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* 1

(EREX#BMER1998. 7-2016. 12)

PEED 54T & HTMADADAMTS137E 1% (n=1420)

°°“3ﬁ2i::'9')”‘"p‘s Acquired TMAs (n=1220) Total
Primary (n=545) Secondary (n=675)
Drug-induced (n=42)
Uss | aHUS oth
(n=61) (1:91) e | s o o C:DD’ Malignancies | HSCT Pregnancys;lrgg- (L(;rs ([
(n=437) | (n=125) CI(.I(1|:=3)) (n=12) (:1:{)5 n=324f (N=88) |(N=9T) (n=27) sz (::’8)7)
ADAM(L?S:AC (n=60) (n=91) (n=437) (n=125) (n=25/n=3) (n=12) (n=4) (n=324) (n=86)  (n=91) (n=27) (n=47) (n=87) (n=1415)
<10 60 0 364 0 24 0 3 99 11 4 8 1 33 607
10~<25 0 5 35 15 2 2 0 64 22 27 2 7 13 194
25 ~<50 0 20 29 62 1 6 0 108 33 44 10 23 24 360
=50 0 62 9 48 1 4 1 53 20 16 7 16 17 254

TC: FZOr s oL 2O kEJL L

CTD/AD: Connective tissue diseases and Autoimmune diseases
HSCT: Hematopoietic stemcell  transplantation

STEG: shigaoxin producing £.colf

LG: livercirrhosis
&
F2 TTP(<ADAMTS13;E1£10%) FEHI D F & & (n=607)
(ZBEX#@MmER1998. 7-2016. 12)
T‘;n‘x‘g(en"i:?“') Acquired TMASs (n=547) Total
z::ggg Secondary (n=183)
uss Drug- -
(n=61) TTP induced | CTD/AD | Malignancies | HSCT [Pregnancy] STEC-HUS fé"e? (=)
(n=364) | (n=27) | (n=99) (n=11) (n=4) | (n=8) (n=1) (LC, stc)
(n=33)
ADAMTS13:AC (%) (n=60)  (n=364) (n=27) (n=99) (n=11) (n=4) (n=8) (n=1)  (n=33) (n=607)
<05 36 306 22 73 5 0 7 0 25 474
0.5~<5 22 24 5 15 4 1 1 0 5 77
5~<10 2 21 0 11 0 3 0 1 3 M
TILFT—DH
<3(3~10) 0 12(1) 0 0 1(1) 0 0 0 0 15
ADAMTS13:INH (BU/mI)| (n=60)  (n=363) (n=27) (n=97) (n=10) (n=1) (n=8) (n=1)  (n=30) (n=597)
>5 0 74 6 15 4 0 1 0 6 106
2~<5 0 128 13 31 2 0 3 0 10 187
0.5~<2 7 150 7 40 3 0 4 1 13 225
<0.5 53 11 1 11 1 1 0 0 1 79

TG F7OE 5 cL 7OV ETL L

CTD/AD: Gonnective tissue diseases and Autoimmune diseases

HSCT: Hematopoietic stem cell transplantation
STEG: shigaoxin—producing E.colf
LC: Liver cirrhosis
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I IILBIZ

AR L R P 28597 (thrombotic thrombocytopenic purpura: TTP) X, & D
oM I MR AR S D 2 & CRIET 2 EERKRBRTHS Y, TTP I, il
M PR 35 JiE JiE % B (hemolytic uremic syndrome: HUS) & FEiZ . i # ME#% /) i % GE
(thrombotic microangiopathy: TMA)IZHME SN AHRFEHNRERTH D, TIP IZITH K
P &SR M (Upshaw—Schulman JE(ERE : USS) WNTELET Do LLRIE TTP 1T A K By 7p
Wi~ — =P FE LR Do T2 Z e n A 5 8dE (i asd . il rEg i, B
REREFEE . BN KSMRpRRUER) 2l d LR R TS, L LED
%, T OILMKFTH D von Willebrand K- (VWF) % 45 A C Ol k4 % B35
ADAMTS13 DIEMEZRUC L 0 TTP ARIET S Z & A S 2% BIE TIX ADAMTS13 %
PRI LV TTP WS D K 9127~ 72 Y, JeRMEIX ADANTS13 & s+ B2 XY
50 $ RPEIT ADAMTS13 12645 H EPUENEA S NS Z LI XV BIET D Y,

