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L—MAHTHERAG I RNBEOMEEEREAZTHEAMRES ZFLSREIKE
13 (ADAMTS13) & F i AL 2 ADAMTS13 & 1 BURIEE ADAMTS13 2% B (R it 44k (1 77323, P
R T7 VA FELE AT A3 BTk ADAMTS 13 85 115 HE BT F R S5 K A BT 45 00 IO b v i 11
ZAFR s A ETEFAE PR i 5 TR 2 S A A ik

2. MRARAUCREE SR 1 Pk 59 7732, JoaE— 0 A0 6 G v Ad R Ve i v 5 &5 & P ik
ADAMTS13 £ [ 5T B B <5 # / B K PEAH B FH A IR 42 i o

3. MRIEARIE R 1 8k 2 rik iy 75k, Hdk— D AR EH Galvk 5 Arid 2 25w K A #efi
Z AT FH TS ZAE P A 5 5 B 8 7 A8 $ W) I #2 A -4 Jir i ADAMTS 13 25 1 5 I ik [ 15
TR g B

4. WRPEBRIE R 1 8% 2 rid iy 75, Hdk— D RRETEH Gk S Brid B K A B il
BT, T8 SR R A BT AR RE () TR ADAMTS 13 28 [ 5T s FHIE I yB B AT e B4 2 45 B 1
FUEE B T I G2 T SR A% TR ADAMTS13 25 1 B e o

5. MRIEARIE SR 2 ATk 7778, Lk — D A4 5 rid RIS w47 sl BT I P 8 12T ¥
/ B HEAH ELAE FE A BB i 5 T8 5k PR % b o H 5 k) 2% BT ADAMTS 13 25 115 LUE
AT B T AC i P 3R

6. MABRBOREEK 5 Prik i) 1%, Horh Prid il 25 00 B il 8 vE / B ik a7

7. FRABRBCR SR 5 Pradk () 751, Horh prid i) o D 3O i@ i B ik b AT, ik ar thid
RSB HTEE AN L 2 RIRELL K

8. MRABBCRIELSK b5 Prik () 7512, Herb Frid il o8 40 SR a1 Sl i SR b AT .

9. MRPRACREE R 1.2 85 HYE—TUITR 9 75 7%, SLdE— 0 A5 {8 vk ADAMTS13 25 1
AT 2D — AR KIE DR,

10. FRIBACHELSK 9 Brad (1) 7732, oA il g 55 K% 20 BRALEE ) ik ADAMTS13 25 )5
SIS 4R ANE R HLS R - SRR A .

L1, FRYRBCRIEL SR 10 BTk (77323, Jorhols ik ADAMTS13 8 3 5[] 5

12. MRIEACFN SR 11 ik i 7 ¥4, HoAofs firidk ADAMTS 13 2% (A 5 [ 2 1 BH 2 128 e JIg
to

B3R RBER IO R TZ KPR RER-EHERBEAEDET 1%
TRITONX-100.0. 3 % 2 = 1F T EEAT 0. 3% i 80,

14, AR AR K 9 ik (1) 7732, Fob il s B K A0 SR B 4 R 45 i JE T
ADAMTS13 4 [H L LAV BRI 2R / Bl 55 000 o

15, FRIBBCRZELSR 9 JIr il (1) 75755, o P i g 85 K S0 BRAE P ik il 25 0 IR S AT

16, ARIEARNEL R 12 Frik it 77323, Foadk— 20 B0 a4 FH R0 B WIS ik ADAMTS 13 25 )7
MR G B, BT B YA A3 5 B S8 — i R B i S B 2R

=%

=%

M
7. ARIEBOREESR 12 ik ¥ 7535, Feidk— DA R A8 23 20 PERLR: P i ADAMTS 13 8 (1 5t
MBTIRA AR L DER -

18. MRARBCF ZLSR 17 Pk (¥ 77 3k, 3o Brids 7 25 Ve I A 16 4 FH A ek 2 00 045 P 3
ADAMTS13 8 1 SN BTR 4 iR B UE .
19. MRIEBCRNELK 18 Prid it Jids, Horh Brid st S mf i A KT 7. 0 1 pHAELF HAR &
2
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/D F 10mM FIES B 1 AL A 0. 05 % O EIE B 1 IS v A 2L

20. MRAEARIEIR 18 Prik i) Iy ik, Horh A Ja SRR 48 sl g2 i il B D B

21 — PP, HASHIERCR SR 1.2 80 5 A AE— 0K 77 2 i 4 1 B4 ADAMTS13
A

22. — MG, HAL S RYEACR) K 12 ik i) 77 1250 4 i S5 40 ADAMTS13 25 1 )5

23. — P A ET R P R RS Y K (R 7 TR g VA AL

¥ ik B s e Tk bR

FAL B AR B 7 G v R A AL T 30 — T VTR A ) A 3 T 38 [ 52 o 1 7o

24. MRIEBRNEL R 23 Pk it 77 3%, Horb B 85 B B0 18 3 DL 22 20 —Ff :ADAMTS13,
Advate. Kl ¥ VITas K5 IX. M08 P A0 K7 FBE MIF k.

25. MRHRBCRE R 23 Bk i 7775, Horb prd (A2 i wvt g

26. MR BCR 3K 23 Pk i 7, Hh ik - 1SS R G 1% Triton
X-100.0. 3% BEMR —1F T FEA 0. 3% F (L ALEE IS 80,

27. MRARBORZEK 23 Pridk i 751, Horh i) — 5 S FNR A AL B R 42 30 7303 1
/N o

28. AR E R 23 Pk 7775, SLiE— 20 G048 AP A8 G2 v i P i B 1 SO T I 4%
Bl

29. FRIBBCRELR 28 ik () 7512, Herh ridAe i et A KT 7. 0 1 pHAE I HAL &
D F 10mM FRIES B 1 AL A 0. 05 % AR B 1 IS v A 2L

30. MRAEARIEIR 28 Prik it 7y ik, Horh A Ja SRR A8 sl g2 il B D B
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BFai{tELE ADANTSI3 FIHEEAR A ETURELES
)|

[0001]  AHICHIF A G
[0002]  ACHUEESK 2009 4F 7 H 31 HARAZ S I FRIE S 61/230, 308 5 HIALGS, H4
FB LS 77 A AASC, IF HIRATTE SR BT B i 564

AR
[0003] AR EH-— Mk ui i K aitk B 1 RSB BURE AR P EARE S 2SR
JIKW 13 (ADAMTS13) HUHE 8 A R 75, AR & IR Ai R B I AL &40

EERA

[0004] &)@ SR RS KK, ADAM( REE G RG B AN ) , B4 A AR DY Re 5 2
HEABFR L . ADAMTS ZKER 5 ADAM (AN A2 AR AE T C R Im A — ANl A Bk i g R ek
H 1#F (TSP1) B, H H¥% A 8% 75 ADAM 438 &5 [ i oW 22 21 (1) EGF B2 741 15 I S8R i
JiR X o

