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HEBRRIZBWT, MMUEBEDED LT B EG %%
(YA, WBENHLZI LTI, 20D
5%, £ OBKER, FORETHLMIT L 0%
WAE % FEATE 9, R/ MR PR (idiopathic
thrombocytopenic purpura : ITP), % L < %M
% Y %t E (disseminated intravascular coagulation :
DIC) % & & 2l L, &5 \ZM/IMRER L % fidT L T\ % 3%
ENRZTLNE, LarL, M/MUGRAREOHIZIE, I
RIS ER TH B1E0 0 b, FEEEL R LR
MdhAbH. M/MUERNEESORBE LT, MM/
A ¥ 4 B 9% (thrombotic thrombocytopenic purpura :
TTP), ~/%1 2RI/ MR E (heparin-induced
thrombocytopenia : HIT) Z &EH b Twb, Thb
DERIZ, COBFERNIBWTOMIGELIT ) e

WHY, FTENZHICING DERBIECENTE
IR BT A MNENETH 5. RFEwMA T,
FWET TR EEOEEERY L DEKEIZL > T
TTP/# Il ¥ JR % 4 E & B (hemolytic uremic
syndrome HUS) DyREERHT % 1T-> THB Y, TTP & HUS
UK T A m B E R ERE
(thrombomicroangiopathy : TMA) O ERZ W3 O
ox HIEL Tw A AR T, ADAMTS13(a
disintegrin-like and metalloproteinase with
thrombospondine type 1 motifs 13) iZ & 5 TTP/HUS ®
FRAERRHT DGR DOV THES T 5.

MmO RERF & VWF

M DBEEPUSI, WD THIDICHB SN TE D, &
FIREBICBWTIIMEN TERET 5 2 & 7% Btz #
FLTwR%, —HMENFREESNS LRz L
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m<$ 5, MEBEH»EZ S L, von Willebrand A T
(VWF) % 4 L CREE AL M/MMR AR L, M/MRDSE
HAL S 5 & & T MREER A 5 ADP %5 0B [E ARy Y
WHRHEENGE, T2 L o TE S/ M EEIR % T
B Az LT, M/MULEEEEST 2. Zid-—Xkilk

EIFEN T A, /MR, MFest L Cmgic
WAL T WD, kMEREICTA2DICT 47 v
Whoird 74 7)) YMEPEREINE., Thae 2RI
BEEATHWES, 7147 VilROEKE, %< 05
A T-58EE R, BIRAICEEL S D 2 LItk » T
0, BEMNIET AT TS T 47 UASEE
ENBTETEETA.

VWF &, Bid ZE <, —XRIETdH 5 M/ IS
DOFRICEELREEE L TwA L EH T, RIIABICD
BT 2 2 00+ 2B ERE CTHBY. 12
13, BEMERIZBWT/ME R #5E S8, /MR
AT OFHE LTo—RINKRDOEEETHS. b9
120, FYyUTEAEE LT, MEEHESE VI KF&
WERIMAE FCHEA LT VIII/VWF #6846 % B L, VII
HWFERET L &) TRMEOHRE b H-TWE, F
7z, BOEDWIRT, HEANTO VWF offiid, ¥ 0w
TZE TR EINTVWAEZERWHS LR o722, M
ENTOMRHEE L, MBERRTRKT, MEBETIIE
BICL DB 25720, HEARIELL. ZOHEY
BDD, MErEFE LI L350, Thbb D
77 (shear stress)” %@ < . 30 B3 FEIC LB B 72
B, HILOBOER TIEVT Y IEHD, HhLORWE)
PWRTEZOTIEIPEL L2k s, LHBERED
BHELMBEZBIROETHS2OT, BT HILHToOM
INRBHED AN Z X LHFEETH DL Z EPFFHREND,
ETYICH TOM/IMIGEETIE, £ VWF 2, 8N
BTG 27 -7 A L TEMLS R, HE
Brin, LT, HHUHRVWFIEX, AL FA L2 %24
LTI /MREEE (GP)Ib & #&EY 4. M/, M
DIVZIZEY) VWF LML, e MBEr DK
F. TNICE S TGP DY 7 FIEENFFEI Y,
/MR oIIbA3 ANEMAL S, THIZVWF C 1 FA A >~
PHEETH., Zhicd->C, MM ENS &
EZHNTWE,