Z DRI A NIE T jklee [ 5 e (2 B3 2 A 2E8E ] TTP 7 v — 7 IZJ@ 7 % TTP
PEROEMFZIZ L DX A= a2 THDH, TP 1IHDIKBRTH L2085
B COMFHIRNETH DA, FIREZR IR O BHFHRILIC S Wtk & 72 b L 2 BT,
Flo, BRMELERM TP 255 E & U CRidEk L. {RIRIEIZIL GRADE A 7 A ZHEVWHE
LERE (R 1) 20072, BRMIZRANCOWTEHE L TR0, /NRITKHT 5 Ao ik -
RN D72 N OEBEEZET 5, S I, F/EHRO TTP O Wi LUE)Y ADAMTS13
TEME10% ARl E /o7 Z 8 LD, ZOBREN A Tk ADANTS13 TEMEFEZ W] (10% LA
b)) lzon T b, BRI TTP & 72Wr &5 5% ADAMTS13 JETENZE R L TV
VEBIE, B TIEZ OFRENI STy, TTP & [RERICE I R/ & Dif
PRV IRIEBITIET D,

IT TTP DIREE

ADAMTS13 (a disintegrin—like and metalloproteinase with thrombospondine type
1 motifs 13)1%, ADAMTS 77 X U —C 13 B HICHE SNI-@EHTH D, ADAMISI3 D
EETHDH WFITEL UTmENEM CTREAIND A, PEAERITIEFICRE 20T
BO#EE S = VWF HEA K (unusual ly large VWF multimers: UL-VWEM) C. Mg IiZ4%y
WED EEHIZ ADATSI3 IZ X > THIliEd Y, VIF O & OFEGREILE D4y
TRITIKIE L, KE 700 FEO WE Zif/MULE 2 /E 0 3P, E72, VIF Oifi/MK
MARFERREEIL T D IS IS HEIFE L 9, MO B OWEBIIRSC IS O TRV 0k
JIRFEAE L, WE 3EMALT 2, ADAMTSI3 VEMEDZER T 2 TTP (2 Tid, LA N B
Jel 7> & IR HHZ A3 UA S 7= UL-VWEM 28 ADAMTS 13 12 & % Bl 2 52 1 72\ 72 D I i s
FRAEL. @7 VIS OFRAET HMNUEN CREEZ(bZZ T, MR EAE LT <
O iR 2 TR T 2, Z ol M2y, BIE-CM 72 & DA ME IR S D &
N e AN IE T D,



IIT ADAMTS13 #Z

ADAMTS13 JEMEHEIE I I, SAITEE WE 280 S8 2 073 S RHW L3, 4l
Wi S IC BRI 2 B9 570, BUEITE VIF S5 EE "RV LNE Lotk 7
B Z IS K o T RHEAMEME & A2 0 KRR T ADAMTS13 JEEDORE RS HND K D
2oz, B ANE 100% (1 U/ml) & L7z TREND,

ADAMTS13 IZx4 5 HOHiA L LT, in vitro CIEMEAPRETAHA e X —L | Ih
PEIZFR R ADAMTS13 IZFE AT 2 72 OF A PR N ML T d 9, Bahiikn£<
X 1gG THDHMN, IgA L IeM OHE B H D 19, ADAMTS13 H O HUiRIE, B EK CldA v
LY —ZRAET LI EN—RTH Y WIFEE L L TOLEEHURDOR A ATHET
bbH, A B —, B MEEE B L S 8RS L, 5% 50%IK T S+ 5 /)1l
% 1 Bethesda Unit (BU) & &% 'V, BRI TTPIEGFIDZE L TA v b EX—03 i &
N5 B9 1 BU/mL LA FOESiA > b B X —IRHER R R AN B 5, hikT 5
X 91T ADANTSI3 A v E B X —atETHh > Th, HOHIERNFEIET D% KM TP Th
LA D D, ZOHE OB CHRIIESTUATH D | BRI L 0 7152 THIT 5
ZEliTh B,

