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BT

Venous thromboembolism and thrombotic microangiopathy

Toshiyuki MIYATA

BH ¢ IR ZE4E (venous thromboembolism: VTE) (23R8 KT & B W T 238 b 5 LR T HE
TH%. VIEDEEHY A7 & L CEBERMEFREEIMON TS, 72 HIE VIE EED
B TFAT 21T\, B8O VIE BFEIC 70T A » SpLysl96Glu 2582 FE L, AZEH VIE O
VAZERTHDLZEEZWLNI L, RAEEIIHARASS A 1T MRS, HEANIZT
HohoTwa, —7J, MeMERMNEESEMEE M, /MR, e o s X 2 i
fBEEA IR L, MMM/ MORATEE B & FFMBIE N R BEEFERESE TN L. el
MR AERIER L 7 + ¥V 7 T 2 FRF-UIEEE S ADAMTS13 OUEHEZERIZ & ) 3EEST 5. &
72513 ADAMTSI13 DG M E i D B35S, Adamis]3 EAEF/RIB~< 7 2 DN, ADAMTSI3 D3
BB IR O AR OURIE & AT o 72, FRIIU I IR PR35 RERE 168 THE 0D FE i (3 Al 1A ) A8 22 20 T IR
Thb. BbEREEER ORI 21T, AAL R ) #ifE C3 #IZ T2 pllel157Thr 22

A 1R I EE 2019; 30 (4) : 632-641

BAERETAHPDPL N2 E LN

HARANZIEZTOT 1~ S p.Lysl196Glu Z 5= C3 p.lle-

57T ZRO X H 12, FHEOBETEREPRONLIZENH L. INOLOHFEREIZI—FT VT K
B b MR S NMEOBICHED L v ) B ZERIC X 2 AIBEIRTH A .

Key words: ADAMTSI13, 7074 S, I&kER, i

1. (FU&IC

R A 2242 (venous thromboembolism: VTE) 1%
ZWRTHRETH L. B ThH, FFREMEMEE &L
N5—HL, KARNEEE, 40 LT OFEEEIE,
D RIS, NG FEREL O AR & v ) FiE A
R, BRI R TG A D L. FEEETEIAR
SE(E VIE HC b B8 S NW 5 D4 aF R % il
BHET, HEDHRIIBOTIIMESIIIE S O
B0 5mEb %, MRk REERELEDO—
Thb.

I A% 14 f8 /0N 1ML 45 JiE (thrombotic microangiopathy:
TMA) (ZE MBI, f/MGEA, i o g
WX ARSI E AR L, MR I IR A 1 2R B

CEALE A
EAGERZRRIIZE - > & — B & R
T 564-8565 RBUFWRHT EEHN 6 F 15
Tel: 06-6170-1070
E-mail: miyata@ncvce.go.jp

(thrombotic thrombocytopenic purpura: TTP) & 3 L %I
5 1M1 P R 35 i iE 12 B (atypical hemolytic uremic syn-
drome: aHUS) % & &y, TTP X7+ Y ¥V 7T T v K
¥ (von Willebrand factor: VWF) Y] i 3% T & 5
ADAMTS13 DD K (10 % A i) H3FEAE D S5 A
&7 %. ADAMTS 13 O{EMEZRIZ L 0, I B
M 2> & 53 S M7z F & VWF <V F < — 73
PIr S M 7zd I H I L, 2O VWF %t
FUZ L TES VIS5 4 2 i/ I AE C i
RS, MR BRI 2 & O AME 12T
WEND &l E 2 RS S, aHUS (3AiE O
TESREC &0 MAE N B b TR AN EFN & AL
S, AR B IR EEAE SR S AR
MY, UNIE Iz 4 L 5.

AGTIE, VIE, TTP, aHUSIZBIL T, #7zH
D 7EE THED 77 2 T 5.