VWF JEN KA & ESERCRELE SN LD
1005 PO R B 3 0 VW 13- @ Asn f5 & RIMESE 12
ABO MEFRWE 2 Fo 0120t L, EMEREHE D VWF (3
INERLEVIENDYD LY, MENRMIL Tt S
N7z VWF ZP AP @ Weibel-Palade fRI2\v o 72 A

TSN, B Lo Tt S s, VWF i,

AR

Rl fb34

20507 X VBEENS L LI OO T2y b,
head-to-head, tail-to—tail TY AN 7 1 F(SS)#EET
B EILEST, BEE(RILF =)L\ F R
#EEE 5T A, M VWF I3 5 F 8 500kDa 7 5
15,000kDa IZE S RILVW#HFlOfk 4 R~V F~ —HEx
FoTwa, ¥72=y MREICOES L LBERS
T & % - 72 VWF &, UL-VWFM (unusually
large-VWF multimer) & FFER T\ 5, BE#EL -0
NEMBO EESCREECHERTAESTLY ¥
(DDAVP) % $:5-F % L Il 4 i< — #1112 UL-VWFEM
PR SN D Z s, UL-VWFM 2L Mz fig 22 &
BMESNTHORWVWE EE25NTWE, wLVF<
—HESRE VT EERFNILEE DS Ems R
THD?Y, UL-VWFM DS IMEEHICHEET 5 2 &L, ik
JEDY A7 LA, F72, UL-VWFEM X 0I5z &
o TIEMNEIL L, KEIRkZ & O REMIES h s oL
CTWABEITIE, o3k igtl (Bki5) % & 0 G
HRITH D, M/NEIRRBHINE 2 & O ) IBT 0%
4§ 2 ERAL T id UL-VWEM 43+ O AR S A2 b L,
EHROMBREEICET L ELLNTWS, Lo,
UL-VWFEM {5 0 B2 & 5 S N5 T T, /MR
BEVEZ LFNMEDORKNE22EEILNS.

ADAMTS13

UL-VWFM Ao /MR AT R % k3 5 20
12, VWEF Y LFv—H A X5 P ser8E 2350
A%, VWF Y B (VWF-cleaving protease:VWF-CP)
TdH Y, & TIEADAMTSI3 L IFIE R T w5,
ADAMTSI3 ESHEIDO A ¥y urus 7 —¥7T, 20/
FDFIRIZIE, Bazt R Car B ED DM A 4 > a3,
TH5HY, KEEFELY I— FT5EETIIEEED 9934 12
fF7E L, cDNA if 2%xon & VS hTwa, X7 1L
FF FOLERIT4281bp T, 1427 7 3 /VBERRELI Y 2 5
1 AR$HFEE 'E TH 5. Northern blot T ADAMTS13 @
mRNA ZiEHET 5 &, 20O 4.7kb D A v+ — VI3
TROBCEBIL TV, RO oM TERES R
TWEPIZOVTEHEVHEAHTS - 72, 2005 Fi24LH
Wr3eE @ Uemura 59 13, L ADAMTSI3 <7 A€/ 7
O — VPRI & 2 ffEdefs & in situ hybridization |2
THEMRE(HZ  #HEMR) 2 ADAMTSI3 D72 % #
M CH L ELHS 2Lz, 72, ADAMTSIS i,
B IWCRTEIREA R F AL 2D FFAL >
WEDP HEL Y Lo TWb . # 2T, [[Ai72E » Soejima
L0, SO FAAL UHEEDORIEZRETT 5720, C Kk
Mo FAL U RBICRIBS S /288K % 11 IR L,
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1. ADAMTS13 @ N X A 1%

ADAMTS13 1%, 1427 73 VW20 5% 0, YV F FAL VHEEZIH - TW5.
SV FFARTFR P FuxXTFFN MP:AYOTuF7—EFNXAL 2
D:FARL YT VEENAAL Y CYVATFAV) v FFAAL Y

Sp: AR—=H—FRXAf >y T TSPl1EF—7

&I USS 9 FIOBIEFHEITICL o THL PR o 2 BEEETERI U ET(YTRYT), MPIZ 71, C/Sp

12348, T IC31M, CUB® 1 EAFAE L.