[0005]  HA 1 7Yt BEAiURR a1 25 /7 M AR A 22 E &2 8 JIKIEE 13 (ADAMTS13) J& ADAMTS 5
JRE— . ADAMTS13 HAT J\ A~k I gk £ 1 380, JF B Bk Ph s i ds. PR, ‘e 4
Who ADAMTS13 Zfi Ifn 8 M i A Rl T+ (von Willebrand Factor) K Tyr'®°-Met'*™ 4k, Jf
H SRR B 1 UM R A/ o« ADAMTS13 MR A “ L M it A0 IR 7 — SR B (A 6 A
“VWFCP”,

[0006]  ADAMTS13 FRIAANE L4085 — S8y, {91 0 M A% PR B A, 8 a4 Pk ofn /IS il 20 1
FW(TTP) WAL 22% (20, il 26 1 &R A 405 20070015703 5 )« 7E TTP H,
ADAMTS13 AR / B2 9 T BOEEAS B R IR/ i A 2 Bl 32 B0 I g (A% sk
B ) o B IO B 2L Al e 22 2 BY VI g, 5 RS 21 40 i ) 40 M R A , 208 - i 8
PRV I R 2T 20 T e IRt 5 R O R, AT ] SECK A 23 B 51405 iR A
FE AR 28 2% A, W L0 AT B RS MRS R s oh UBGCK 'F DhRe vl s b s TS
FOPA BRI AR I /AR VHEAR ) 5 LA A A B2 1M A BRI (1) B I 83 L P 2 1T
H AT TR S T80 R ADAMTS 13 (IR FR BT AR IR 1252 [k 22325, R/ BRI 76 I A 1T,
WK

[0007]  [Alth, AR SEAE A T-alifl, CREAAE b A = JiAsE B aiidy, ) ] ARG TR &
ZH ADAMTS13 [ VAR EL T2 . 4lifk ADAMTS13 TR B2 IR A, IF H O 22 i s il
ERS M. g5 HE ADAMTS13 88 [ 5, 1) AL ¥F ADAMTS13 21 [ 5t HE IR e v sl 76
I EREM RS UL T AL a5k, 856 ADAMTS13 &5 15, M f#9E ADAMTS13 445
P AR VB BT D s 2 b &5 & i B bR B BRI 5 | AN B 07, OF Hnl 5 g 7k —ie
R o AR AR TT 1

[o008]  hAb, JisEr v Bt A ADAMTS13 &5 [ it LA K H 2 85 B B 22 40 2 1 o i) 44 o
18 AR . — B 7100 B PR BOT 2 HESR — 18 VRS AL PR AEAL B RE o R

4
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L) - BRSBTS EUIR AR R o IR, XA R AL AN BE AT 2K
SRR FER R B 22 /b AN IR RS DUE (Ban) B THEAL AR BRis ) — I8 m A A
fho BEAN, —LEER A B (LG ADAMTS13) XTI — I mAb 24 i UK, S BRI L ik
AN TTFEM S AR — 35 35 70 A BRI IR) K 2 13 5[] 5 10 75 92 AR R 83 K PR B 2K il
A

ZBAE

[0009] A% B —ANJ7 I K —Fi A AL ADAMTS13 4 [ SR Al ADAMTS13 2% 3 11
FEfb A il B 1 A6 B OB ER A 55 7 1 AR 4 2 4B IKE 13 (ADAMTS13) &
Ji(JCH NS ADAMTS13) (175, RSN AR I, W 7EIE & F M FE ADAMTS13 4% Hh4fifb
ADAMTS13 25 [ J5 1 41 A8 F R 3 Ik A (il vk . BTk Dy VA AR AE {15 ADAMTS13 2 A
I FR B A T A BRI P I A A, T EL AR o S R I K Ak A
ADAMTS 13 £ 11 & £ o RS0 U, 7E 1615 ADAMTS13 25 111 )53, A1k ADAMTS13 &5 [ J5 1) 5 i Pk
WA G RER KA, AT LR B BT R g T IR B A Bl fE—
WO R ST T S, MAERS SR 5 B 4 ADAMTS 13 KZ 2 1 CHO 41 i J5 BT sCEE 1 b3 v b &g,
HZH ADAMTS13 S A it 7E—LBARIE S 77 S, g sy il v v 3 1 7 L S 4 oA
50 % B 100 % o ATId J5 i 0] 3k — A 56 HR By, AL F Gy e th B 3 K A A
Vel 5 45 & ADAMTS13 & R IR A BB B 7~ A0 ¥ / B K AR T AR I e fih . 76—
e 3 St ZE R, T ES B A B AR T 1 ADAMTS 13 ISR T 43 LL B At 2270 60 % .
[0010]  7E—485jt 77 S, Ik 7 V2t — 0 A FR AT 1) P S ) 4 20 B LAWR 4 1 o 1)
ADAMTS13 1 / B8 ADAMTS13 25 [ 51 5 I B 1 S s Jlg & & o 49, Pk 7 i ml dk— D A4
16 S 5 R B B A AT, R AR i B B8 7 A8 4] T2 ik 5 A 9D - A 8t A
REHR NG ADAMTS 13 85 (5 s A1/ BRAE I (isyd S5 R SR R A B A Aty , 00 ok 78 8 SR v 4 A
H IR ADAMTS 13 25 15 5 F1 / BR7E F By 5 52 SR B AR A B oy » 208 ok 95 D8 AT 90 340 60, 5 405
TREE B T IS PP SR AE ADAMTS 13 £ AR E o 7E—SefLk SE it 77 2, 75 A BE s
AT AE I I 10 5 31 20 F5EB IR SE , {8 2yl i HAT 30kDa #5173 7 R B gk AL
Rl S A A5 AR B T I L SR PR HAE ADAMTS 13 55 BH B A8 B b g 45 & 9 M
BT AT IS e (i1 ANX Sepharose Fast Flow. POROS 50D, 8% POROS 50PI) .
FE—SfLE ST 7 2, ok B B T A8 # (it 20 BR AR M v v A FH R T A R A W R 2% P
PL1 o AR RERAS F S R B 2 6mS/ om, 2R )5 HEAT B2 2 M Ak A0 AR e iy, LB FE R S i K
A B, A R B A T AT BB, LAGE & ADAMTS13 4 F TR A5 = BH 25
TASH / B AK PR B R R SRR T (k. B — SRk SE iy =, Ok BT E B
R T E AN R 2 D 75 % (R E A T

[o011]  7E—&esijifi Jy S b, 78 F (v 5 B B0 IR A7 sl VR A OB B e i 5, Pimads g v
AR B T A R AT TR D 3R . AR RS b, fE S R
e AT BRBH B A5 ¥/ G K P A EAE O IR e s, il Uy v ml it — 20 A i i B 4
0 L5 R R ) 25 ADAMTS 13 4 (1 5 A BEAT PH B - AC e (12D 3R o FE— L8t 77 &b, Bl £
WRRIE L E /B UE BT/ BB I SRR AT o TR LSl Ty b, AT AT EE /
JEIN, BB A 10kDa. 7E—S8S Jy 2, G2y S 4Rl i ANX BRUIRBE BRI —FF {ICHUAR
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FE BB A e i iR AT o AEAE BT — S8 St 7 S b, B A AT i B A
Pt AL 2 AR E A e A — 28R IR 5L T S, BH B 1 AT #e (0182 A Source S #18k
POROS SAE FRFAT o £E—S8HRIE L 77 S, FRARSE Ml il 5 26 J5 1 ADAMTS 13 W 5 43 B
BN F > 90 %, I HE G BH B A8 e (3SR 1 5 16 ADAMTS 13 SR 43 LL B A A
£/ 70%.,

