HHETT  ERR X OEE O EEEIRMAREIZ T 5 kMR E
Mg TeEREmARER (7o ke ey [AT]l, P54 CPC], 7uF A S[PS]
KABSE) HARNBE OFEIERA
13 : 30~14 : 30
TMAMAE#HE : Fle BN S8
FERT S - IAASRER] TR RME - BR3EME TTP IS5 1) D ADAMTS 13 1& MR B & dy i 5 i ©
BT S T IE B D PSR E )
FiEZER  [TMA BB 123817 D VWF propeptide OHIE ]
FEARMEB « JEITECT TADAMTS1S JEMEERALICATRAT 5 C SREEEAS VWF SIS I BT TR RIC DT
A% B &g o vWE, ADAMTS-13 fEME, Zoftfite~—nh—&
e s A P LT . TMA
14 :30~14: 45 K@

14 : 45~15 : 45
I T PHERFZESE : Al BN RE
FEFTRRE (/MRS S5 Cdy o 72 1TP JE B D RET
MBS - B TERAME 1P 238 & 35 bu U RR=F 2B (REEEKD

WM T B R
MR < MEEET T/ RE ORFRERREA &8 LR IRIRISEH R 2 B 48 U 7o ZE0ER0RT 58
FA M « TAATH  THIEE T RIS DS M s MBOR A PE SR B OO F8JE 2 35 |
FIERE TITP OFRRERRAT |
AHEL  TERRME TR CERR 19 45 ST X 2 FrR M MO D M SRR O 4 [E % 2 A
15 : 45~16 : 45
HRMARERERFARE : Fls Ak ER
AT TEREIRIC BT AIEM(L T 2T A o C R ME (APC-sr) & BRIRILAEZEARSE U 2 27 |
BRfE DaT - ENEEE 1 FEE R OHNR R P 5 R OB
(R — T% 7 o—YEEERE BT 2 MRS E O ASEME (PREE) |
AR TRRA N SIEFIR MAR ZEARAE D fERIA

SRR 21 AR A S EREREWEE AR BT IRIT R
iR E a3 A AT seEE FERESE  ME T
HERE . BERBRRFESTERBEES FHEIEET : 03-5363-3838  P# 62553
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e ME AR SERFFEBE Y 7 7V — 7Bt

HEE, MBI 4B REE R
EREST ESRER 5 — R
WP EIRERAE
PN e e
BEILGEA BEIE a0

EJ:0]

VAR LW A B IRMARZESRIE (VIE) O 5T v AR INETH L L Hiz, VIE
DFIERE EFRIEA = A LZHESNC L, VIE OFH - PO =D DOXHR O
SLEBIET,

Jiik - RER

BRIEMARIEY 7 7V — 7 OREGIL, EICRE O ERMRE N R LT
Vor— NRERITE & MR RE & R & LA bR SN,

1) 7>/ — AN

TR I8 EED (DA77 ) v OERICET 57 v — MREE) IS | Rk 21
FEFEO TIRIAE TFHIRMAREREICET 2007 7 U URIEICET 52 E R
ERIFRA ] A 3EHE L 38 fiak 58 IFERN D 678 JERIOMATESEI S 1, BA
MNBELETNT 7 ) VRIEETRILT DD DEBRMANEONL b D EE
Z C)ﬂf?_o F 7. r%f‘%fﬁl*@ﬂﬁﬁ (77 NS N = SV l:“‘/[AT] N s A C[PC] .
A2 S[PSIKIBE) BAABEOERERNE) 2FEMmM L., 7 162 5] (AT &K
P 42 B, PC/RIBJE 54 41, PS JCHBAE 55 B, {EEINTHBAE 12 1) DA
EEAEL N, S50, RET VA — FEES D LICHET LD LR [~
RY LAEEH EEAIIEO RS (BUER) ) OREHEREbED, b OH
ExELTARACRBIT S VIE O ET VA ENEL, ZOTH - FHOX
DOMREHTDTETH D,