BEBETTP BZEDA v € — (AT ORFBIIZC/Sp FAL X THDB

N5 % HeLa ML THRIMS &, LED ADAMTSI3 G
P EE L7z, ZofE, CEKEmrd T2 $ TOXRBHR
TIZ ADAMTS13 i MR 2 7225, C/Sp R A A V98
RIETAHE, BERENEZ SRS EEHERL. 56
W, BT A X ICBRETTP AE Tl IgGROBET
HiESHBT 555, 2oL b—7%RE Lt 5,
FTRTC/Sp FAAL VITHAETH I LR Lz, Lo
T, ADAMTSI13 OIEESIO 720121, Al N4 A >~
THHMPUSIZC/Sp FA A U HEETH L I LI
Fans., Doz ek, REEVSHRGIZE 720
1213 T2~T8 N A 4 » ASIAE N Rz i A i 85 11 CD36 (24
& L TEEESHNE MBI EMIL S, C/Sp F AL Y &4
LTHEUL-VWFM %L, ZLTMP FxX 4 V%
HEY 71y b O Tyr842-Met843 A2 UIMT 75 &
W RESTFEIN TS (K 2).

TTP/HUS & ADAMTS13

1924 4F 12K [E @ Moschcowitz? |12 & - THD TG &
M7z TTP i, MM, OIS & EE YR
Ifi (microangiopathic hemolytic anemia: MAHA), %
e E, @R, OBEEHEMAREEDOVDY S Y
A5 MBS, S R AEERERTHE. —F, TR
S ERE /R HUS i, RieoO~@0 3#ED S
% HEEBT 1955 412 K4 Y @ Gasser B2 & ) i &
N7z, TTP 3D THRiZBAICREAT A, HUS iE

NI, BRIGE R IRE B KB 0157 : H7
2 & BRBREMBRICHERTLLODHETHD, L
WCEE SN TE 72, LA L, 0157-HUS #BwC, TTP
& HUS I ZERFT RO A TIRENREE 2 EF A LT LIE
BEEShBZ LX), TTP, HUS B X U Z DOEBEE
12, TMA &\ ) 1LDOOREICE T AEREELEZ LN TW
9. Bl5, TMA 12 MAHA, BESEMAMRED, M
BN MRIIEZ 3 EHe TAEERLEER SN, Wik
ARIMLER, M/ANGRA, MR X 2 IRestsnehe s o Fif &
T5.

WEORET R 2 HBIET 5 &, TTP Oliteid VWF/ Il
JMRIMAE, 0157-HUS [f#8 14 fibrinogen—fibrin/ ML/ MR
BTHY, 74 7)) VMBI TH S DIC & ili/MIIL
BAEERTHL TTP LITKELELR->TWAE I LPH
ko TWnhHD,

TTP &, MAERHHEINERITEA SN B DETOFIE
RIZ 0% LETH - 7205, EAK 1990 A DA FF3R1T
80% LA EEFRIIFLIEES N, LAL, BEIMEE
RPN ELEFET A0 W) EBM I3 SN T
Wih oz, —7, 0157-HUS (2339 5 MLEZTH DR 5%
E—EOFHIZ VDS, AT TA ThfEmiEER RS
TWh, 20X BREOHFT, 5E TTP & HUS O
MZHoREELT, KRELEFEBSINRTWEON
ADAMTSI3 T 5.

1996 4E 7 5 1998 4R 1242 ) T A A A D Furlan 52, %
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Mmaosasarnhasnse

ABREVNRICVWE 2§ 5 72012, T2~T8 B A A ¥ AN A Rz 4l B 2 F1CD36 128 & L,
ADAMTS13 "Ml I CEfHfb 24, C/Sp FA AL Y &AL THE UL-VWEM %L, #LTMP FA A
Y THEEY 722y b O Tyr842-Met843 # A Z UM 5 & W REBTFEEN TV S,

L CTKED Tsai 5912 & ), ADAMTS13 &% & 20
IgG A v ¥y — Ol &, TTP & HUS
DERNHIAN 2 WMEI 2 SNz, ZOKRIT, BRE
TTP (X ADAMTS13 1245 % IgG M ECHE (1 v ¥
Y= )WTE, BERGUFFRT2EVERTHL L,
72 HUS Tid ADAMTSI3 G F i L vy, v
bOTHH., LI L, TOBRKEODRA 51 TONG,
FRIRMIZIZ TTP & HUS OERDSATEE R D D0% <,
FEBE, MEETNV -T2 FTHEBH CTHRLVWHT L
%12 ADAMTS13 % ll%E 3 % &, MM TRENRL LR
BWEDORENLEEN TS,