[0012]  FE—2ESTjli /7 S2rp, BTk 7 vk — DA FE X ADAMTS 13 25 [ B AT 4T 126 (19 55 K
PR () DAERRE R / SO R EE R R R RN . 75— L850 7 S, il B KO
A R FE R A B A B BUE VE AR HLE R ) — T v R A 0N N 22 ADAMTS13 25
Jio FE— SR IE S 7 S, 5 ADAMTS 13 25 5 52, 9 i, [ 52 TR B A8 b g o 7E
— e B, WA IS ARG YA E 1% TRITONX-10040. 3% R — 1T Bg, F10. 3%
3 80 s H / B — IS TEFIAE AL 12°CHI 16°C FRELE 30 438h. 8038 B0 4h, s KIS
A BRA] A5G 200645 1 98 ADAMTS 13 S A B LUE BRI R AL/ BlR TR RURL . L8285
77 2, TR — IEVEFIAC T 2 AR / B2 JE s HH 20N B 35N i yERR AT 408 . 7R sk
W77 S R KIS SRR AR TR H A B R e, M/ SR R B P IR Ja T/
BUAELN b Tl (RS S & A e (i 2 AT o AR SRR IR S T S, i EE KIS A
ADAMTS13 W5 73 LE R /M A 270 95% o

[0013]  7E—2BSLJE 5 &, ik 77 ikt — DA 5544 ADAMTS13 25 [ i A BH 5 A2 #e i Jig
PR . AR RBR IR S Ty S, AR R R FE SR, 440, 48 A A S HA I BRI R I 2R — 2 ke
VBFH BLA e v R VR B B8 R R B I o AE— SERE AR I S T S AE A D
B ELE L, 73 U Wi B F A7 G2 i v i T R ADAMTS13 85 5 5t 414, 474ifi 5%
MVERAT B KT 7.0 () pHAE 3R &/ T 10mM 45 25 1 2k 5400, 05 % HF B 1 R v 771
MEE o AE— L HIPRIE St 7 Fe b, AT G2 PR W IRV IS » Pk 7 AL Ji5 2 v 4
BUE M S D IR

[0014]  7E— /N A0 36 S 0l U7 %2 b, R Ak — Bh A T AL 7 ADAMTS13 2§ [ i Fi 4R
ADAMTS13 2% )5 FRIAE b rp 4lifh B4 ADAMTS 13 85 [ 5 10 77 325, i 77 VA0 46 76 48745 ADAMTS13
AT IR R IR BT A I R B TS P B AR A T F B i S R
IRATEEA AR s (DU e R FR iy ) A T iR e i v 5 455 ADAMTS13 4 (i)
RS 7 AC #e / B K P AH ELAE R T Al

[0015] £ 5 — MRe AL L SE il 7 S, AE W FT IR i s 0 3R 2 1T, H s E R
FHES 122 00 e B2 A, 4% ADAMTS 13 25 UM BH B8 T A8 #e bt g B pk it s/ sl il e gk
WRAGHFE & TP K ADAMTS13 88 [ 5T, FF3 i 3 8 AT 4 2040 5 45 B 1 U 5 1 I 22 1 i mh SR AT
ADAMTS13 £ 1 BikasE , 2R o il B F S A A Fei o

[0016]  7E 55— MMRERMLIL L T 2, 76 5 RS i KA B B v~ A5 ¥ / i /K M AH BLAE
Rl S, BT IR 77 v — P R FE O PR AR G2 i Fl 3 B ok il £ ADAMTS13 2 [ Jo LA fE gk
TP A 2D B8, Hod prid o) 26 D RO Ik 8 98 / y2 08k 1T 0 / sl ol pod i A
BT IAE L 2 RARAE A BB T R AT A/ B B g R kAT

[0017] 765 —RERILLE S 7 e, Bl 75 v5 B0 48 A AE RS 772 6 FE 240 ADAMTS13 R4 2 11)
CHO 4 Jfo J B i B 1) 3B P RAFFE i s A8 H (i 55 52 SR A e i, FH i v i
w5 [ 2 1 AT b R B ik - ADAMTS 13 85 1 UM BH B8 A8 e b g LWt sFn / sl il

6
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JERIRAARE TP 1 ADAMTS 13 2 [ 5 5 R 7E FH v 5 P B K A BT, 182 g8 A # 2)
A5 45 B R I R P kA ADAMTS13 3 B 8 455 7041115 ADAMTS13 85 11
HIL T H R 0 A BT AR R DR v B BB WP I 2 A, il AR i 5 R S il K
il s8R i FH 0y AR W IR 55 &5 A ADAMTS 13 85 19 5 1) BH 5 1~ A8 4 / s 7K MEAR B4R A g 2
fih 34255 0 3k PRAIC 22 Py H 5 2SR i) 4% ADAMTS 13 45 1 )5t LUEE 36 AT F 8 A2 48t , 461 4 i it
JE /BPERE SF/ BOE R f I BB TR AR 2 AR E AR B HT R A A
/ BRI L ok gk %, BTk AT IR — D AR — AN AN R KIS IR AE— 2k
St 7 28, 09 B KO D R RS AL B AR B AN VIR AL ) - IS TR A
VNN A ADAMTS13 25 15T, For ADAMTS 13 o (5 A2: [8 2+ PH B 728 e JIg b, IF L3R - 7
TEFNVEA AL E 1% TRITONX-100.0. 3% @8R = 1F T BEA1 0. 3% i 80. ¢ U —SEifi )y %
W, BRI — I TS R AL BE DL AR S B A — 1B T AL, 93 B TS A5 SR AT FH 4N BE AR ORI B
B/ SR EERUR . fE— 2RI S T s UL BRI AR 1) ADAMTS 13 R H 4 L
BAMCA 22-24 % B &y, HLYE B INPLIE St 7 &, SR B A gD 50%

[0018]  7E4 ADAMTS13 [&l i T BHES FACHe M IR b —Lesijti 7y &b, ik 77—
FEAFFH LLEA KT 7. 0 (19 pH A S /T 1omM 45 B 7 22 0L 440, 0. 05 % AE 5 T35 vk
FFHER I AF B S AT I 43 P Ve s B A5 B & B R — S o A e
P BB ST RS B VR ADAMTS13 & i M IE B BENi .

