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=1

PEED 7RI K STMADADAMTS13E 1% (n=1420)

(RBREX#NMER1998. 7-2016. 12)

Cong(?]rliﬁlg')l'MAs Acquired TMAs (n=1220) Total
Primary (n=545) Secondary (n=675)
Drug-induced (n=42)
uss aHUS Others
(n=61) | (n=91) TTP HUS Tc(n=25)/ | MmC |others C;g/ Malignancies | HSCT |Pregnancy| SJES (LC. (=)
(n=437) | (n=125) CLn3) | (n=12) | (o) [(n=324) (n=86) (n=91)[ (n=27) (n=47) ( ::?7)
ADAM(T%S)B: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
1479 O 35 hn ¥k 2 0 17 0 1 0 0 3 0 0 1 0 2 26
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
14 D1 nd 2 1 17 0 1 (0] 1 15 2 2 3 2 5 51
TC: FoRETY, cL HmERILL
CTD/AD: Connective tissue diseases and Autoimmune diseases
HSCT: Hematopoietic stem cell transplantation
STEC: shigaoxin producing E.coli
LGC: liver cirrhosis
F2 TTP(<ADAMTS13;E1E10%) FEHID F & & (n=607)
(ZBREXMMER1998. 7-2016. 12)
T(i/lo:g?:itgll) Acquired TMAs (n=547) Total
z:':rggg Secondary (n=183)
uss Drug- =
(n=61) TTP induced | CTD/AD | Malignancies | HSCT |Pregnancy| STEC-HUS I(_)éherts (=ETE)
(n=364) | (n=27) | (n=99) (n=11) (=4 | (n=8) (n=1) ((n=‘393;:)
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 15 4 1 1 0 7
5~< 10 2 21 11 0 3 0 1 41
TILFI—DH
<3(3~10) 0 12(1) 0 0 1(1) 0 0 0 0 15
ADAMTS13:INH (BU/ml) |  (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
<05 53 11 1 11 1 1 0 0 1 79

TC: F/REZY. CL JAERILIL

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

STEC: shigaoxin-producing E.coli

LC: Liver cirrhosis




A i /MR EBER  (TTP) B29 A K 2017

JBAFG BRI MRS BRERBEBORIA T X
ik B R I B AR M ZCEE) TTP 7 v—7

FAAKHER
PR 75 1R
GEEEESS
INEIETH
(ZYMIE-H15
S
EEI
FOY N
A2
B BT
FPHE

2% BLIRST R R R S ifn 3
AARFHrs 7 vy 7 figt o 2 —
SHERFPEFEARAEY
ESAGER A b I > 2 —

B REEMRFREZIRAFR - i
78 SR e . i P R

SLJi E AL RS M P R

BRI BN PR R AR R A =
VTR 2% B B i i A
ESAGER A s > 2 —
BRGNP A R MR AL R



iR 1 RIS P SEBE (TTP) 1X, T2 R R ORBMER TH 5 72 bl /a2l &5
JENEETH D, TTP iFun/ M & i tEE i 2 i & U772 BRRET L Cazlr T
728, Bl TIEER AR AT AN 2 ADAMTS13 3& M 10% A0 28 EERAY 72 TTP 2k ik ve &
Y KZETA FTH ZOBWEEZER L, 512, ADAMTSI3 IZxfd % H CHt
RO THIUTE R, ADANTS13 3BT BE N OV R L W 5, 1REE
I%. SERME TTP Tid ADAMTS13 Z 4759 5 7= O b mifs i (FFP) 2 #avE+ 5, %R
TTP CiX. ADAMTS13 Z#i7E L B OHiEZRET 57 E4 HI9E LT FFP 2R & L
T M 24T 5, B OHURPEAEIEI D=0 27 1 A FEENMEZHICHER S5
ZEMBVIN, Bl TIREHAYE - BIRSMERNCIEL, CD20 IZx 5/ 7 v — T HiiR
VYR~ TRENTHD Z ENPESHTND,



H ¥k
I TL®IZ
II TTP O¥itE
111 ADAMTS13 iy
IV 1% KM% TTP
1) RS
2) %KM TIP DEF
3) EF
4) 2k
5) #ERIRH
6) TAYK
A Ak
B HEEAH. FHIETEH
C EfEH
7) EIEEHAE
8) T
V e KM TTP
1) SR
2) Se KM TTP O E
3) Y
4) ZW
5) ADAMTS13 & fnf#HT
6) Ta¥RE
7) EAEE A
8) T4
Al
STk