% ADAMTSI13 {fitE % K {HED TTP DRERE
Z312R7. ADAMTSI3 iGN ZEH L TV A EET
i, UL-VWFM 13 5# & 15 i 2Bl X, #s
BIRAECHEZ TELTWAET YOI L Y RS
~NEBALE SRS, R L UL-VWEM & F 3 10/ME
O GPIb ZEEE RIS L, MIA Y 7 F VG T &
C T/ alIbB3 SZ2BARDIE AL 5] & 2 2§, MMV

TEMALIE R RIS AR 4 % AL B O FgH & Caz D RiifE

MRAZEZFIZRITH, L) bITIOBIIRB SR
5 M/NMLOAE ADP IE B/ NBRET TH & O ML/MED

ADP ZBFRIHEE L, &5 % 5 M/MRISHILEIEL, IE
LY allbB3 S FRIZ b VWFE 5% & U /M O/ NGEE
RV END. FOKER, KR O MBI K
5. ZDX) R CI/MURD A & TWw A HRELC,
M/AMEERINT 5 & L[ KIZlEECIZETHhE I E

FHBTELLBDNS.

Do Z &6, BRETTP 125 5 MERHEED
VERBFICoWT, 1) I%Ed 55 UL-VWFM DB,
2) M4+ 20 5 ADAMTSI3 A4 ~ L ¥ ¥ — % B3k, 3)
ADAMTSI3 RO, 4) IEF Y 1 XD VWEM OHF
PEEENS. F72, ADAMTSI3 EMEAZERH L TV
W TMA B8 T b LRI —Z 0% EIAD b h
B, LRUANOBEE LT5) @B Mg A4 N1
DEEEFFHREINLD,
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Platelet VWF Fibrinogen

B 3. ADAMTS13 &M RIERRC BT 5 M/ MR AR T Bobk i
AP RN CREAE &, AR S M7z UL-VWEM i3, ANk % EOBWT IR THREHREERD,
MK EFES LT VIREE L %2 5. E% ATId, ADAMTSI3IZ X o TUL-VWFM 2 81l & 1 % 75,
ADAMTS13 (M AVRIR L 7R EECiE, UL-VWEM (/M E FUG L, SN MMRsgEL T SR 24, SRk
TTP T, &M ADAMTSI3 EMAZM L, 2% KM TTP Tk ADAMTS13 124§ 5 IgG B A Tl

KA ey =) EESN, FBRREEIERT .

TMA DESER

TTP & HUS 331K M - BRMICIET 5D L,
BRECRZ 208D, BER, &HIIRNAFD
BB (k) &, dEER, HHK), BEE, EIEEE, &
e, 2 L CHIV BIER AL TB2 5%
TORMEGERREE) LICRBIEh B (£, e, BF
74#RBIzH 72 Y, Furlan 5 O VWF < )V 53 —{ET,
ADAMTSI3{EH 2D A4 Y e ¥y —{HEHEERFO
TMA BZCHlE L T& 7 FHITET ARBAET,
ADAMTSI13 {EHHIE % T L7: TMA B #3582 ] &
ol DT, FOEIZOWTHRET S (£1).
SERMTTP

A 12904 Upshaw-Schulman SEEHE (USS) & -7k &
., ADAMTSI13 BETRE I L o THRBERIG T

LTwas W, Fki &R L AR F USS @ 22 ®F 27 #E
BE&B ADAMTSI3 iEM: <3% L ERL, 1k Ed
— L ElTH o7, ThHDEED ADAMTSI3 M5 T
R 2 EERRROEKREET, HITLTWwA. BAET
TIZ, 15RZ 0 FEBIOWTRT LIS, 09 b
THESNTVLIRRIENOR AN B L U
ADAMTS13 #8fZ 1% B 4 (R $8920, 20 EFID ) 5
Family B & C D 25E61 D AW EIE LT O - EREMRAR
T, )b 1 FRETEIVE B TH o7, — T, K
DOLEFITVTNEZEADT LIVICER - ERVPRS
NBEETIAT OHSEERT, MRS CORLBRELE
Thotr. XHIZ, ThHDRRMBHH PAT5S &)
BREERMBER N, ZOEEEET % Hela M2
TRBEBLT B L, TF (wild type, WT) 1ZH~TH
5% D ADAMTSI3 G L 2RH 60T, L2
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7R Al 34

£ 1. BETEMICERERMBIME CERE L 72K TTP/HUS £3E 582 4] :
ADAMTSI3 L 2D A v v ¥ — G (ER 1747 A%)

Schuiman ( n=18)

( n=188) ( n=141) ( n=41) #MRFB#( n=12) n=15) n=23)