[0019] AR B 55— A5 6 B — i B AR 38 AR SCRE IR 1) 75 32 WA TAnT St 7 22 i) 4% 1)
H I ADANTS13 S5 L &Y. 628ty &, A-a W dymA &, v, 5 4tk
ADAMTS13 &5 [ R 2% | T 852 3R AR 4L 64

[0020] AR BH ) 55— AN J7 T BT FH T4 B BRSO P IR0 B e R I 7,
R IR AR B R B RS A R IR AT SR . TR S e, R AR
L R 0T, R AR AE 5 8 T A WL FRIARE I By RAE R ER B AR 6 — 28l &
o, 85 TR S ADAMTS 13 25 195, TG EE 40 ADAMTS 13, 8RS [F] i & 1 5t (ISR AR B2
W) . fE—2eszjfi s &b, EAE A TR IR 1. £ 8sufiy &h, &a e (F)
W) LR —Fhe 2R B VITIVE 7 T1 B VITay PR X8I i A8 e it A5 R 1
Ft MIF oAk el f A L a1 ) — Rl B (1 0. 08 75 JO0E W] 45 G BN GG 48R AR Al fb ke
AT o FE— 250t 77 2 h, Pk i s A i e T8k b s R A 3 4R 8 7 BIE v 7
AW FIRE R — WHNR G WAL B W A . 7E— SRk sl 7 &rh, ik 2 6
TR R . RS IR Sy Srh, TV - WRNR A WAL E 1% Triton X-100,0. 3% BEIR
TOE TEEATO0. 3% ZE L ALEERS 80 (IR 80) o VT — I VIR A AL B AT RS KB ], 451
L IR b o O NG O i = 5 D T e S v e = w28 R IS a0 = P = A= 4
W — B FIALEE AT AE 2°CH) 10°C N RAE . SEAFURRE 2 T\ A I 195 - 575
B A FEAR L, IR P9 5 K 7V R B AN TS R — TR A AL B R) £ A RO 4R
W s/ D 2 i (9, Yk KT 50% ) o 28— S8Rk St 5 = b, AR TR R 2 )5
FH G2 PR R R e i, 8 G 5 e i, 0 7h % 1 2 35 5R SR A2 7E i BV I 1
St BiERR . AE— SRR S b, TR R T 2 5, AT G2 ik £ 1 BTl o
1 — B AR S 7 2, YRR 2R AL B 0. 1% IR BE IR iR 80, 78— S8 S A1k S it 7y
e, AT BRI AR TR i » BT I 77 VAN HE I S R 4 sl VRS # D IR o A — 2

7
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PLIE ST S, RV RS> 50% .

[0021]  fE5) —Mre A PLIE St /7 S, ROt TR 8 3 FRE i b B 2305 e K,
535, IR 5 A AE A d e T @i iR L A S 1% Triton X-100,0. 396 1%
R = 1E T REAT 0. 3% 28 (L AL R 80 F¥ 77 — i vlinvR & AL B 52 (1 8 1 5 30 73 BRI 1
NI o AE BB ISR ST S, Pk Ty PR R KT 70 M pH P HE SN T
10mM 5 2 1V 220 AL S 0. 05 % AR B 1~ BUT5E VR AN ER A7 A e p P BOR Ve i 2 1 ot
[0022] "I SCEE VA IR A e B FRIR 28 75 T AN L E T I

R 1 152 AR

[0023] P& 1 #EIAMRYE AR B A T M ELS ADAMTS 13 FiIEE ADAMTS13 2% 5 (14 & 4k B
A 1B E R AP E A A R RS A S B IR 13 (ADAMTS13) 177 ¥ B~ 14
WIREIIFRE o WASO T A FF B A AR AN 53 22, B 1 e ] B 30 25 BRIt m ]
FHHET, /BT ER—AEE ANP IR

[0024] & 2A-D R BH B ATkt LIS EAE IR . B 20 FEIR 85 K AR B KI5 I 1E
AT 945 35 Ve B FH B FAS 0 (B 1R RS 5 1) 2B G220 K 43 35 VeIt BH B A8 e (B iy, {5 4
AU A BT 909 85 KOG FOFEST B 2C $IRP0 Sih B i BH 25 728 # iy, B 7R (At o
TR KIE IAR T 5 ELIE 2D R w0 Fosf B e I BH 25 7 A8 # iz, (E SE Al R AT 09 85 K
TEFRSE

BAEILHEAR

[0025] AR BII—ANT7 TV B T DRE S i A LA 1 B3k I B 82 2 1 6 1)
FAMFIEA 24 R KB 13 (ADAMTS13) &5 BRI J514, I A it th m] 48 75 <fF ADAMTS13 2%
1o R AU AR AT S Al AN B AN R K D IRRIE B/ BOR T (R T
Yo

[0026] 41 A% SCAE H A “ HL A 1 Y ok i g AROIRK B 1 R T MR R S R A B Ik 137,
“ADAMTS13”.“ADAMTS13 & 45 "\ “ ADAMTS13 22 ik ”Fn“ &40 ADAMTS13 721 B ¥ (BRIESR
AHIE ) I H2fe EmAHFLEhY ADAMTS13 & 1 )5, HAB ] 4K ADAMTS13 25 5 A
ST B K AN R ADAMTS13 & [ BT 2 0274 B A Y. UniProtK B®
NG LS QT6LX8 FI1 Q769J6, X T A ADAMTS13 (1) &5 a4l 15 Al 7> 5145 S v] DL T+ Zheng
% ((2001) J. Biol. Chem. 276 :41059-63) 1,

[0027] WA SCAE A AR TE “ oA is AT AR O B 28 A 5 ADAMTS13 2B Thig
ARASL, B _EARUR A Dh B AT 2 Bk A YERT A E i BO 2 Bk 4 ml A
— A ERZ AR KBRS/ BOB e, TR — A B E AN IR R I AL AR/ B
B4y B ADAMTS13 2 [ 50— Pl el 2 Pl AR v ot AN B AT AnT S 1 1) 47 D s o 430 2
EREPE B A K R AN TR A BUR) 130kDa 5T, i 22 IR ) A A 1 hT Jd
SRR 7 VR, Tk 5 A4 i, ADAMTS 13 56 T I8 1tk 1f AR ERL 1 (vWE) (IR TS
P, F/ BCRERON B S Seb A/ BRIEIR (M) 773 “ TR U AN A2 T ADAMTS13 85 1 A T
RN IVE ) — A B A ) A e B A BRI, AR T IR 28 A HH ADAMTS13
hEe E RS, 6 R e 5 |, 90 2 f ADAMTS 13 A #5835 M I i F 0 206 7= A5 K280

8



CN 102482660 A WO B 6/31 T

R ARG AN PR TP LA B 7732 < LM 5 T P BRI/ AT/ B3R I/ RCER B U
DR/ BIEIR TR RN AR R DR/ BUAEIR | IR T R D R/ BRAEIR | I A AR g D
/ BRAEIR | I PH ZE gk /D A/ BSEIR | vWE (4 41 FRETS-VWE73 (Peptides International,
Louisville, KY)) £ AZ4f#, Al / s ma2 g fif ( S0, 68 4 “Methods for measuring
ADAMTS 13activity and protein on platelets and in plasma”f)3E [E L H|5E 7, 270, 976
TR 6 A 58 55 AT B AR 10 A2 A 34 4T, MU 12 A2 58 1 AT B BB 18 £ 58 25 4T, R Ay
“Self-quenching homofluorophore compositions for detecting enzyme activity” [
957,468, 258 55 11 F45 26 1T 25 16 £ 50 17 s 2 WL 4 “ADAMTS13—containing
compositions having thrombolytic activity” HJZEEEH|ALEE 20070015703 S
[0036]. [0043]-[0045] F1 [0053] B, F1@i A “Substrates specific to yon willebrand
factor cleaving protease and method of assaying the activity” HJZE 20070065895
T M “Method for Detection of Condition in Consciousness Disorder Patient
and Kit for the Detection”fIIKH HIIE S 1990421A1 5, ik Sk J& % T ADAMTS13 £ JIk
MIELATAEYIA /8 BORR LAS | 77 LIFAARS) .