H A A 1F 122 4058
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2. VIE DEXMRRAELE7OT1>2S
p.Lys196Glu (PS K196E) &

1) BRAZHRIZL /- VIE OEXEZEOWHE

VTE BHEOBETHT LY, BEHIHKTFTH
57 vF b a ¥ (antithrombin: AT), 7051 ~
C (protein C: PC), 717 A4 ~ S(protein S: PS) D%
RETRRA L, e RMMEERRE LA mbh
TWw5, B bIEARANOBEHERZHS 22T
b7z, RSB E G R IR FE S O %
lF, Stk dhE T VIE B 173 A% IR L,
WEHEPTUEE £ BT, 2B O AT, PC, PS
DBIZTFT 21T o 72", ZOFEE, AT BIET 13
13FEDZEEA 14 NI, PCHEIE T 10 O E)S
17 N2, PS BT 15 HDOZEEA 28 N2, T
ETNEETH I ENTE.

PS @ p.Lys196Glu(PS K196E) ZE 54134 ¢ D12
o, 13 AT aEAHE, 2 A0SKREEAART
HY, S AOANTUHEEERILIPCHEZTICOERE
RAE L Tw 7. F 72, PSp.Val87Leu, PC p.Lys-
193del (ARZE BARA 3 O G W FE - 55 15 06 1 IEH
fli% 789 ), PC p.Arg211Trp, PC p.Val339Met, AT
p.Leu256fs*9 2O EF ICFEE I N/, D VIE
Ik — MIZIE 1 AD PS #EIR T DE4RIEDFE S
72D TY, VIEEBFH 173 AD 2% I12H 725 55 A
A 3 H OB E A F OV I G T2 5 A R
5 EDHBILY,

WA, WEAREE O GEEBEIR ARE B & OAEiE %
R 348 AU L 3 0 0 BEE I K 1 0 Az
TN 24T o 72, BRIRIMARIE 2 584E L 72 18 AD &
HTE, SADPPSEMLET DL LIEPCHEMRTICE
HERAELTBY, €09 52 Aid PS KI96E 42
RRAELTwEY, BREET LS NFvTndiE
RO L L < AZ i B IR AR E O F$IE % 720
7o, REIEHEHE (330 N) % xf %12 PS KI96E 2 £ A
ANEREEBEEZ RS PEMET L2 2hH, NERED
BEREN & —M(EREETO PS K196E & RO
IZEEBD L Do7-0T, KERIRERED) A7
Tl EEZ oY, ZHIZAAFEOER N
BUERETH 2 EEH V KT Leiden 252 IIAFHE
DY AT TRBEVEVIFERIZE L —FH LY.
72, ARBERELEED 11 AN(3.3%) 124D T F 417 non-

FE30EF475

synonymous % 5 % 78 72, — M fE R Tl B E
WHEFOFENRZRIZ33%GE0 A1 A) BEES
NEWEBDLNLIDT, TRHIEFAFREDY A 712
B FEMENE Z SNLDS, BHEIXEL ZWoTE
RIEHRTIE RV EZZ Y, £/, BREHHRETF
@ F 1172 nonsynonymous %% 5% % 528 72 JE B IE
NOFIRMRIEZ R L TWi2»>720D T, non-
synonymous 22 5225063 L b MARFEIC D A5 H D
Tl L xR,

2) 7OF 1 > S p.Lys196Glu (PS K196E) &

PS KI196E % 5 (rs121918474, c.586A>G, PS i[5
BE BWIAPS O T X/ W5 TIE PS KISSE A 5)
X, PS D% 2EGF 5 K X 4 YN D Lys196 @ Glu ™~
DEBREIETT. oF 0, HEWT I BB
T ERANERLTWD.