I IXC®HIC

AR L R P 28597 (thrombotic thrombocytopenic purpura: TTP) %, &2& D
WM i MR AR SR S D 2 & TRIET 2 EERKRBRTHS Y, TP 1L, Al
M FR 35 JiE JiE % B (hemolytic uremic syndrome: HUS) & 212 i 4 4 /) 1 & E
(thrombotic microangiopathy: TMA)IZGFEINANFENREETHD, TTPIZITH K
P & 22 RKYE (Upshaw-Schulman SEERE : USS) 2MFELET 5. DABMIE TTP IZ%F4 5 K F ik 7o
Wi~ — =R Lo 7o 2 e h | i A 5 e (/MR et i, &
FERERE S, FEL BAARELR) 2D E LRI R C2lfrian iz, LrLED
%, MEFOILMKFTH 5 von Willebrand [KF (VWF) % 45 B2 U) k4 % e 5
ADAMTS13 DIEMEERIC LV TTP BRIET D Z EBHE S 2P, BIE Tl ADAMTS13 %
PEEJRIC L0 TTP N2WrEn D Kol o7=2 Y S kML ADANTS13 EinF Bz kv
PO % RMEIL ADAMTS13 (24 5 B EHURDNEA SN D Z LI XV RBIET S 27,

Z DRI A NiE Tkl 2 E (2 B3 2 AN 5EEE) TTP 7 v — 7 IZ/@ 3 % TTP
LEOHEMFIZ L HF A= a2 THDH, TTP 3AmDERBTH HT-0%H
B CORGHIRNEETH D2, ATREZRIR Y BHFARILIZ DW=tk & 72 5 K 9 BF Tz,
Flo, BRMEE RN TTP 255 H & U CRLHl L., 1RPIEICIEZ GRADE ¥ A7 AITHEVWHE
LERE (R 1) 2072, BRMEITRAIZHOWTEEEH L TR Y | /INRIZRT 2 350 2 -
RN D72 N OEEEZET 5, S I, FEEHRO TTP OZWr LN ADAMTS13
TEME10% ARl E 7R o T Z 8 LD, ZOBEN A RTiL ADANTS13 IEMEIEZ W] (10% LA
) izon b, BRI TTP & 72Wr S 415 2% ADAMTS13 {EMEDSZ I L T 7
VVEBIE, BURTIXZ OFRER I STV A, TTP & [RIERICIE B I MBS DR
PN LB IR EBI D TFAET D,

II TTP DJRkE

ADAMTS13 (a disintegrin—like and metalloproteinase with thrombospondine type
1 motifs 13)1%, ADAMTS 7 7 S U —T I3 FHIZHMESIN-FHETH D 7, ADAMTSI3 D
FEETHD WFITEE LTmENEZHIICEA SN DD, EABEZITIEFICRE ST
BO#EE S = VWF HA K (unusual ly large VWF multimers: UL-VWFM) C. Mgk 124
WEND EHEBHIZ ADAMTSIS (IZ X » THIWT &5 P, VIF OIf/MR & OFEAREIXZ D%y
TBIEAF L, K& EO VWF IR Z ED L3\ ®, E72, VIF O/ IMK
MARTERCAEIZ TV IS NS BARAE L @, ML D RO BRI D E S TE VLT S
JID3FEAE L VWF 255 LT %, ADAMTS1I3 {EMEOET 5 TTP (2 TIE, Mg PN EGH
Ja s & L% G112 43 W6 S Au7= UL-VWEM 23 ADAMTS13 12 & 2 U 2 52 1} e\ = b 2 i i
BAr L, &1 VIR ORAET HMNUEN THEEE(LE 2T, /MR EE LT <72
0 USRS D, 2 O /IMR IR, g e & O AME ISR S D &
AR P S S RIE T D,



111 wmmwmﬁ

ADAMTS13 JEMEAIEIZ X, ST EE WE 280 S8 2 077E YO R Hu s, 4l
%ﬁmmﬁﬁﬁ%ﬁﬁét . BUEREW WE ARUEE PRHVWLNRD X9 ICko T
B Z U K o T BHEAMEE & A2 0 LR T ADAMTS13 TEHEORERSSE S ND LD
[Tz, B ANE 100% (1 U/ml) & L7z TREND,