[0028]  FE 4| ADAMTS13 (47 i1 820 A 2K ADAMTS13) W] 3 i A sk b 0 AR AT 5 R &
Bo A RARSEG 2 IF T W002/42441 H, L35 T 2% B4 ADAMTS13 #2118 721 1K) 75 =
LA XOFAARSE (S0 14 TR 6 4T 258 18 T8 447 ) o A48T =, 1R
i LU T35 R AT 4] ADAMTS 13 = (1) Sl Ikt ff TR, #4028 1 RNA OB R/ 5 DNA 4%
SR i) 4 E L ADAMTS13 2 H R4 5 (1) a4 G, 1 n 22 o v 2 FLE B e S i A
ADAMTS13 #ZHFERJTH) 5 I NEAZ AN 5 (iii) 0 m DL S s or ik 7 AR R 56 AL A Mg 5 (iv)
4 L s 5 R ERAE R G 5 0 41 ADAMTS 13 o F1 (v) 45 4 M 78 35 v sl i e s e Ak 41
a5y B A P AR F TR 20 ADAMTS 13 FAE S FH (vi) MRAE A SCATF I T72:, I S Fh 24k
ADAMTS13 & [ ).

[0020]  EE4] ADAMTS13 Wil it 724 1& 116 = R0, L EA%rE + R 40, I H AR FE SAE
TR A2 R0 ADAMTS 13 73 I R S8 R 1K K™ A2 FLAZ 40 M i) 5491 A, 35 (AN R T
IR LA 40 L, i 401 CHO . COS \HEK293 \BHK . SK-Hep Ml HepG2. E— ML St 5 2, f# ]
CHO 41 i, Jf H. 40 Mt B2 ADAMTS13 &5 [ s B3R dkrp . ¢ T H T E 4138 1K ADAMTS13
A B AR, YA e s BR i, I FLAT s R AS sl b 2 0 o 45 B A4 R 5

[0030]  BIACSTAE HI A “ A 7 R FE A& ADAMTS13 &5 [ FURIAE ADAMTS13 2% Bt AT T 4 &
Yo ASUBEARN GO RS, WA B st B A S AT 4= A=t b ik i B 20 ADAMTS 13 1)
Zh R, DRI, BE R AR AR B IR R E AL ADAMTS 13 RIEE AL 40 i S BT 10 3BV s G 75
FErpaiAb B2 ADAMTS13 8 A B T 2K — DM A P B AL & ADAMTS 13 G2 s A
/ BONGR NS TR TP SR AL I . B0, A R Ay TR L S s R L 2% ) /N 5 o
[0031] - LuSjti 5 S, AL 100L 40 i 15 754 L3 R it b 44k ADAMTS 13, 2R
7> AL AN TR AR BA S B 7V PTG S #2 Ee ok (an ) DL KRR A
PR, A5 — S8 S 75 22, T ik 75 VA A AE DA b AR 7 U, 9 2, I 2222 2501 4 i 2220
29 500L FE B D2 1, 000L F h 4i4k ADAMTS13 52 H .

[0032] 4 A SCHT AR A “HE ADAMTS 13 2% 5 ” 35 & 45 T ZAHR IR, 2% 5l A 5549 1
i E A M2k B iy e e rE E 4 e B e, RO e F 48 b)) MO e Mo a4,

9
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T U1 DNALRNA FUZH J ey s 159234 70 s8R sim v 55 a4, AF ADAMTS13 2% it A0 4% 7
WIAE S B 2% 5, 400 A0 AS BT A= 0005 ME B ADAMTS 13 48 (AU AT AR B B, B ADAMTS13 22 A
TR A0 MV B 38 A5 VL R, A ADAMTS 13 2% 5t A A0, 365 4 5 78 100 9 B UL 3 b R B
e 8 A, Pl AR A Bk % . AT 1 “REY” 2t —4ALU b
ADAMTS13 2 ik 78— L BAFRAT B 8 04 1 B S5, HOW N T 7 B A5 A B 5R
GER, VE I IR AR SRR KAy T2 R AR “IE ADAMTS 13 4% 5 7 th n] L 589 5595 44 o
TRV YRR B R AR/ SRR TR R IO 2 0, AR (B0 ) R ERRIRL
AR EE DNAVEE RNA B A B

[0033]  ARUE “alifb”. “alifb 7 LLAifk” S5 & s A E ADAMTS13 2% J5 75 o « B 25 314y
B ADAMTS13. 15 4n, e 4 40 B« 9 BRSO FL 30 W07 3= 40 i rh R IA I E 41 ADAMTS13
JROA] T REVE B AE ADAMTS 13 24 it (55 s =4 M 28 (1 0 ) Ralifh. 40/ H bk
7 ADAMTS 13 25 (AR & T 4 Mo 8x 2 i (i CHO BR i) 1B 4 b “sE i b alifh
[¥)” FEZH ADAMTS13 /b2y 60 % A5 Lk 2 DY) 5% A E, I HFEARIE R D2 90 % AF
(B2 95% 4 99%, BLZ 99. 9% ANE ) E ADAMTS13 Z%J5t. BRI, “ sz Ealifh iy ” &
Y1 ADAMTS13 % /b %) 60 % AN ARIE T DY) T5% A5, I B FMRE R DL 90% A4 (54
95% 21 99%, B2y 99. 9% AT ) 8 B4 A . 5 EARE A Al () @il
A2 T RS ] 22 s BB TIMTE RAS I, U S0 AE T SCE B T 8

[0034]  VERRTG YT FEADAMTSL3 B R E 4. WA SCHT G« & 47 el g 4”7
FEFRFE S I EE 4 ADAMTS 13 (1 H 40 Ee 3 n. BRI, ZEAE 5 52 B — LU Lb B, 490 Gt 5o A o 3B A T
— A ERE AL B S, B A ADAMTS 13 7 2 Eb 38 Inee, &A= ADAMTS13 2 (A i & 4.
TE— A7, 244E ADAMTS13 28 5T, JUHAE =40 ok (A s b 22 /029 10 f5 3145 115 1%
I}, ADAMTS13 7853 & 5. 18NSl 7y %&b, 249E ADAMTS13 24 Fiydsb 22 /b2 20 £ (40
2 30 £ 20 40 5. 29 50 £i5 2 60 15 2 70 £5 .25 80 5.2 90 £i5. 2 100 £5%% ) , 7 HICH &2
T 40 f g A BUR A2 9D I, ADAMTS13 7843 & 4 o