ADAMTS13 JEMEHIER L O H CHUE (f e B X2 —) B, Frk 28 45 12 H RIS
THREEHANTH D,

IV %R TTP
1) BRI &

1924 FE1ZKE D Moscheowitz? 12 K W fg ] D% RIETTP & % 2 b D IERIA HAE X
e, BE<HRAHOE E T, FEROIEGIHRE OB FEN T, 1966 42 Amorosi &
Ultmann® {2 X 0 2 S OEFIREIZIHE L CERO B D 5 DOMERNHE S, il
[ 5 8 & FRFEN D L 91272 o Tz, ED%, 5EEDH TH M/ M & w2 .o
2ENZWICEE TH D Z ENRMIND LR o2 EE S L2k LT
MIEASH DA FAMEDN R ENT- P, ¥, TTP &) 944 1%. 1947 4212 Singer & P2 &
STHREINTND,

1991 £5(Z TTP (23 2 MFEAHA DA FPED VR SN TH, T ORI OWTI AR E
EThotz, 1980 405 TTP BEIMAEIZ UL-VWFM MFEET S Z & 2V TTP BRE OH|
TR B IfAeIE VWE 28BS 221/ MRIIAE TH 5 Z & D72 8 VIF OFFIK~D 523 7R
ERN TV, 1996 4E1C VWF BIWrREsE  (ADAMTS13) OFEMHIEIESHENL S 101 1998 4
(2 TTP AT T ADAMTSIS JEMENER T 5 2 L3 Sz 29, Lo, #Ek%R
PETTP & 22 KU CUNIERFI 0O 1T # ADAMTS13 JEMEAS IR L 72V MEBIAMELET B = & 7
5 %% ADAMTS13 (2 L B2 & BRERAT RIC K 280 &\ 5 2 SOBWHEHENSFEIES SR
HEDNMGRU V7=, ADAMTS13 IEMEZEIR OFEEE I Z DWW T SR B o 7223, I i&HYIZ ADAMTS13 &
PE10%Am D% TTP LT 5 Z LICEBEM R a2 o ARE L2055 2,



2) % RMETIP DERH
ADAMTS13 (2%t 5 H EHUARIZ 12> T ADAMTS13 JEPEDSZ 06 L. 25 O8N L& 12 ifi /)
MR IND Z L2 k> THRIET S,

3) ¥

TTP OFEFELIL, FRIRET R CRWT L CUN R CIdimshns H4EH) 100 5 AM720 4
~11 N EHE STV =28 4% ADAMTS13 1EMEDY 10% A7 T2l L7288 O 131
HCH D, 7272 L. ADAMTS13 iEME 5% A T2 Wr L 72358121L 100 F AHT-0 1.74 A
EWVWHIHENRSH D O FAEEENE, ADAMTS13 IE M E I TR L 7= ¥as O F] Tl
i 36~51 % T, HMEDEERIT 65%~100%Td - 7= 1527523 - ADAMTS13 1EME 5% A
HARDFEFCTIX P, Al 54 7% & Omilin ©, LMD I 55% & O0R o 72,

4) 2k

JRIRARBA O I IR & A L E R I 2 586D 72 35-A012 ADAMTS13 3REZ2HIE L. 10% A
T FER L CTWDHIERZ TTP L2 %, BT ADAMTS13 H CHUAD G THILTE KR
PETTP & 2Wrd 5, IEMELETIR (f v B2 —) BEETH-> TH HOHENEE
THEERDY EEEET S, SEERER EE2RD R0 135 REFRME TTP &2
WL, 2HM ) 7~ h—T AR EDOACHRERBRLT /7 r P2 EOIEFNCBEE L
T ADAMTS13 H CHUAD PEA S D5 B I3 % R IR TTP L2 5,

TTP % &% o BRI 5 i o B %

O 1/

m/RER Y 10 T3/ p Ll RIS FEAE L D23, 1-3 I/ ul OIEFINEL, HARANIZ
BT D TP OEF I RMEIZ 1 5/ nL TH D,

@ i PER

0 0 A s E MR ML MR I S A0 B S N D AR ML ER OREM OB EE I L 5 B Th 5, ~F
o BT, WESNTIE 8-10 g/dL DIEBIN SN E NS AARNTIZHRAE 7.3 g/dL
LN, AR ER O HEL, BB U v E | LDH, MERARMERD EH. Tk
7y OER E OWEIIFT R B2 2 & oY — b ZRBRIEME THIT 5,
2R MER DFERE B H 3 7 < | RFHIMIZ 1 % LA EOWEREIR MERDAFAET 2 Z & A3 TMA D
BERFIRLE SN TOWD PR, MifRIMERITERBILDNEET, TTP THRD RN &M
HH7d, BEH LTI TUIVIT R0,