ADAMTSI3 Izt 2 A CHiE L LT, in vitro CIEMEZET LA e EX—L | 1%
PEIFFRE R ADAMTS13 IR AT 2 72T OFEAFUARB M LT D P, BEfiikd£<
I 1gG TH DM, IgAC IeM OBE L H D 19, ADANTS13 H O HURIL, HE K TldA v
EEX—TRATDHIEN—IITH Y | WHEE L~V TORGEEHUR DR ) Al RE
HbH, A e B L, IEFMEEE R EZE8RS L, 5% 50%IK T S+ 25 /i1
% 1 Bethesda Unit (BU) & 3895 'V, %KM TTPIEFI DL TA v b BEX =2 &
N5 B9 1 BU/ml BLFOEAflA v e B X =T HENRERBENH S, Bk 5
X 91T ADAMTSI3 1 v b EZ =N THh->Th., HOHUENFET D% KM TP Th
LAREMEN DD, ZO%GEO A CHURITEEIUATH Y | BRRFT L U F 22 Tl 2
ZElTh B,

ADAMTS13 JEMHIERB L OECHUE (b B —) BT, Fak 28 4 12 H KIS
THREEHNTH D,

IV # K% TTP

1) B =

1924 A K [E D Moscheowi t2°0 12 & 0 e Wl D% KME TTP & % 2 B D IEFIN S S
72, BE<IHRABHOE £ T, FEROIERHE DA FEV -, 1966 412 Amorosi &
Ultmann® (2 X 0 26 OFEFIEREICIHIE L TR D 55 5 DOIERNIE Sh, il
WB@%k@inéio Iipotz, D%, 5HEOF T /N & R IR o
2BENZWHCEE TH D Z ENRMIND L IR, Zo2MEs b L IZBKI LT
MAEA DG FAED R S 2, 728, TP L0 2 4L, 1947 4R Singer B I L
STHREINTND

1%1$KTW’ﬂ#émﬁx@®ﬁ%$ﬁréhf% Z DIFRIZ DV TIEARIA 22
FEThHoT-, 1980 M5 TTP BE MHEPIC UL-VWEM 2MFELETH 2 & 20 TTP B
DOFIFR TR B AR X WE 23 B E 2R/ MRIAE TH 5 Z & 272 L VIF OJFIK~D R 5
DREN T, 1996 4E(2 VWF BIiESE  (ADAMTS13) OFEMHIEIED N S 101 |
1998 4E(Z TTP B 123 T ADAMTS1IS JEMENFW T 5 Z L AWiE S/ 29, LavL,
%%%X@TW&%ménfwkfm@¢f%Ammm3%@ﬁ%ﬁbﬁwfmﬁﬁﬁ
FTHZ LMD M ADAMTSI3 (2 X 22 L ERIRFTRIC K 22l & vy 9 2 OB L UE
ﬁﬁ@Té%%ﬁﬁ%tﬂMW&&ﬁiﬁﬁ@&E_wa%mmﬂ%otﬂ HofE Y
(2 ADAMTS13 {&E M 10% A DA% TTP & Z2Wrd 5 2 L ICEEMN e a e P ARG LR
O“)E})é 29)O



2) #%RYETTP DEF
ADAMTS13 12kt 5 H EHUARIZ 12> T ADAMTS13 JE PN 206 L. 48 O8I I A |2 1)
WA END Z L2 k> TRIET 5,

3) ¥

TTP OFEFEME (X, BEIEFT R T2l L T 2B CIduEsh 2> HAER 100 5 A4 720 4
~11 N EHE ST 228 *030 0 ADAMTS13 JEMEDY 10% K0l TR L 72358 OB 13
BHCTh D, 7272 L, ADAMTS13 {EME 5% AT TR2Wr L7 %5a12iE 100 T AHT-0 1.74 A
EVOHENDH D O, FEAEEENT. ADAMTS13 JEMEE I CRWT L 7= s O RER] TlL ok
fil 36~51 & T, ZMED LRI 65%~100%Td - 7= 1520339 - ADAMTS13 1EME 5% A D
HARDREF]TIX P, Al 54 5% & 0@l T, ZPEDHERIL 55% & 00K o 72,