FEBE& TTP/HUS #RXHE TTP #XH HuS
( n=45) (n=452) ( n=85)
Upshaw- REFEE| $5Ett BRM BMNE Snee EE X9 ToOf| ®H%E 0157 Mitomycin

(n=56) (n=22) (n=7)

fERR (n=32)
( n=27)
ADAMTS13
At (%)
<3 27 0O (112 28 3 0O 4 14 3 | O 0 0
3-<25 0 5 67 47 14 15 5 1 8 6 2 1
25-<50 0 7 8 35 16 10 2 0 4 29 L 3
250 0 6 1 31 8 7 1 0 8 21 9 3
1vEEs—
(Bethesda | (n=27*) (n=18") [ n=160*)( n=70*)( n=18*) ( n=12*)( n=7 *| n=15*] n=6*){( n=33*) (n=15*%) (n=7%)
U/ml)
<0.5 27 18 21 30 10 10 2 0 2 33 15 7
0.5-<2 0 0 80 29 6 2 2 7 4 0 0 0
22 0 0 59 1 2 0 3 8 0 0 0 0

* TTP/HUS £#& 564 &, 1 e U7 —HOMEIRTLTVwANIL 388 K TH5S.

* ADAMTS13 {HERFII A0 1/3 1 191/582 (32.8%)

DERE LT T (PATSS/WT) THT HHERRBALD
D TENZLZETHZHPHFL TnB T &0, MARIE
DYVAT T 77 —FEHD—DEEZ SNT S, B
% TIZ ADAMTS13 #5128 BERAL IS 15 TR 70 FELLL
FREINTHED, THEDERFN—EDEIIL &
TLFELL, BF AL VICHSIESTREONAED D USS
DM TH D FTL2OHME L 2AKBREB O
ADAMTSI3 BIETFHIT OB R X 4 1R $05, FEREIC
HEE T AR EDOTMICERIL Tuiwn,
USS 88 D% {34 Coombs SHERFE MO B fE
BECRIE L, ZSBEHM TR S TWB 785, ERIC X
o TUI/NBIN R 4 2 BBYHEIZE W TTP 2 548, 5 5\
B HEEICBBTITER5~6 + § TEK TTP 255
TAHBDRZFLENL. UL, RedBU LA
USS 27 GIOBEAERE & 36/ I RET 3 5 &, 13 & A L OfEf]
TN R MG A O BER A3 Y [TTP % 7213 Evans
EREE LB TRBM SN TWAEHIH% {, ITP/Evans
DERHVZRTIZ ADAMTS13 G EIE I ETH B L # 2
TW3,

#%EM: TTP

BERED EWREDOBW A 5812, REEROEEL
MR LT, UTOL) IS 729,

D FpZEtE 188 BIH 112 61 (60% ) 8 ADAMTS13 & 7%
<8% LFWL, Zh S DEFITIRFRREE ST 5 IgG B
DECHME(A v v €8 =)D TH - 72, %% TTP
DEFD. EAHADAMTS13 12343 5 B O KBS TH 2
Hho, [FREUETTP 0%  IFHCOHRIERESR ] TH 5 HH
HB L7z, CBREYIZIERICA v e By — 2w
IgM Bl 5 CHUEB R b 5 S hTw b8, v DiE
BICTIERBRTH S, 72, ADAMTSI3 iFW L Tt L
DEEZ RN/ A, FEBEREWDZR L T 5 R
DD, BEPOPEEORT2ROLEF LG, 1ML
B AT 04 FICE BHEBICIE L FRABRN &
ASEIRE L 7222,

2) FBJEUR 1 141 5 28 511 (20% ) A5 ADAMTS13 E 1%
W, [ >eesy—EHERLEZ. ChoDBEHIEFN
TNORBIFENLZBOIRE EAE L T 578, [FARRC
ADAMTSI3 A v e ¥ ¥ —ZEELTWE EEZ LR,
L2 L, 5% @ 80%lx ADAMTS13 iEHDIEZ R B
PO TTTP2HIEL TH Y, FOEFERISHED
e LTHoTwa, BEROHT, & bENENS
WO, BT Y 5 b —F R (SLE) T 60 6, fHuv
TE&FHELIE (SSc) D 30 61 TdH 5. SLE T3 H Ml
Z 14 61(23%)BDH B2 H b 59, SSc Tid 1 41(3%)



ADAMTS13 #7112 & 5 TTP/HUS 2 (7)