@ BEinekEE

JRIGIMSCIRE ABGTED A DEED O G | MG 7 VT =20 EF3 2 EF E Tk~
Thb, L. MEZ VT F= 132 mg/dL KETHH Z LN 90, MiEEHT %2 2
2 L9 5 EIE OAMEBE AR EDOEA T HUS b 5,



@ FEEN
37C UL EOMEDNS 39C BOEEE TR D, 30%FRE 2358 72% ') OSEF TR
DD EDRENRD D,

® EhFRIERG AT R

R EBEO L DOND, HAE, $EELA EolEmhiEE . AEOL, Eikl L off
T, VU RRELCRE A 70 & O S 7 £ Bix BERDPHEBL T 2568035 5, IEIROWK
=W HABENT 5 EOWbp ZEFEMENFETH Y | A AH TR TR
THZEHE, ARADOKFTIL 19%DIEFITRD TWH N 9 sk TlE 50%FRE
B POREFNC LB W E DmE L H 5,

5) $ERIZW

ADAMTS13 {EMEIZ L ooz Wr i E RN Rk Sz 2 Lic kv | ERlCIN D Z & i3 7
WEBZLNDHMN, LLTFO X 9 RENRERIREENFET D, £7o, TMAIZZ DRI
WIS EHEND LI  BIRTIEE 2 IR T L) ICHERZI IS T8 525
b,

O HEFEME M NEEEEMERE (disseminated intravascular coagulation: DIC)

TTP JEFITIL PT, APTT |ZIEFE T, 747V 7y, TorFhrr B dMETF LN
EMNZL, FDP, D-dimer [T#EED EFHICE EE D Z ENLV, DIC Dmteix, 747
Vo /7 47V 77 EROEFE IR THY | APTT & PT BIEEL, 747V 7 UM)
45,

®@ IMMER FBIESEEEHRE (hemolytic uremic syndrome: HUS)

0157 73 ¥ O FEFHPEAE NS (Shiga toxin producing £ coli: STEC)JEY:IZ Xk %
STEC-HUS 1%, fEEF#=ME - SEmREHMR ML EIN 2 EORBGE OB 2RI 55
EPPL LPS(my R R o) IeM Hiikze EC2Wrd 5, STEC-HUS LIS DEFIL, FEih
A (atypical) HUS (aHUS) &MEEILCUNZ, Hedd TiE, alUS 1 H K70l €3 B
72 & OMRBIER R OB E T L 92> TR Y Y JFIRE I ARE A &
FEIXIL TN D,

@ HELLP JEfERE

HELLP JEMERE & 1%, SR8 & I EEREC RIS fE > T, i (hemolysis) . JFuBif%EsE D
- (elevated liver — enzymes). M/MEJE (low platelets) 388 5 Zlgashs 7 C
Hb, WL, Sibai LOBWIEME D ICL > TIThR D, 20 EETIE TP & o
RIS REE T o D, ADAMTSI3 VEMEAS R L CTWUE TTP & 2 Wi 5,



@ Evans JEfERE

Evans JiE fEE I3 B O 00 % M3 i ME 2 i 1 45 258 1 i /N B2 1 SR BE S (diopathic
thrombocytopenic purpura: ITP) Z AT AT, EHEZ — L AGETH D, 7272 L.
EH: 7 — A AfEME Evans SEEREBA(ET 200, 2O K 5 2RAERIOF7)> 5 ADAMTS13 %
PR TTP 3R ST 5,

® kM TMA

EHVETY T~ h—TF A BREEZ & ORBJFR . &SI, BsS s & ORHE,
BRI S E S TTIMA BRIET A Z EDME SN TW D, JRIRNTEA & M2 78 » T
RS, MAENEEE N /-2 ERTHDHEEZ BTN A,