4) 2
JELR AR B oD 1L/ R & s A 1 A 58D 7= 3B 12 ADAMTS13 72 HIE L. 10% K

T FER L CTWDHIAERZ TTP L 2Wrd 5, HT ADAMTS13 H CHUAD G THIVIH K
PEOTTP & 2MrT 5, EHILERR (e E&—) REETH->TH HOHUEDNEE
TOHHANDHY, EEEZET D, KEERER E2RD WG TG RYEFRME TP &2
WrL, &HET) 7~ h—T AR EOACREREESLT 7oy i EOREANTREE L
T ADAMTS13 H CHUERD PEA SN A GA IR KM kM TTP & 275,

TTP % & o BRIy 5 i o B %

O /R

M/ NRES 10 T/ p L R L SPHA, 1-3 T/ ul OREFINZEL . HAANCE
7% TTP O CIXPRMEIX 1 5/ ul TH D Y,

@ i PER

L P MR IR I 0 S N B AR M ER OEMRAORREE I- L 2 B CTH D, ~TS
7R, WESNTIE 810 g/dL DIEFIN SN E S DA BARANTIZF AL 7.3 g/dL
&SRR Y, BRI ER O B, BIBZE U v e LDH, MRARIMERD 5H- Tk
7a ey OFEWREOEMPT R G030 2 & Mol s — A AR THW 5,
IS ARMER DFZREIF 2372 <L RIS 1 Yo LA EOMARMERDIFIET 2 Z & 53 TMA O
BERFTRLE SN TS D0, ROERITEERAREE T, TP THRDRNT LA
HDHI=, BEHRLTITUINT 20,

@ BrRErREE

PRIEGIMSCIRE ABGED A DEED S O G | M7 VT F =2 ER3 25ER £ Tk~
Thbd, ZFEL, M7 L7 F =132 mg/dL R TH D Z EN%EL 0 MKEHT % &
LT HHEIEODMEEAREOLEIL HUS NEtbivs,



@ FEEN
37°C UL EDOIEN D 39C BDOEEE TRD D, 30%FLE 239055 72% DRER| TR
DDHEDHENRD D,

© BhFEIERGCRARRIE R

S EFREOLONDL, AR, L7 EORBMEE, A0k, Bkl LDk
T, TUB RO 7 & O 7o & B BRI HBLT 28560135 5, fEROK
TEHE HANBEIT A EOWND D LR FHICH D | IAEAH TR IR
THZEBHE, ARADOKEFTIL 19% DRI TRD TNE A D VESTIL 50% FEE
B OREFNC LR E DmE L H 5,

5) $ERIZW

ADAMTS13 TEMEIZ K oA ez W i E N ER Sz Z &l kv @Rl S Z &3
RNEBZOLNDHN, LLTFO L REBORENEENTFET D, £/, TMAIZZDIH
RICK VB EIND L2720 BURTIEE 2 18T X ICHRZE & xtied 5 &5 2
YR

O HEFEME M NEEEEMBERE (disseminated intravascular coagulation: DIC)

TTP JEBITIZ PT, APTT IXIEEW T, 747V /7 ToF b BEAHMET LW
EMZL | FDP, D-dimer IIWED LHICE X EDHZ L%\, DIC O, 747V
/747N T EROERIAETH Y APTT & PT PIEE L, 747V /7 VD
LI D,

@ PR BRIESE BERE (hemolytic uremic syndrome: HUS)

0157 7 F O EE TR FELE KIGE (Shiga toxin producing £ coli: STEC)J&EY:IZ L 5
STEC-HUS 1%, fER5E M - SEmRELMR HE (EIN) 72 E O KGE OB 5 2 il 4 5 )
Pt LPS(= R ¥ o) Igh fifkie & CeWrd %, STEC-HUS LASADIER]IL, FEih
Al (atypical) HUS (aHUS) &EMEEN TNz, BT THE, alUS 1 H IK7-<oMfi ik €3 B
72 & ORI B OB EET X 912> TEY %9 JRRSE TITMARRE TMA &
FEIXIL TV D,

@ HELLP JEfBERE

HELLP JEERE L 1%, EHRE M EREE 7RI fE > T, %I (hemolysis) . JFitif#sE D
5 (elevated liver — enzymes), I/ (low platelets) #78 % ZlgasfiE T
b, WL, Sibai HOBMIEYE DIk > TITh B3, 20 FEHETIE TP &
BERIMNINEECToH D, ADAMTS13 JEMEAZI L TV TTP L2275,