EARBRZHRIIGE L & — FHitas i3l & 4F
i ZRE L 7ol — M ER A2 R & LR &
HEOHTWD, b3 PRS2 w7
&, WHWZEOZME (§) 3,650 N) % HARADO—#%
E£HE LT, MADOLHETIEL 7 VIE BE
161 ANEJEBILERI & LT, VIE O#E) A7 & #
BRI LEFMNBHIZEEZITo 72 2L D, PS
KI196E ZHII VIE DY A7 THAH I & %5 212
L 72 (VTE 2% 161 ATO T L IVHE 0.053, —#%
FER 3651 ATOT LIVEEE 0.009, 4Fiin & 1% TH
w7k v X472, 95% 2 HEIX 4 2.39-9.31) %Y.
ZORIZHE SNSRI 5 &, KERD
—MERTOT LIV 0.0091 THY, #55A
W21 AT OEAER, £ 12,000 A2 1 A28k E
BAREFHE SN, EWNICIZREEAEDLH 10,000
NEdEsEansz”. ZhF TIOREHESEIL VIE &
FO3ZANIZL2ICREENTELY, VIEEZET
DOHEFEIL 0.0118 TH A (VTE BHE 85 NIKREHE
1 N7,

WIZ, HIH— AR R 2 %R PS PUdEEGE & PS
KI96E Z 52 & O BAfR & WRat L 72 € O#E R, PS
K196E 2 2L & (34 N) @ PS Pt Mo 39l
X 72% Th Y, IEHPSIRAH (1,828 N) DFHH
88% (2D T A 16% LAMET LT Wi dr o727
IE# PSR A & I IE L W PS HT &k R G (R
40~170%) % 7R L, 34 AOZERLGAH O PS Pl
5P (F9 40~110%) 1F TR TZ OHPHIZA > T
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72, @ Z &3PS HigEENEE TIIERRA E & [F]
ETEHRWVWI EERL TV ZOH%k, bl
PS K196E 2 8Lk % JR S0 ICRRF T A 7 1o — U it
KA, S AW TIUEROE R [FE T
% ELISA ZDOREEICHII L 72", 20 PS K196E %
FAROWE R MEEF D PS K196E 28 FAK % fr 3
% DT, BIZTIRNTZAT ) LB {, HHRP R
BeE#FR T Y PS BIKT OB % 21 FICE B
DEEZHETE S,

AR O —# K 0> PS ke G M 1345 5 & P51
CKECEEL T, 20 PS Uk EIFEE o
THEMAZ1L208% TH D, AT(FEHEMRE 123%) X
TIAI =7 (R 15.9%) & ) S EEZ R
L7278, PC iGN (21.1%) 12 \VWE % R
L7z, —f%IZ, PS HustEH LA & MRz,
IER, RECLEEAEEE, DIC, R, BHRBICEEZ
ZFHLEENTBY, LHOERNTHELZITLZ
ENRKREVIEERFEIZOLN>TDLEEZ LR
7z

HATIX, &R VKT Leiden Z £ IR A H D
VTE (3 LS O NARIC X D 305 % & s &
NTHBY, VIEFIEIITBEEE T L BRERT OHM
FERADEOOENTNE, Z2T, FHEDZ &AW
DOoNLPE)PEHRANTHIFLIZEZ A, PS
KI196E AL E B SRR M2 NIRRT 5 & &5
2 PSR TS 5. L L, EBK
M7z, REESEIC X 5 VTE 3$E O3
BEHETTE T v, SHOBETH 5.

Fizbide P BIXI~Y T ADOFMAMEZ PS KI96E
& Ry R ZOMWIRERE LY. ek
PSKI96E ¥ » X7 B OE ML 7u 7 4 Ccoa
777 —EEIE 4% LT 7zas, 5 Xa Al
TAEWALSISIZ BT A TFPL 2 7 7 7 & — Gk
PR, C4BP ~OFEERED IEFICRFEELTH,
Fov ey ThRBICYINE 2T, < A PS
KI196E & ¥ X7 BoEHit7e 4 > coa7 y
75 —EHITHERICE DR D2749% 5 5 60%
T LTwze,