® T Offo> TMA

BB BT, BRRAYIC TMA Td 2 7% ADAMTS13 JEPEDS U L TV 72y TMA A3 FAE
T, Filo, WA S EEAFFO Z L BLIENT TP LB SHTOIER b & 1
ZDO

6) 1Ak

BRME TTP TREZAIRIL R STV DGR O 2 TH 5 2, M H
DERRBOBNN TR EZTAL ST L OWENDH L7720 | %KM TP 28> 2541
1L, TEX LT RINCMER L ZBMAT 2 Z EBAMETH D, ADANTSI3 {EMEDORE T
T 5 £ TICBUR CTIIE A 28T 5720, T O/ RE [ TIIREE BiG T 2 MR
b5, LLFICRERRIGRIE EHELEE (R 1) 258#T 5,

A Ak

a) IMBEAZHL (HEDIEE 1 A)

HrEEEREMAE (fresh frozen plasma: FFP) Z@E#ayk & L7-MMEACH#A A 1 H 1 [B1E H fil
79 %, FFP O &L, BEMEREMEE (CLFOHEXN TR EE) © 1~1.5 {FZ2HNT
LT D, MR AE THHE MR E LT, 1) ADAMTSI3 OFFFE. 2) ADAMTSI3 A
e EX—OFRZE, 3) ADAMTS13 THIWrCTZ 720 UL-VWEM DfRE, e ENTRINS
WOTNTIUTIEL) OENPBGETE RV, BRI E LTHERAL TR b0,
72, BREOREHEENIC FRP BRTEN I TON D Z 0N H D3, FFP & [EHAK & L= i ifEscH#i &
RD EHLMNCRNE D Z ERHESR WD P,

AL (L) = KT (ke) x70 (1 /kg) x (1=~ 17 Y 1/100)
i e

FFP 50~75mL/kg Z@&EHkE LC. 1 A 1 [BE#E B {173 5,
AR L LCIL, HEHA R4 o TH#ENTWD L 512, /MR IEF(L (15 5



/ulPlE) LT, 2 BEE CEANITT S Z & THLHN, BARENTIHRBREH (118
M 3E, 37 AET) ORENSERKIIINETH S, 2D, M) 5 BRI
AREAT L. ZAVLARERR BT U, i/ MRE S ADAMTS13 fi&i7e E OB 2 B i b |
MAE AW DMRE - FhizHWrd 2, 7o, BmO7eDIZRBREHZE 272 A 13 FLLE
DIMFEATHE RN MBI G BN D,

b) AT uA N (HELEE 1 B)

AT aA RV REE AT a4 RRENROWTHLEHAINTHER, &6 L 0ME
NTODDNEIIHAS DT> TR Y 2T a A REEIZL > T, B PR A
DRSNS, 7ok, mlnE-CHEIRFE, BIERYYERE 2 ECIEE BET 5, 72,
PREE SN T D035 < OFEFITHA SN TV DK TH D DT, #EREE 112 L7,

AT aA ROV AEE (PRI A

AF LT K=" 1, 000mg

1 H LB K2 BRI CRifisd, Mzt 5-4 %,

)3 Bk, ZO%AT oA FEZEINT 5, WEIT, /RS> ADAMTS13 i
REEBEIATON, AT A FOBEIEICHOW XA R B FIRAUILEE L2V,
FEFRARRRIE IR DAL ICU R 72 & DR BT, il kit T 25813 AT AT L R =Y
> 500mg, H.250mg,” H,1256mg/ H % 2 HRE] "> 5- L. D% A7 214 FAR 30mg/
HIZEE L, Frtz2B0WET 5, 3 HREAHEZT ICHRICE Y B2 25813, 7
L' F=20.5-1mg/kg/HIZ L., FREBEIHET S,

AT a4 RKENR (FREE )

L =1 1mg/kg/H

P, I VRECSS ADAMTS13 Fr e 82251217 9 23, Img/kg/ H % 2 MR L, £
D% 0. 5mg/keg/ H £ THIAZGEICHET 5, TNLIBEOWEIL 2. 5-5mg/MEFLE 2 H
(24T 9 A5, I/ IRERS ADAMTS13 1 v b b B X2 — Hiflix BE I ET 5,

c) Pu/hrHE (HELEEE 2 B)
M/ RE S 5 75/ wL L EIZEHE L7 EIC T A8 U VR EPITON 58030 D705,
TTP DFFFE TR 220 RIT 5 2> TIE7ZR W,