@ Evans JEERE



Evans JSEEAEIL H C 902 M M2 il 2 e 36 M il /s AR i) M 55 B89 (idiopathic
thrombocytopenic purpura: 1TP) Z & 0F T 2R T, H#EI — LA G TH D, 7272 L.
ELHES — b A2V Evans JEBBEGAFET D03, O X 5 ZEF DO 75 ADANTS13 1%
PEZE TTP AR I TV D,

® WM TMA

RHMVETY T~ h—F A GRRIE E ORREIR, & A, B 7 & ORAE,
BB SN CTTMA X FIET D Z EAME STV D, JRIRIZA S 272> T
RV, MENEHEEN T - 2EHKNTHDL EEZ LN TVWD,

® Do TMA
LR B S DT, FRIRAIIZ TMA T 5 S ADAMTS13 1EMEDN DR L TV 2R Uy TMA 23 TELE
T 5, £ HHA 5 BEE RO Z EMBURNI TP L2 S TV IEfl b &£ 5,

6) 1Ak

BRI TTP TRMEARILA R STV D IRBIEIIIMIE RO TH 5 2, MEELH#HR
DEIREDBNIN TR Z B SED EORENDH D720 ) %R TP %> T2HA1C
X, TEX DT RIS 2 B+ 5 2 & BT 5, ADAMTS13 FEMEDFE FASH
42 TICHURTIIER B 283 5720, ZORREF-TIHELZBIGT 2 LER S
%o LATICIRRMZRIEIRE L HESERE (R 1) Z2i#d 5,

A A

a) IMAEAHL (HELREEE 1 A)

HrEEEREMAE (fresh frozen plasma: FFP) Z&E#UR & L7 MAEAZHAZ 1 H 1[5l H fita
179 %, FFP O& X, BEMERMIEE (CLTFOFEKCHERTEE) © 1~1.5 2 H\WT
TS, MR THHEB E LT, 1) ADAMTSI3 O#fFE, 2) ADAMTSI3 A
e EX—OFRZE, 3) ADAMTS13 TUIWrTX 72\ UL-VWFM OFRZE, ZRERTHEIND
WoTNATITIEL) OERFTE RN, BREE LTHEMA LTI LR,
728, BREOREEEAIC FRP BRTEN TN D Z ENH DM, FFP Z @Ak & L= AEsc#fa b
2 EH B MNCEIRNS D Z ERRE SN TN D 2,

PEER M A & (mL) =& (kg) x70 (mL/kg) x(1-~~ ~Z U v K/100)

1 AEAS

FFP  50~75ml/kg ZEH#g & LC, 1 H 1 [BLE#E A it 5,

HARL LCIE, EEAA FIA TRBENTWD LI, i/ IMENERE (15 75
/uLlPlE) LT, 2 A ECHAITT D Z & THDH, BAENTIIEBREH (158
B2 3E, 3+ AET) ORMBENSERICIINETH D, F07=D, Y45 HFERE|EH



HREAT L. CAVLARERR HICHEFT L, i/ MRE L ADANTS13 A 72 & OHERB & FL7e 3 b
M A ORERE - Tz HWrd 5, ek, BmolowIChBuEzZBE27-A 13 B E
D MBS BTG E D D B

b) A7 mA NEEE (SR 1 B)

AT A RNVRELE, AT a4 RRENROWTNOLEHINTWDER, 86 L 03ME
NTWDDEIAS DT> TN 27 a4 REEIZL > T, BEHUROEEAH]
DRSS, 7ok, Ml -ORE RIS, EIERYERE 72 ECIHBEEBET 5, £z,
REE AN CTH DL DIEFITHEA SN TV DA TH DD T, HESEE 112 LT,

AT aA RV ARE (PRERIE A4

AF LT K=" 1, 000mg

1 H 1B K2 REE2NT CRiifaE, A =it ik 53 5,

M) 3 Ak, TOBAT A FEZWHT 5, WEX, /RS> ADAMTS13 fi4r
REBBEIATIN, AT A ROBEIEIZOW TIZPREZR B FAORILIIIRE LR,
FERAREIR O FAESC ICU 5 B2 EOEC, sl ik T 25813 A F L7 L K=
2 500mg, H.250mg, H,125mg/ H % 2 HE] 9" 2% 5 L, D% AT a1 RN 30mg/
AIZET L, Fiea2BIlBET 5, 3 BHEARMEZT ICHNRICEI D B2 2856813, 7
L' R=20.5-1mg/kg/HIZ L, FTitxZEIlEET 5,