PS K196E ZEE DO HARNIZBIT 5 7 L IOVEEEE LI
RO X 1% KM TdH 5. PS KI9GE 25 1% i [
N EHENO— R (22509 A, 492 N) B
L OEAN VTE B (122 M) ICIRRETE o

729 e HADY — 7 Ty AF— R ENT
W5 EXAC Browser # A &, W7 YT AD 440
AMCIEFARERIIFEES N TRV, IhbnZ &
&, AERIIHANIFEEOLERTH S Z L 2Rk

LTBY, WhwEIARERIRIZL YD HANERNIZ
g L7z & bihs, BATIRIMREIZIZES )
AT T DN, BEFEHSH#EAT D LIETORACTIZ I
JEDV M Z D L, FRIZER B MIIEIEN 2 BT
HolEBIEEINL. F9H) Vo BB TR
rZERIEEFICENTH S ). GBSV IRT
Leiden ZE LR U L ) ZBHCTEFICHHTH - 72
EEZONLESD.

B, HARANOKBEST ) MRETOEE b &£ 12
Py R=ZATLAEV)ISNP I AT T —
~v MBS, UL, VYR ATLAIE
PSKIQGEZEAHEH L TBLT, ZOT LA %ffio
THPSKIEZRREZ AV T TER\W. TDZ
Elx, B IIIZE R O KRBIBRIZ T 2 ¥ v R =
HT LA TITo72L LThH, PSKIE ZHIT ¥ 1
Y 7ENBVDOT, 20O A7 IFFHES 2w
EX DRSS TH .

RO X 912, HARADH 10,000 A5 PS K196E
BRREFEAEREMEEINL DT, PSKIGE £ 5
REEY T A% OV TAZE LB O ME 2 e
HZEIIEHELDH L, FA-HBIEPSKIE ZR% b
O AEREE L, ZoOMBEE BE L7z, PS
KI196E ¥ 7 A ZIEHICHKE L FHREE L2 Mg
JED HARFSIE LR % 2o 72, PS KI96E Z ¥~ T
A< 2B X IR ZDOMEELTa 71 >~
Ca7zry =M BERAEXZLEN
18% B LU BRIET LTV ZoAFafkwy
ADTEEAT (18%) 1d & s ~NT TR D T 16% D
TP T ICESL L Tw/z, IR\ C, PS KI96E 28 52
REMR~ T ADIMIERER, PSEIET/REAT IR
Y A(KREARY T AITHIE), BEHEVHT
Leiden ZHE AT~ X, FEM < X & gRE
L7z, Zo#%, #ikike€ 7V EfigERET LT
3MOBEZTUE~Y T ATWVT NG BV E R
L7z, L2L, BffiZEE 7L Tld PS K196E ZE 27K
B~ T AL PSBIZTFREANT O~ T A LE A
R~ AL D#EERBDORPoT2.

W7 VT ANCETTAI ) =7V RERENSE L

H AR A 1F 122 4058
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Roh, 0% 1% p.Ala620Thr (A620T) %
(rs121918027, ¢.1858G>A, 77 A 3/ — /7 U HiK
TR EATIAI ) =07 I BESTIR
AGOITZR) 2 HAL T2, HEAATORLR
DT LIVHEEL 0020 TH 5. F7 bz AL
B 2R LT ST A3 =Y A620T
BRARERS T AEITTAI ) =7 VIEEDIH 8%
W TR 2 b OooIRIMRE, FZERE, M
FElwolMELHEEL 2ro7. £ T, PS
KI96E ZEF & 75 A3 ) — 47 v A620T ZR DM %
BERERE L TRAET A TIVAREY T A%
LIMEIE* AR E 22, Mgl €7 )V TPS
KI96E ZHR KR~ A L DELZHD L ro 7217,
Thbb YXVAEFVTIEZTIAI ) —F
A620T Z2 541X PS K196E Z H ok B~ 7 A D IfifeiiE
EWMES LI LI ol. IhETnl s, 7
TAI =T VAT ERIIL P BLFY T AT
MBFED Y A7 127% 5 L OHEIIR SN,