i IMEERRE  (PRIRE )
TAEY Y 81~100mg 1 H L[, WK AT rA RfukxT

d) EDODOIERE

AR M BRI LT DZREBORWEE TIINEZ/ B EUE 7.0 g/dL AKix HZITAT O M
WO DREBFEET UL 8. 0g/dL RiifiE AL 35 1 (HEREE 1 A), 7o, /MK



i 1L X B SER 72 i 23 8 B 355 I IG & 72 2 03, 2 AVAA O TR A A I AR E % 1
X LERENRD D70 B 2 LD Y (fERE 1 B),

Fo. ZWRVE TTP CEAMEOGEITRNER 21k U, EERENH 25513, &
MR B DR Z ke 5, —IRYETTP T ADAMTSI3 IEMENER L TV DD T, RN
& RIBRIC A A A 2 S5 5

B EEAHI. F TG

MAEAZ L% 5 B EAT > CTHIM/AMRERY 5 5/ u L L EICEE L2 0nEAE, b LR
156 )5/ pL A EIZEHE UT S FREE M/ MRS 5 77/ 1 L AR T L72mE 12l miEsg
BUMZ T Y o ~T G5 2B BT 5 HERE 1B)Y, ZogHAIc, LIz LS
ADAMTS13 D5 LT, ADAMTS13 A > B B X —73 FH L TW5 Z & (ADAMTS13
inhibitor boosting) N FAINDH DT, ADAMTSI3 {EMEE A B EX —MRENEE L
9 ADAMTS13 inhibitor boosting D&, MIELHED I TIE+H3 72BN E S N7
WZ ENZWD, VYFR I TIHREOHNR RIS, ks, TP IZkT 25 Y
VXU T OMEBALNC L ETOHMIL10 H~14 HETHH DT, ZOME i
WAL IRIGE N D,

a) V> v~7 (MEREE1 B) (FRBREHS)

U R~ T70E, D20 I3 HE /7 ua—FAHURTHY , (KIND B U U /RERE T D
92 LT ADAMTS13 A > & B X —DREAZIGEIT 5, RBEHAN T 2 238562 F.0
RS HEMEN T2 HHITHHOT, HEBEE LIz L7 o,

U~ TR

JYx~7 375mg/m?

B R o 7N TR A SR G 2 i 5, i AEASH & OF 3 2 556 1213 M2 #a 5 i 77
CEET 5,

AR 1 A S, &FF 4 [F

U o~ TSN FREOIREDNEEE], RO ARRGE DN o D03, BENEIEN
WIFFCX 20T TlEeW, BRx &5 HIEND 5 PREN L OEFHT D,
b) vua7x A7 7 I K (HIEE2B) (FREwEMHSN)
vrma 74 A7 7 I K 500mg/body
1 H 1AL 2K CHE, @I 1 BoAsEs
REELE B G- 13 BEPNH] O FTREME & V

) B URAFY (HIEE 2 B) (PREuEA)

v 7 U AT Img/body, 1 H 1[alp-o < Y ENRES-, @H X1 BORES
R B G TR E . F RIS O FTREMES U



d) 7 urARY > HELEE2B) (FRpoEHs) 0
vrmaARY Y 4dmg/kg 1 H 2 BENIAT T A NIRES,
VI ARY COMPPEEZfER L, b7 7 100-200 ng/mL FEE & #HERFT 5,

e) FDOfDIEHE (CrRRE L)

IR . (SR 20) V) fape /a7 ) o REERE (HESEEE 2.C) 2 03 EEAH,
FREIO TTP K L CEMBIINTWED, VYU BEHIND Z B0,
BUR TITBIR SN DN D72 7o T 5,

C T

B L Ir o T2 GA . AT a A RIGH#IE, ADAMTSI3 iEHER L OV v b B4 — O
RN D TE LT REMICHIET 5, BREINRRIZRIERIIAE L2V, BROMG
B3 &> 5 O THRAREFERREE X EWIRIZEBE U, f/ g & ADAMTS13 fds7e 82479 2
EMNEFE L, IR ENIEE AL L2 E AR5 T h | ADAMTS13 FEPEAN R L .
A e B —%BDILERH D O, EAFHIC ADAMTS13 TEMSE L TV 5354
AL EX—ABDLEAT. BRENRE NI ERPEIN TS 65