[0035]  ANAUIEEL AN 53 88 A5 A48 A mT R A 9 5 V2R i 3E ADAMTS 13 2% it JC o1
= 40 B 1 BRI . 49, R FHAE ADAMTS 13 2% B RSl o 8 —AN S 77 22, A
SERG IR L FE AL ADAMTS13 [ H6 A0 40 o f e 4 R 38 1 B35 W, F HL & 9F ADAMTS13 %5
D ARSI I 2 T 8 IR (RN #E— MRS SEE T P, AL g # 4k
() CHO 41 f, - ELAS I 2 I & CHO 5 15 P T S 13 W B L35 25 A o m oF 85 ADAMTS13
2 ST I 0, A8, B RE P Al ADAMTS 13 2% 5 (1 8 5 BT I (9 A ADAMTS 13 2% 3 &4
Le AR5, BRI, vH 5 o 3k R i 2% 5K (B, Bhppm o8 ) B PAEE (1 24 5 KF (1
a1, BLppm v )

[0036]  m] 1] Gt ok Hm g A 2% T vk, A8 R A0 T e AN M ) B 1 S 2 1 2 SRR B IS R/
B T filiE ADAMTS13 F 20 20k R Ge KA TG =40 ik A 5. — Mk v, mTEF X RY8 T15
TN RIPUR R = AP , I 32 405 A8 hE T2 A A (E & B2 4w ADAMTS13
(19285 R R IB AR« PTAE FHS5 A SCHEIR 19 5 iR AR R/ s80si 5_EAH AL 5 v SR B T = 4
M 2% 5o AR5 A 5 A SCHEIR I 7 VR AR IR/ s 3B ARABLIR 7 V23R A3 R 24k (a3 4 4t
A) A =40 Mo h s nT A T A B A 3 40 i ) E S 23 i LTS AR T S ADAMTS13
(B ERAR R . WIAE SR T, 45 1 7E ELTSA rh sl ik 2 11 3R QR 43 47, A FH P i ok
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R IAE B4 MR A . AT IE I 2D B HLIK 2 B R 2 BT A R RORS I BT A7 AE ) R R
(AR YL R/ BSOS AR o % 5 RS I A = 40 i B 1 B % 5 o HPLC o m] FH R Ak 7 3= 40 i 2o
IR s8R HPLC T3 v AN an S e A SR e 8 75 vk —FF R A JLdethy, W47 3= 40 B 2% ik
ADRITTAE A (a0 ) X L85 B 5 v B — a2 P 5 A H A BUR o

[0037]  4nASC AT AT “ 2407 Fon R (E b Bk 25 10 % T ety AL E [ o

[0038]  ADAMTS13 fi)'5 4

[0039]  —fCR UL, A BHER AL —Fh AL ADAMTS13 £ 1 FURTEE ADAMTS 13 2% Ji IR i
A4k T 41 ADAMTS13 8 )3 (JLIE A ZS ADAMTS13 85 H 5 ) W53, Hrh ik 77 i e
AR S () BERMIA K (1) RECHE PR R R A AR A PH B 720 / 5
KPR A A PR P ik, DG A% 5 (1) ADAMTS 13 [ s B . SR S A FH 1)« FH i vk
Bt A4 FASCRER A/ s8I P C AN AT X G iy A £ 2 B O RE i B L
REY S EEN A, BRI T BRI k. BefioR o i fEW g
HECN R R A/ BB R R A R e E A, B e T ARSI i A
FH B G 8 A IR S SR

[0040]  7E—LBSLjf 77 S h, fEAT43 ADAMTS13 5 [ 5T H B T ] R 2606k A A A9 B e i v
AT, AR SRR R A B, “AE 5 7 ZIRIT OREEN — A
AN SRR, AR (Ba) e ERN MR (pHAE SRS VB TS ) GRE R
NRRASE AL & B2 Ui, 724515 ADAMTS13 &5 F 5, PLi A% 5 b (1) ADMATS 13 25 [ )5
(RS R PE IR AN S5 BB AT 45 6 DA T PR S AT RIS A (aisds. an SRAs A AT
sy, 4 ADAMTS 13 85 15T, A0 35 L S 0P 350 43 F U 20 A AT S8 28 1 A 1) S22 A ok 1 )
Bl Y v T 2K (0 2% 9 T () ADAMTS 13 & 8, 113 ADAMTS13 2% 543 LIAR B o un 54 FH 434tk
i, WA B WL FIE R4 A0 A ADAMTS13 & [ BB L S Bt 045 o “Pe vl " 1E A
S Pt IR I B¢ EVERARE oy T A . T DAIRCER BRI ( BK
EIHW) o BRI R AR SR R T IR I HS A se s, () T8 i R s i T AT
OUUTE I PRk R A o MR IR AT AR I (B} B3B3 ) T E— D 3T Ak
B — Ak AP,

[0041]  {E—2sjf 75 S b, 49 i, BT U vk — 20 A0 45 FH (i v A e R R K A BT AR 10
e 5 456 ADAMTS 13 25 [ T VR A AR i 18 4 BH B 728 46/ i 7K T A EC A FH AR T2
fitho AEEAR UL, ADAMTS13 &5 (SRS S T U T BB G BB, B SR 7E ADAMTS13 25 1 Y 5K
JRPER I AN BRI KA FIAE N, BT RSB K A Bk, B AT 454 ADAMTS13 £
TR A AR B B 7 As e / Bk e AH ELAE A TR eiiis o T SCHRAIR G TR L I it
U BEFAS PR B - ACHe /5K P A B AR A T )7 G o i V5 A 3k AR I D IR ) 5
2

[0042]  (a) FEEEEEIKA ELisTh:

[0043]  FRELME AT i D B R A A ST IR L a0 AU 2L, BN STEE ARN
RIS T A KA TFAT T IR B L0 K AT (i o FR IR IR A (034 A AT 2
AN FREm oA B k2 R Cay, (PO,) o (OH) L, 3 H 2 B #8 AU 5 AL UL R s Ay 45
R = EL LAY o FRIEBE A ] LIS IR YR IR BRI I 3N T iE G il R KA
AR I T8 B R G o B I B A R B . BRI AN AR SR, EL AT

11
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2. WMAVKIAZLEZA Tum B2 1,000 0 m HARJEHE N, GEZ 10um 32 1000 m BT
R Tz AL . FEARIE S T R, T AL EZ100 AFI£910,000 A FEALIE L
500 AF1£43,000 AR FEALES500 AF13,000 A3 A

[0044] PP FRILEE K AT G PR T 1), 3 AT ] 345 78 A BT mT T s B A
SCATFRITT i o ATAT FH (R T 65 Wi B8 SR S5 AR AR R ) 1 BB o 2 512 48140 5% MACRO-PREP™. T 74
1T BB KA (Biorad, Hercules, CA) F1 HA ULTROGEL® (PALL,Ann Arbor,MI) . {E
— AN T B, SRR IET 11 BB A KA (Biorad, Hercules, CA) ik,