PS K196E Z25%(% VTE # ZiE L T\ ek M2 Y
RonzoT, muwiiileEiZE cldtwe Bbh
L. =7, it R R IL AT 1R RIBE C &
W Fh72 b iE AT EPER T Bl AT Hils & % 5
L, &M EPUREED L T3 5 1 BURIESE & i
PEZZFAMET 35 N BIEREREIZSHE L, VIE A XV
N OFIEERTE LB L 72, 2R, 1 RIRIEEIE
B S 2 TRV ERE & D 454 C VIE 2 58E L T
o= R 72, 95%EMIXIH 1.88-12.17). &
512, VIEEEM L —HKERBETOIHE I HD
B A L 5 &, 1RIURIBRED VIE O F v X ik
132(95 % 13 #E X 18, 26.5-666.1) T&H V), 11 T F & JiE
D v XHIZ 3.8(95% FHEIXIF 0.2-68.9) ThH - 7-.
NIRRT B AT 1 EIURRGE B E S
VIEZRI LR TWEWIHIRZIFLTWAD. 1
BIRIBREX F 2V AERRL T L — LT 7 VEE,
AT T A AFEEEITINZ, KE 7 DNA IR O
A - REE - AL - $mFE (W W B structural variation,
BN 7 MICE WAL S, #7-HIE VIE #Efa
FHEMTIC Long read ¥ — 7 T —% ) A, 1~
farb =T AT A LI RN T
~ OFE S HEIC AN, BUEZ ORNTREEE DI 12
WY HATWD,

3. Mt/ NOELE (thrombotic microangiopa-
thy: TMA)

TMA 1, PN BEE PR e 2, 3 2 11
NI, /NS O /MR LS X 2 Hiar i &
W) 3BEIRL, TORERTICLD) TTP, THE
FEEAVERG IR X 2 IR FIEIE R,
I & B IMENEAE ORI & % aHUS, £ D
IS B2 EHTE LY, bz RIEST
BERF R AT T8 8% (4 ) 20 & TTP OBFZE~B
Fno2E SHICA S TH S TMA TF5E % B
HL7z. BEEE, TMA OFRERBETFR/SA T = 4
ZiZo&Z ) Lo,

1) M/ iR A R BERS (thrombotic throm-
bocytopenic purpura: TTP)

7 B3R EI A 5, VWF Yl R G o %
L VBT 288N S L2 i MR AR & Eie 3% & T#
w72 &, TTP OWf%E, 3 7% b5 VWF U
Td % ADAMTSI13 D7 % Flfa L7z, 2 OFgELL,
HRBESTEFFRECTHRRYE TTP % b 2 BEIE
Bl L (TMA Ik — b)), B IESRGRE ¥ —
(YEF) O/ NI LS B OB S T 2 170 E
FxREEL, VWFUIWEEED cDNA 7 0 —=2 7
AT o 7L RGBT 7 AT (4 O FL
T REE B EE S E VD) 3 RO THED
Sz 2O VWF YIS 13 2001 4R I2H#ER O 3
fisk CIZIZFEEIC 7 0 — = 7 &L ADAMTSI13
L Eng:. REREVEREGEETFEE) S LL
EHRME(BCHMAR) IS X D IEEE LR35 &
TTP # 5HET 5. TTP M HEETH ) BHAETI
BT BICH A 5N 5. 4% TTP/ADAMTS13
DOWFZEIL, BEMLVMRBROTT VL VO TIE %
Wk wbiglil, HREPOMREISZ AL
725 O TTP WEZE~OEREIE, JERM%E TTP HED
BIZ TN, X7 F FEE % H w5 ADAMTSI3 %
PR O B%, Adamis]3 BAZF/RIB~ 7 A DAE
L WK O MEH, ADAMTSI3 @ VWF 54 %19
RAA Y DOVHEERE R ETH 5.