7) ESERESTHE
e CHEA SN TO L EIEESEHEZE 3 1ORT, 8HHD I L 1HHATHLLN
[THERELL L L7220 | FREENIC L D EREMIIONR L0 D,

8) T

TTP 1%, MR OLATT 90% L EFE T T 2D CTPHR AR OEB TH o728 2V I
RSN S 80%RIHE DAEFRMELND L D27~ 8192205 - ADAMTS13 iF
PE 10% R OIEFNZHIT B FHRIKTE LT, MiEZ L7 F=VEfE, A1 oee¥—2
BU/mL LA B3 ST g P, Znks, AN DmE A <> Mok BT RIE
BB, LB RRR=V T ERETDH I ENLETHD Y,

V SR TTP (Upshaw-Schulman JFE{&RE. USS)

1) JFESTE

1950 A0 & F A VN BiE B0E & /M 2 S 0F 9 2 B OFFAEDN A H AL TV
72 %Y, 1960 4E|Z Schulman 5 *P i, A2 b H e k< i Mg b & K855 8 F
I VA 2 s LT 08 AIEAS O B A FIT R 30 B 0D FEP 7 C i/ NS A3 I L2
T5ZEThoT, 1978 4EITIE Upshaw™ A [AIERICEYE M/ M 2 7792 8 F £ot:A
C FFP @ik IC K - CHIBIIER Sk ET 5 Z L 2l Lz, 0%, 20X 9 7RER O
JRIRBIM S 7 ¢ 7 v %7 F AR FICBEE-ST S 40 Upshaw-Schulman JEERE (USS) & 4



SNV, T 4T uR I F AR T OFTRIZE DR EE Shiz, LI USS OFR4 1Tk
T ERWLRARL 720 | 1BYEFRYE (chronic relapsing: CR)TTP*Y & 5 R4 AN E
SAEREND X HITRoT208, ZOLFNT TTP N e Kk & % Rt —FEFEET 2 F %
BEERIC LT LE o7z, —J7. 1982 4E1C Moake & 1% **¥CR-TTP & #1113 UL-VWEM 23
HELT 2 &0 ) BRI R 2470, £72 1997 4212 Furlan 513 %, CR-TTP % Tl VWF
BIErE%sE (VWWF-CP, 120> ADAMTSI3)TEMESEZERM L TV D FEZHME Lz, Ll %0
CR-TTP FBF IR ME & B KM TTP ORI NG EN TV =, £ 72 Furlan © @ VWF-CP
TR EYE IR ME ORI S IEH & 5 72,2001 457 AIZKinoshita 5%,
AF USS BT T, B IIEMEER, BZFOMBUITEEN YT 52 L2 RnWEL
USS 1T F R LRGN THD Z L 2R L, [F4E 12 A Levy H1X P, FEME TTP
DHERE L FEIZE TS positional cloning T ADAMTSI3 & FZRIE L=, 2D &IT
X o T, USS 2% ADANTS13 i&n~+- 2 X » TRIET DA RKME TTP & L TRk <4, USS
DOIEFRIFERMETIP L[R—D b DL L TR SND L 22 oT-, LAk, ARFT 2 FEE
O ADAMTS13 {EMEDORGHIEENBE SN2 b dH 0 1Y 240 USS BENFE S
. BEL RO USS BE O 1/3 3R TRASNTZHDOTH D,