[0045]  FEAMML, CRIRAE A G iE AT e i 5 RIS B A S , A T (1) 9E ADAMTS13 7%
Jo ) S 25 S R A B PR R KA, T ADAMTS 13 85 (3 5 ) b 3 B s o M 3 20 AR B A
WP R, A B ATITe, R A AT AR S TR BN v, LA AR R LA
AR AR AT, 3 B 73 5AE EIE B s s 78 7 & AR ) ADAMTS13 25 1 i
[0046] 4 AR SCHT AT G “SE PR ER 73 7 SRR S R AR K A B P IRATAH B, A
ADAMTS13 &5 [ BU{EAE i FiE Vs e v B R A 29 3096 2112 100% ({51 2y 40 % 2|
25 90% , BN Z) 50 % FZ 80 % , Bl 4140 60 % L) 70% ) o Hil4n, FiE e 4 50%
25 100 % 1 [AIC 2 36 B A B2 7048 753 ADAMTS 13 2 5 (1) S5 3 e 3 43 i b I 4 10F T 3T 3
SR A B,

[0047]  FEARIESCHE 7 &b, Frdb AT R B A sy e B i 26, ol , 7E =505
T2y 3mS/cm 547 15mS/cm 2Z [B] (F) LT 3, YLk AE 2 T /D T4 10mS/em [T /£
SEETT S, AR EIR T B AT 6mS/em LR ER . 78— PSS AR E R T
A TmS/cm SR . RUBH RN DA VGREIFE S B SRS (Fn) S0,
SUA B Tt A T TR A T TR A ) v e R 1) R SRR TR, FF HLRTIE X T £ 20mM B IR
MR . FERIRIE AL 6.5 5245 9.0 28 f pH {E, 3 HARIERA 7 5 8 Z 1Al
pH B . F£ it PR EF 5 5L A ek AT A 4E ADAMTS13 2% 5T AT 78 73 45 & AT FE R I
6], W, 29 5 43 Bh 229 24 /N TAE BIH MR 3 Bt 18 23 i 4R s AR 1) ADAMTS 13, fiTik
T PTALHER B G 8B Ve, JUHR A — RIE VE RS i

[0048]  7E—NSEi 7 &, E 4845 ADAMTS13 5 11 5 (19 S Itk i A AR 5 b3 i sk e It
T 2 TR RE AT R R A iy 7 R ADAMTS 13 & 48, i, 535S (8
T RT RIS AR EE , 3E ADAMTS13 4%, JUH e =40 M i (1 ik /b 29 10 £ 3140 115 5. 75—
NS T S, PRI A (s A TR e R A b2y 20 15 (1, 29 30
5 29 40 £5. 29 50 5.4 60 £5. 20 70 £5 .29 80 5.4 90 £, 4, £ 100 £55% ) »

[0040]  FEARESLE 7 Z, fEAT4F ADAMTS 13 &5 [ BT 19 Sk B M3 7 IR 4 T BIE v skt
J S B2 R XRE BT B B B A (k7 AR AR ADAMTS 13 2% 5, JU 1 41 M i
H R BR 29 90 % 29 99 % o B> STt 7 8 0, A AR S 3R AT R BB K A (ks AR
ADAMTS13 2% )5, JUH G 4 R A P0G R 2 /b 29 90% (B2 91% .29 92% .45 93% . 4]
94% 2 95% 4 96 % 4 97% 21 98% 21 99% .41 99. 5% %% ) . R, A SC A TR RE
IEAEASF AT ADAMTS13 & 5 I S0 30 20 DR B V5 v B I v ) 2 A8 B R ik AT 72
S KA B AR A ADAMTS13 85 150 B2 7 vt T SR A A 5 5 b 2li4k 7] ADAMTS13 4
EPSE N

[0050] DA SEjifsl sh 4 (L A0 A3 ADAMTS 13 [ SE 5P 38 43 Yt ok 2 SE W AR A (0 e A 1 7 4] 2
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R M. —ERUL, N T fERR LB KA Bk B IR A4S ADAMTS 13 85 5 1 5 5 14 3 3 9
o, BRI B 2 5em B4 30em, 440 20em ) 30em 2 [0 RIFER B R . Y4k, ZEXFE
AT FR LB KA L T AN, TR R R R A A /T, Pl AR T i S 4y
Sl FH GG 0 ot A A )3 T S AP SR % T A R/ B4 G2 R T W T AT/ BR
AT FE—ANSEIE T T, BT AR R i, i, A7 20mM Na/K PO, HAA 7.0 [
pH 18 I HAE W N HA 5. 5. mS/cm [ B 5 38 (1K) 22 PP IS AL RS- 46

[0051]  (b) VRABAPHE 28 # / Bi/KAH B AEH i

[0052]  {E—/NSE it 77 S, ADAMTS13 &% [ el ik R B I, e B 45 &
ADAMTS13 £ 3 JFUITR A4 X BH B 1A / /K MR AH B AR R B A T 1 B e (it B 4.
CLAE MR I ADAMTS13 &5 A 1R A A BH B 7284t / /K MEAH TLAE IR I, 1 4FE ADAMTS13
Z% T A A TR R B e FUHh 25 A VR A N BH B A / K AR LR AR . BRI, W]
FR P 0 715 CAIE S8 7 HAs 2 sl 0% 8 (0 il v B O A S AT R i I A A B, BB TR
AR B A AC e / K AR AR AT IR AL B, JF HAEARRE S 23 B BEAT 5B B A 2 i
TR AR B T, W AE B 26 B0 VR 03 B B A i v vt b B 7S 2 I ADAMTS 13
T . B, WA ST, i 7R 48759 ADAMTS13 85 [ 5 10 S B e & A 5 T B v h Bk
CABE BT A £ B R R A AR R 4 1 T AR AT R B B KR vk A iR
JADAMTS 13 & £ o 76 RIS A b FE 2 5, A0 85 & 4 ADAMTS 13 1 BT e B 35 ViR sl 0 v
(R HAT R AR PH B A0 #e / /K AR ELAE A IR 19 2 A U Bl iy, 75— 5K
77 S ok B R A D BRI IS B M R B AL R A B B A /G
KPR A ELAE FHAS IR i e i AT o YRGB BH B AC 4 / /K PR A ELAE R AR ) 20 e AsE R
FE TSV AT T8 I AR SC TR AU P A S AR U AR N RIS TA S AT T
AT TR AT . 18 & TR KA B2 Ja i IR TR A B PH B 725 #: /
B K T A ELATE FHAM IR 2 0 3 K PRI e K B b SR IR 0t e SRRt T A 2 (ol )
28 B BRI AT ) D BERC AR o SIS /K PEEC AR ] A7 40 iy, JF HoT gk — 0 A 5 i K e 55 1, 49
S EY . BE— D85 GRS 128 K MR C PR RT TE s vR A A X A, B, 35 & T kAT
AT R A B Ek vk ) B 2 80 BRI RCA . 76— 28 sl 7 S, TR AR CRH
BT A/ BKPEAR BAE IR B T AR A AEZ 0. 07mM/mL FZ5 0. 09mM/mL 2 [8], Ff H.
HAY) 2 312 14 2 [af pH AR e M. — Mk UL, ADAMTS13 J2 48 i B T8 SUBEA / BBk
R ASTR GBI E A/ BiK AR EAE WG