(1) JeRM: TTP BEH D& m T AT

T T ERNOERME TTP £E D ADAMTS13 #In T
BRAT % 4T o 72, Je KMk TTP 38 Gt (R M (5
RNERTOT, TTP FIEEREITIL 2 DD 7 LIVITHE
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RETELE R EE S NS, S RIC L )P ORRE %
RYT TMA IFh— FOHFHRS TTP 2 HEZH T 5%
97z, BIRTFTHEEDMD D Z L IFEIR
HCTIEBOTHERETH ), BHEEEO 7V —TI12&
% TTP DRI EHM T E 22 & E 2 T,
S R TTP B B 858 TUld 2017 4F % TITHE
REEL D 123F8FHESINTBY, TOHD
40%55 (47 BN IZH AP S DEFETH L. THIEAR
HTORRMETIPWIZESTER TH LI L 2R LT
W3,

% DRI TTP BEIZH > H—ET2 20k
R R A FECTE /2. LaL, PETEHL D
DOFFDOT LIV LR Z FETE R WREFIA
Hol. 20HOEREEZFET 5720, Em PCR
FErHCT BRI L CHEL, ZoFEEHw
THERE N 72 b RFEELZY. ZhETIE, i
N T PELT3IDDORERREABNIAAL A
DFERF) Z DTV B ZD5ER PCR & w7z
i) 7 v P ORIEEIEN-TETH 5. Mk
M EREICRBAL TV E0T, £ OfZEH I
flio T & 720w,

(2) ADAMTSI13 {EPEHIE L DB %

LLHT @ ADAMTS13 @ VWE 4 B i M 52 3212,
RIRFEETHDH VWF 2wy 2y 7y b
BETIbI Tz, 070k EM CEREMEIC
ZLWERHBIN TV LB /MK ADP %
KP2Y, 1§ B F 1 ¥) ¥V RPUI/MEEEF ~
oYY YONRICED, EHEIZEKW D OO AD-
AMTSI13 FUAEA B L % K% TTP 25 7 & NLEfR &
MBEIZZ->TEY, 2oz HD S b i - duE
7= ADAMTS 13 {EED EEFEORFENE TN Tz,

ADAMTS13 (X VWF (2,050 7 X / ) ® A2 F £
A ¥ @ Met1604-Tyr1605 #5 & % FF R IZ 3RS 5.
CDOA2 FXA &5 LT ADAMTSI3 25783
/AN R 3EEICKD AARY, KT
Met1604-Tyr1605 #54& o Bt 7 AL H & Tt 5 ik
HiZzhehaotkE LA % EA L, Metl604-
Tyrl605 #& AW S s L\ NEBE LB RTF R
PEROGIE A S FRETS-VWF73 ZBSs L 722, &
HOGFEE I 1 BRI LA C ADAMTSI3 iEME % E & T
&, BUEMF T ADAMTSI3 i EDHIZE IV S
nTwns,

#.72 513 FRETS-VWF73 # fiwvwC, HAAD—
fEfE R 3.616 A ADAMTSI3 5% M5 L, 4E#h
LU OEERZWS I LY. BEE LY
ADAMTSI13 {EPEDH 13% K<, RNz 2vb 55
0% BEDLEFERHE L L ITIHEIET T 5.
VWF #iLE &1, W E & DIy 20T,
“VWF #UR &, ADAMTS13 i 14" i3 4Els & & b1
BN L 30784t & 80FRAC TIX 2 AR DBV I 2 .
CHUEINEGIC & B A EE A FHHT 200 Lk
V.