2) HAAVIE ORI, H%REERICHET 5 RAE -

SR & B L7 VIE & fARMESRE 2 A9 5 ARV C, RIS ORI
AR (DVD) & 3E L7244 BARBUC, MK L DVT ORI
E ORELR T, MAPERERE S LT, AT, PC, PS £ XRIBIER LN, LU v
FEE M IMIEMRBRIC DWW THRET LT, $72. 17 B-estradiol 12X % PSaBInT
(PROSI) FEFRAMMBN 53 FHEME 2 B & 0 Ly SRRA0HE OISR AT & % 2t
JVE 1T B-estradiol O EFIL, PSMARERTEZLIZOLVIE VAT &5
ZERTERE NI,

3) ZOM

BERTFOA e v —lEEE LT, VBETLYIEaA DO Bethesda 1k
DREEZ B LT,



™A Y7 T N—"F

e
B EH EREXR) V7 —Tk
FiA#ER (ZEKF)
BHET (ELIEgREm ' v % —F5EeT)

VAR
PP (BIERT)
AA B (REEXR)
NYET (ESLIEREF & v % —F5ueT)
AFER] (RBREKX)

IR B TMA (TTP) OJRREMRNT & IBRIE DB # B LR OMmEm N 5179,

EFTE1E
1) ZEEEKEME TMA 57— & ~— X 919 I OERIAENT (k)
O FHICHR I N7 USS #hlOBET R O U
@ AFRUSS 41 5| phenotype—genotype F D e 3Lk
@ HBRM: - BRI TTP 284 {510 ADAMTS13 e fEM: & FEMRfFME D 2 Tl EL iRt
@ %KM TTP @ ADAMTS13 Bin +2 b OMBREAENT (FHREFENT)
® FE3E USS/TTP TRREUHK DM ZE
2) PUADAMTS13 B CHUED 1gG Y7 7 T At
3) ADAMTS13 & [RlA v b B4 —8BAEO AR LIED B %

B AT
1) ADAMTS13 DSLEREEIZEE S HBRMET T P REIEMHE O fEHH
2) ADAMTS13 DIAFRHEEIZESL 7+ v N7 T v IR0 O 45 Bk o g

PSS

1) TMARZBTIZISIT DVWE propeptide DA itk

2) ZEKXIZBITAIMAREFORE & 2ERE & O
3) B LWIMAR W~ — 1 — D REt

Wrse 3

FRAR P HL

1) £/ 7 a—FHERKET Y b— 7712 & 5 ADAMTS 1 3H4EE & i
B9 A mEd

H% s
1) USSH L O RIETTPEE OIXIE
2) BRMETTPIZISIT A 155 & ADAMTSI3EME L 1 v b B4 — O REE £



I TPY 7 7 NA—7EEs

WasiE B RE LBEEERFE R
AH Frz NEEFRE ABEUFER
Bl I KBCKFE LM BEFEE e
Z4 EM BEZBREESER JVu~FH#H
M R BfRmAEE TSR - o T
A ERFER
M AFE  BE 3~ SRL
BAr BE EfET R LEAE
= FHME BESBRRFRESE MR
mE OEN EMPEREX— REMIENE
¥Rl hE EH B EAKZEEFH #E4EYF
BHE EMA BRKFESES EAET

BESE DRI 2 ke Lo OF 2T —~ 24817 1 TPRED#ITEQOL %
FoEOAZLEHBE LT,

VO TT. W EMEORES. ., TR A 3 oDfEL LTI ICEEE L% %
1To7,

1)

2)

3)

4)

FERF I HO W IR R AR R 2 T 2 /e L, PR 18 FREE
TOFMPET Uiz, Z ZHE, PEECSWVERTHLEMICED D IX
20, ARSEZIEIEMEE LIEFMEE L TEE TA®R bk T 5 &4t
2 T IR BB R N T RE L 72 A L O ICAERDEBE 2 —H WD 5FEZ IR
FEERTT D,

ZWEEICE LTI SRL EORFELECHREREEE M ELTE
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