2) e RVETIP OEF
ADAMTS13 FEAGT-BFEIZ 0 ADAMTS13 {EVEAE L L. 28 O NI (2 i/ Vi i kg
DB SN LB EERETH D, BT ROELIEERTH D,

3) T
SERVE TTP O EMEZRBEIIRH TH D, HBRE TP IR TR Dl ntE 26
NTWERY F—o R RTOHEEHIAL 100 HAHT-V 0.5~4 A& DHEL H 5V,
HARTOHERFCTIT 110 AL 1T ANEDOHERDH Y 2 EEL 2015 R E TICHAENT
[AE S AP RYE TTP 1% 59 Bl Th 5, WHEAKREERBIETHHO T, BLIIFHTH
D13 TTH DN, EHANOD 59 FlITIZBME 24 B, ok 35 Bl & LRl VMERM RS S, =
FUTIEHRIFIZSE R TTP & W S D IEBIN SN T B2 bivs,
F7o. RIERHIC LY 2 SOBERZ A FITHFTE 5 9,
FLHIZIER - JE R M TTP OB 72T L & U C AR V2 o0 BRRE B Y| C AS#ulin f 2 52 |
TWDEENRD D, ZO%, BE 78 & ORRYEIC O M/ D % 80 K
L. /NI RME TTP & 227 S 4L FFP O E I E M Thiui TV b,
FNFEIERY - /NEHA LRI AR SORK 'S 72 & DGR » T/ MR S HBL L SR
TTP L2 &5, 7272 L, sAIERNZ I Ch /NI i/ MR 358
DO, ITP LB SN TWAIES S H D, T DK 5 IR TTP Tl
MEMORRENE LS, RS I TW D AREMEN S D05, DA 134T
W95 & TTPIEIRZSA S22 72 D Y, 7ok, BIEDOHAITIL 63 5% THI
DT TIP EZMESNTAARAADREL H D 9,



4) W

iR 2 788 . ADAMTS 13 VEPEDS 10% A AR T LTV HEHI T, ADAMTS13 A &
b B X —REMEOIEFNTIERYE TTP 3kbivd, L, A > b BX —EMEOHWiTs
TLHAES TR, %ﬁ%&ﬂ%$@ﬁ®%a%ﬁﬁ@AMW$3ﬁET%fﬁk®
BERDNATRER A N D D MEEZWNTIL ADANTS13 & 5 TR DS ETH 5, S KM TTP
BEOWBUI~T 0 EEERRE THHZ LD, ADAMTSI3 1EMEIX 30~50%% 19 3%
é\i)i‘%ﬁb\ 6,66)0

R _REEE L U CUEE OIFRICEUER L2 TP C4THE CTHAE T 2 i (B8 TMA,
HELLP JEERE /e &3 5, Jo KM TTP Ci, 12 ADAMTS13 {EMENEW L TV 523, 1
IR 70 8 OFER & FIZRRD DT TN 2 L T 5,

5)  ADANTSI3 & frf-fifAT

JeRME TTP OB AL H YRS HBIR TH D03, ADANTS13 38 fn 1B 13 AR T8
AREE EEAE~T A EREFRRESN WD 2T, AARENTERNE TP &
ADAMTS13 &5 1-fifAT CThEE I S A7z 55 Bl Cld, REEAIRESE 10 flEEHE~T 1
AR 45 Bl ThH o7,

6) A%

He KM TTP JEMBI O HHIZ 1L, FFP O &SR TE 2SR AN LB 2R FEB D> 6 | SRR O Ix (2
FFP #yE N MBEARSEBE TV . A%h72 FFP OF 57 IEITIERNC K » TR 5, /MK
BOBILCRE M OFLE 72 & T, FFP OG-8 L R SR 2 e+ 2 BN D 5,

FFP @t (HELERE 1 B)
WPBNNmM@%ﬂNBL; WZHETET S, JER B IE, £9 10mL/keg ZHETE L
TR EMRT D, ZOBICIE, 7 VAKX —ONCYE 7 E ORIWER % R AKRIZT 5
oR ﬂ@ﬁﬁk%~@k@ﬁm¢k&éi5ﬁ%@#éo
7) EIEFEE

FREHYS CHEMA SN TV D RN TTP O EEE N K 4 IRT, IBEOLED R
WRE DI R MBI OXI G & 72 %

8) Tt

SERME TTP I UNZ 22 L, FFP IZ X AR 21T 21X, TRITHBPVRIFCH L LH
Zbivd, B$f%ﬁéhﬁﬁ9m$’%tmﬁ8mﬁiéﬂfmé ZDHH 5%
MEEITEAETH O | BRSO LE T+ 2 2 &#%%@&ﬁ_oﬁﬂék%
bbb, £, BEETIZ Hﬁlmﬁgwﬁii@wﬂ S RME TTP T FFP #¢ 5.1
Y ADAMTS13 [RIFEHUIR DS EEA: S T2 AT I FRP O RN EL 72 5 Al H ﬁ#%é@f
ADAMTS13 A > b B & — @m%%ﬁ@ﬁﬂ%%f%éo



FIZEAE

FAAHER]

B (7 RARA =12 E) (NI RATAE T VI vF T y—~, A A), FiF (7
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