Arg268Prod75 Cys508  Haplolype
A1 RP PS5 CC PPC/RSC
A2 RR PP CN RPC/RPY
A3 RR PSS c/C RPC/RSC
30%’ <37 A4 RP PP CN PPC/RPY
P
Family B 2
449X
4535 60% B Gin
B-2 X
p M<3% B3 XX
Family C
4144+1G
c-1 G/A
c-2 G/A
c-3 AJA
Family D P
51% 1 26% 414+1G lle673 Haplotype
D-1 G/G VE GI/GF
D-2 G/A 7] GYAI
D-3 G/A 171 GI/Al
88% N <3% D-4 G/A I/F GF/AL
P
Family E
fle673 Cys908 Haplotype
WF c/c IC/FC
] Y icny
1] c/C Icnc
VF crYy IY/FC

108‘/’ <3% ND
P

(
S

Family F
2
Arg193 1244427 Haplotype
55% | 28% F-1 R/W T/T RT/WT
F-2 R/R T/G RT/RG
F-3 R/W T/G RG/WT
F4 R/R T/G RT/RG
W<3% 52% 72% F-5 R/R T/T RT/RT
[
Family G
886+1G Arg1123  Haplotype
G/G R/C GR/GC
G/A R/R GR/AR
G/A R/R GR/AR
G/A R/C GC/AR
G/G R/C GR/GC
Family H
2
774+1G Ala250 H it
46% | 46% +1G Na2% Haplotype
H1 G/G AN GA/GV
3 H2 GA AA GAAA
H3 GA AN GV/AA
N <3%
p
Family |

His234 Arg1206 Haplotype

I-1 HQ R/X HR/QR
-2 HH RR HR/HX
13 HQ R/X QRMHX
ND f <3%
P

B0 4. AFFUSSY K% 9 EBIOFRAZM & ADAMTS13 &% T (3CHk 18-21)
FAMMOEAEIZ ADAMTSI3 Fik %73, BE (P)I34F) 3% KM T, WK 50% TH o7z, Family A O
43, PATSS ZEERFO-%, 56% LIKETH 5. ADAMTSI3 BIE T ORI, 9EH DD B 2FIH5k
THAHAER Family B & C), %Y O 7 EFSEENT OEARERTH o 7.

LA bl dr o7z, SSc T TTP %54 L 72 ERNE,
FHPART, ADAMTSI3 DT L id& & o 72 5E
IS e (WA

3) BN 41 B 3460 (7%) A RENGHZF R CRIA v &
Yy —ETh o, 20 36T 2 FlEETIcimEA
1) v 73$fE (intravascular lymphoma, IVL) T® 5 & i3
ZWICHEEDH S D, —RICIVLES B EHE
(30~70%) TR % &4F L, ZHUSTERIMBEN DIE
EEECOMIMUEE D720 L HH SN TELD, 40
FEHRO—2& LT TTPIRAEED R G-A%E S Nz FEER L
7= IVL2 513 I 4 AC 2 BOPRC ik TTP JER D YEDTFR L
%<, CHOP % L DL BB THE L WEL, TRk
IFHLCD20 * X SHEERFCTH D) v ¥ V5 TERF
P TETVLOT, EERESIOL ey —%
AL TOLTEENIEVEZEZ TV,

4) yE MR AEAE : 32 B2 B\ T ADAMTS13 i1
BT (0%) TH o 72, T DEGHEIE 2000 EEICF T ¥

FDTN—ThHRE LR EYZBRTLE2DTH 5.
ML OBEREVCESREREAHFTIPL &0 T
ADAMTSI13 DA O L R T EHOBHALETH S,
5) i 1 12 U ep 5 41 (42%) ¥ ADAMTS13 iG55 C
IRLEFICFEA e €y — 2o, TIREICZOX
S %A e €y —HEAT AEEFIIHE S D TIHEY, —
7, EEFRICBW CIERATICIEmP VWF iR =
1Z ~600% |2 F5H- L UL-VWFM b H#H$ 5. L2L, %
< OB IZ B W Tid UL-VWFEM A5 7 /N 5t
kA ALY, RSN DT, ORI

TW5h,

6) 34y - 15 B 14 61 (93% ) T ADAMTS13 &4 &
EEA LYY —OHBERD. S B 1IN T T
FIRAFICAE LS DTH LA, 5ED 14 Flidprm/qrEE
THALF IO I ICHEELZDDTHBH50 N TIE,
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