A7 aA FRENR (PR HSS)

7L R=vnmr 1meg/kg/H

PREIT, M/ ERS ADAMTS 13 fi 7 & 2 BB \21T 9 23, Img/kg/ H % 2 MMM L, =
D% 0. 5mg/kg/ H F THERZHITIET 5, T LABEOWREIT 2. 5-5mg/HFEE % B
24T O M5, I/ IMRELSe ADAMTS13 £ > b b B X — i # B E I ET 5,

c) Pui/ 3 (HELERE 2 B)
M/ EEDY 5 B/ ul LEICEE L7817 A ) VG TN 568038 503,
TTP O3 TRk T DRI S 2> TliEZR vy,

P/ NHCEE L (PR 44
TAEY Y 81~100mg 1 H 1, AR A7TwA RHIEET

d) £ DfhOIEER

ARIMEREG M TR B D72 WERE TIIA~E S B B BT, 0 g/dL K% H 22T 5 53410
DRBDFET L 8. 0g/dL Kz HZ2 & 972 'Y (HERRE 1 A), 708, /N i
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| band1 q 520
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I band Il 7%
= 8.15

- 8.45
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= 9.30

ADAMTS13: AC (%) 119 72 56 56 98 85 85 64 82 67 49 46 35 35 41

VWF: Ag (%) 106 204 431 279 646 245 446 233 348 225 365 372 197 356 273
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c/s: cesarean section
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TI%. HBRHBIC3 p. T1157TA 5T K 5 alHUS
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F2 C3:p. 11157T BE %G de aHUS B Ok A i B 5

C3p. I1157T &% PLT Hb 7 LT F= L.DH T-Bil
X104/ L) (g/dL) v~ (U/L) (mg/dL)
(mg/dL)
I -1 ~ToufEsR 1.9 7.4 1.7 972 1.9

-2 REREAIR

11 ~NT O EEAE 3.5 5.9 4.7 4485 3.5
111 AT O EAIR 2.6 5.9 4.7 4465 2.4
IV -1 ~Ta#EsE 2.8 6.7 10. 6 1280 1.1

IV -2 ~TofEAK

v AT RHEAE 3.5 9.8 1.4 928 3.5
VI -1 ~T oA 1.4 6.6 1.8 3160 1.4
VI -2 ~T AR 1.0 7.4 1.9 2850 1.8
VII N 2.6 7.2 10.9 696 2.6
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IX N 1.5 7.9 2.1 1780 1.9
X AT RHEAE 1.0 5.9 1.4 2112 7.6
XI ~T oA 1.9 13.5 3.9 3882 2.2
XIT ~T AR 0.3 7.5 2. 77 4989 3.0




SERME TTP B3 D ADAMTS13 BAE AT IC B3 A B0

(i EEE AN R ]
WHoEt s o AT

[ENSLIRBR BT SE > & — 5y AR R

[ESZAEBR G TEE o & — I E N =T HER

S

MAEEE

A R 28 5F)%  (thrombotic thrombocytopenic purpura; TTP) [%. von
Willebrand [K-¥-BlEri%3% ADAMTS13 OTE M2 CHAET 2 F5E#R Td> 5, ADAMTS13{E
PeA R S E 5 FKO—> & LT ADAMISIS B FHEENH Y . ZIIT5e KM TTP
(Upshaw-Schulman JEMERE) Z51 X 27, AWFETIE, BARIZEIT DK ME TP B3
? ADAMTS13 AR FFRNT 21TV, RBIEA B = X LD & L HIZ, TTP 2 & TR ABRET
& 5 MMy & E (thrombotic microangiopathy; TMA) DBZIEN A FIEKICE 5
THIEEHI LTS, SFEIE. RN TTP 0B 24 (25%R) 2xfZ L L
T ADAMTS13 BAn 1T 21T o7, XA V7 b« =2 o2 RIS K 2 RS fidAT
OfEHR., 141% p.R193W & p. C1213R DEE~T riER K TH o7, b9 1 4IZIE~T
A MED p. C1039Y N[EE S =8, BT LALOREITF ) LER PR 247> CTH R
727572, p. C1213R & p. CLO39Y |FS & 5 O TRIMEDER ThHo7-, AFID L
IR T L LLBRERRONSRUVEGIPBEIC O EERDH T2, 15 DREFIC
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BRI+ simiE e s 77—+
ADAMTS13 DIEPEZEJK Tl Z %, ADAMTS13
IEPEDERIT, JeRKAY7% ADAMTS13 i {51
T & 2 F R AE U D BT ADAMTS13
HOHK (foebEd—) I2koTilED
%o FEIZADAMTSI3 B FRFICL - TS
MBI THIET S TP ZJ KM% TTP
» 5 W X Upshaw-Schulman JE &£ #f
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S Fox X, HeRME TTP 835 o ADAMTS13
BARTARENT. BARN—MfER 0 ADAMTS13
G & BIR 2R D530, ADAMTS13 f5 &
BN DOYESR, ADAMTS13 45D NIAR