KWT, ZTO ADAMTSI3 iM% T, HA
DR TTP BEROMEE R, —HER
3200 A @ HFC, ADAMTSI13 i P4 23K v 64 A D
ADAMTSI13 #IZ T DO EIZ TN 21T o 72, [HE S
#1172 nonsynonymous 22 £ O 1 b R BE & TR T 5
EEZEZONLEROEEZRISI3NZTANERDT.
COMEERHWS L, HRADOERME TTP BH L
o ANz AEHEl S, BEEBIIEANT 110
MNEETH A ) EHEEL. ) o 2ifge %
TE70lF, U & ZICEIERS R v ¥ —F
kst o I3 > 7205 THh % .

(3) Adamtsi3 BInT/RIE~ 7 A DEEL L Z O IR
DMt

7z 5l Adamts13 BT RIE~ 7 X2 {F# L #
DO FEBI Z R L 722, Adamis]3 BIZT % 524K
Lo~ A, PRICKLTTIIP 2 HAREY
T, B bEORBAMOENE IR L. Adamtsl3 &
e ERE~ T ZOMHIIZEAR < 212 L
TERGHEESFE VWF XV F <Y —BEI N,
B, M/IMEEIZRA LT W o 72, BIETF/RIE~
T ADMMIE R bt F a5 -7 TiEEL
SHTH, TOM/MUEBEERICHAR~ Y A LD
RS o7, LA L, M ToOFRE7o—
Fx =2 W2 T ) IS ToRM a7 -7 >
K TOMBTER AR BT RKIEB~ 7 ATHS 212
THELTEY, BEfFREYYAIZaT7—TY /T
A7) R REST 2 L EERLL ) B S A28
FRM/IMURAD 2R, 2N &Y, Adamtsi3 &
L RB~ T AR E T8 VWE Y VT~ — OFf
TR £ ) M/ MREEREDSTUAEIRRE 2 B 5 2 & 25HH &
Mo 7z,

725 1E~ 7 A ADAMTS13 @ ¢cDNA & #E{m 1D

H AR A 1F 122 4058
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BEAMET Lo 2 A, 129/Sv R~ Ak b
ADAMTS13 LAl U N 2 A U H#% b D%, BALB/c,
C3H/He, C57BL/6, DBA2 £ \» 5 724 L O HRAHD
~ 7 AL b T ¥ ARV Y intracisternal A particle 7%
A hay 23 IASEIET RO HBIL, 4
DDCKH FAAL L Q2DD Tspl FAL 2L 2DOD
CUB N X A{ ) %R\ 724585 ADAMTSI3 % 32— I
THZERRMLAY.

ADAMTSI13 @ C KU (& $ 5 CUB K X £ »
3IEE VWF OfE G O—2TH Y, 1dEh cf
5% ® ADAMTSI13 (& VWF [Z#EA L TWwh. F72,
CUB FAA YIZS AL Y EMEMERT LI LIS
0 S FASL Y ORERFBBMEZFHNAEL T 5.
Z T, CHEUE N AL ¥ DEANTORRE T BT
L7z, 1) BIZHTS5AY 129/Sv O Adamts13 #EAnT
RAIA~ 7 A (Adamts1377), ii) A5 A9 T 5 2% 129/Sv
T42O0DC K KA A YHREL T 5D HEEE AD-
AMTSI13 % 56319 % congenic ¥ 7 A (Adamts13°),
iii) 4= & % ADAMTSI13 % %6 Bl 3 % 129/Sv ¥ 7 A
(Adamts13""), % F\C 3D~ 7 2 DI RE % 5F
fili L 72%. 2 ofE%E, 0 EE 1000s" Tl Ad-
amts13"< 7 A K & A E R L 2R,
Adamts13%® < v7 A & AdamtsI3Y" < 7 A O I8 1
AdamtsI13"™< v A L W/INE L, MR~ ADIME
ORESIWZEEPR SN o7, —F, T HH
£ 5000 s ' T, Adamits13% < w7 Z O MR EE X
Adamts137< 7 2230 < %2 V) AdamtsI3** <7 A L
DAEBICTHEL TV 2, 202 kiE, BFYISHT
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