ISR 70 EICE R 2B W TR ZE D
T& 7o, AWFSEEETIE, JERM%E TTP &
F OB FIRHT Z kRIS TV BT
FLE ORFESCIIE A 1 = X M ZBT % M
REZETHZ L bz, TP Z2E TR
BT H D Mo M E
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PRITA FERICHET 52208 L
T3,

ADAMTS13 DEEFRIEPEDS 10% i TA >
b ¥ —nEEThiuX, SERME TP O
"REMEAE B 2, BB T 21T O, Frx
T2 E T RN TP SV BRERB LW
F k% x5 1T ADAMTS13 3815 1 D HE KLl 51
ZAH, e KM TTP BIEDFIK & 72 5 il
BT REEZHELCEE, R, BB
PR BN G DI D BHE OB R DO W R
FE, BEEELTO&{T Y V% PCR T




IR U CHERRLY & iR BE T 5 ik, 7
bbb A VLI b=l TIEIC
ToTkEIND, Fxr b F T,
ADAMTS13 & DK 7 ¥V OIMANT
ATHEIRHLEZ PR o914 ~—%H
WC, BRIK DNA 2B 7 Y v TR
(ZHEE X, F O EE S AR ET D,
IHETICH A DM To 25 K TTP BE
AT DA K9 EBIOREFNLZ OFIET
BEHE~T oA DV TR EEATED
JFIRERRFEE SN, 141V 7 b -
= v TIETIRNAE RN —D L,
HHNI—DObEONLRWGE, XA
LI ke —hr o PERNR LA
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F TIZ 3 & O ADAMTS13 i I Z T
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AWFFE Tl i R S e Kk
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B. #FZEHIE

BB X OF R 15 5 - L ERE 4y
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L F CTHUEMAE Lz, DNA FRRLIC X
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Kit (GE ~VA T 7)) ZfEH L7, Mk
MO OFMEREE LIZREEx Y Mo
T, BASIMER (K9 2000 L) ZfifE L7
B 100 u L OAEBEIE/K CTRRE L TK
300l OIEE R L, ~==2T
WE- TR L 7=,
229> 7 V% PCR CTHIE T 5 7=
WIZ, 24 XT DT 74 ~—%&H\iz, &
VASET T A ~—D 5l MI3F LA
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AT T4 ~—0 5 I MI3R EH
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ML TNV, 2, btor—rv
VTS ENRINAT O D TH D,
T VT USMI—MAY7R PCR SR TF
GRS D LN TE, =7 Vv
8 F6 LU 26-27 DEEE TILRSHKIZ DMSO
lul ZWIN L7z, =272 T 1% GC Hilk
DOEENIEF I E I, GC-RICH PCR
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T#H., lul ZAWTT H o —RERIKE
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(RS TR 7T A ~— DrE & RKIG
dNTP O AE{LZ HRY & LT, ExoSAP-IT
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/3043 [H. 80°C/15 mRIns¥lz, Z?d
96 1pl A LT, MISF BX O
MISR 7T A ~—To—4 vV AR GEITH
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CleanSEQ # A & — I p— X fEHRIEFKEF o
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NAF VAT ER) I LT —#
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T X BBERLAN DRI E N, A
v ha ATEREBR SN GE . A0
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XY —RRIZEETH o7z,

AT 12X % R e v B RIE(LMNT Tl
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