[0053] W[ AR I A SRR B 7 AT i B IR A B & A/ B K M A
TOAE ORI ) sE A RS (B A FR T CAPTO™WIMC 4 it (GE Healthcare) 1 SampliQ
SAX (AgilentTechnologies, Santa Clara, CA) . fE—PULEsSLl &, RS0 S T
AZH / K HEAE BRI R & CAPTO™MMC, CAPTO™MMC /23& T HAL) 75 um ¥R 42 NI
P R FEAC I S AR BRI TR B 1) 2 A 59 P B 7 AC i 0. ‘e BLSE m IR T S Al A i A
LA EREZNEAE. 5T HEZ 10em B2 20em FEK R E A In BARRRU, 7E4)
20C R ATHAE/N T2 3 LR (29 0. 3MPa) HA 5K FR I T2 8mM i, B A
£ 600cm/h [ HL Y0 TH

[0054]  {EVRAHLARH & 72 H / Gk MEA ARG (%5 ] TR), ADAMTS 13 45 SR G
A BB A/ G TER B AR IR IF2E— 20 55 HF ADAMTS13 285t (49140, £E i TR SR i
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AERE B4R E ) . UERE BT IR A B Ak D IR, S A5 # / Bk
PEAH T AE A TG W B ADAMTS 13 8 15T, [FIIv5 4 P 4E ADAMTS13 2% Ji i i i ok € 1A i A
TZPEHATE BRI SAE G TP ADAMTS13 85 57 5
[0055]  #AJ5, #5 W B ADAMTS13 (PR -G53 PH & 7 A8 ¥ / /K PR AH B A F A IRV o, DAARE
CIT ) 35 BRAA S G 1975 Y s 2% TR/ B R 2 Pl L 38 DAME 2 ADAMTS 13 MK
B Ve . e Ut , 26 sy AT R i S RIS B A A Bk, JF HUH sk pr il s i &
ADAMTS13 (1) b iE ¥ B Wi 5 VR G A X B B/ g A A B FH AR T 8l o W B 103G |
Z )5, R AR B+ / B /K AR BAE M IR NG BE S BiE U . — el it 1B VRS2 I
A5 BB IR S A b M SR B A pH (B LA AT A G2 bR B AH G S EUE ik, 491
b 25 22 R I Eh R BE RN / B pH (B340, ADAMTS13 5 R4 B FHES 7 / BR/K M AH B 46 B A
MR SE Gk SS o 18— ANt 7 22, 15 55K ADAMTS13 A 45 & VR SRR I 7 / Bk A
B AE R P 22 iR Ve, 1 an, FEL & 20 20mM R R A1) 25mM NaCl Jf HAE=E T
HAZ) 7. opHAE PRS2 BB Ve Je8id P nl A AL () 2 20mM #5126 . £ 80mM
NaCl Ff 72 T HA 2 8. OpH i E VESZ M k34T . ADAMTS13 It 454 [RVR G 18 X &
T/ G A EAE F A T EAT F R ) B £ U BT iR g Pl L (54 ) 50mM Na/K
PO, 1 160mM NaCl, 3 HAE = T HAA 8.0 (1) pH {H A 16. 5mS/cm [ HL 3.
[0056]  FEREATFRILME K AT (i, 45 45 A ADAMTS13 2R A I BH B 18 ¥ / G /K PEAH E
VE IR T VR B X B i, AR IR W g » PSR 22 1h i BE. 28 ADAMTS13 £ 1 i A
IRABAOEN T el — Bk U, PEM S £ 5 29 5mM 229 100mM ¥ 22 8 -, 11
w1, 20mM 2 50mM I ES -0 IRBIMEGE TR AR EAN R TR Eh. = (R ) &Rk
(tris) HEPES.BKM: 202 82 MES F A5 e 2k Gly—Gly. = (3L ) St F ke / BERh%%,
W 5 e R I A B R B A B B 1, 1 W EAN R TR BB B, DL R R FE Y
I (1l C1. PO, SO, 5L OAc FHES 756 ) o« fE— MRS 77 Erf, RN R AL 25 =
WP ES -, 4 an, K T4 700mM Na'o Pl 22 Pl n] B Y 7 2125 11 3 Bl N pH {E
TE— AL 77 =, Vel AL & 50mM Na/K PO, 1, 000mMNaCl Jf .75 %8~ HA 8. 011
pH {EA1 93mS/cm [FJHL S %,
[0057]  DATT SEjids) o4 (A8 459 R I 0% K AT A 3R A5 1K B ADAMTS13 1] &5 G AL (1KIR &
BB A8 #e / Bk MEAH BLAE AR I BL5 3 ADAMTS 13 2% 73 B8 7 B 1 4t . — R
K, VRABIPHES 122 He / Bk PRI AR S R 4 Lem 229 100cem, BT
A RFM LR B . BeAh, BT () FE S5 ADAMTS13 [ & AH L) 4E ADAMTS13 J%
TR, R KA SR AR SR AR & 7 A0 H#e / Gk A EAE A B AR A A AR
FILLAT A2y 10 0 1.
[0058] 4, ARGUIE AN G A HRE, X T8 & R R KA FITR G A A BH B A0 #e /
7K PR A AR PR T 1) 5 T € 1 02 () STt 7 5 SR Ui, o A SR LU St Ty SR T I B B R
TEACAIT /BT R R AN 22 e US55 AR SRR S o 78— AN SETt 77 S, ATAE R ST v
oo TE T — AN 7 2, AR CLER R 5 SO N8R B — ik, B PR A B & 1
ACH / BK A BAE B IR EAT — IR B OR SR S YA . AR — A ST =
H iR~ P iR A P B 728 4/ it /K AR T4 Bl AR W 22 v i 5 T i AL R
B A KA AL S IBAH R] o AE— AN ST S8, FH TS AR P48 TR G4 X P B A #k
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/ BRACPEAE BAE AR ) G2 b2 L & 20mM Na/K PO, I HLAE = B 7. OpH {E A0
5.5.mS/cm HL SR

[0059] RSt /7 %8, AEAE 43 ADAMTS 13 25 [ 5 1 S5 5 P 30 23 Uit ok 5 26 1l kA g
e, B 45 AR AR PH B 128 ¥ / B /K MEAH BRI AG, SR 5 L BRI 400 T 5 XA
i AT PR BE R K A FHVR A S BH B A2 4/ kK P A B A AR G 1 AR B s o 7 SEARIL
ST R, e E e A A 78 2 AR R ADAMTS 13 o 78— 4852 )i 77 2 b, % m] 1 S K
il (B, fERE FRR IS AL ADAMTS 13 (56 AT 3= 40 e S AR R 8 BB ) AT A Sk
) HR BRE (0 i v 7 A2 4 40 % F1 4 80 % ADAMTS13 (5t , 7E4 45% R4 75% 22 [a], 44, 7524
50% B2y 70% 2 ], 41, 29 55 % 2|2 65% ) Al / BT 40% 25 90% (i dn, £ 45% F| 2
85 % 2 1], B, £ 50 % 2 2] 80 % 2 8], B, 29 55% 212 75% ) i,

[0060]  7E—LE5 iy S, B BRI BR 2 90 % 21125 99 % 1075 E 41 fe 24 i 7E— 15K
W7 b, S5 XTRE HEAT B RGO RS 2 AT ) ADAMTS 13 4 A EL , G0 SC BTk () B e (3 v
B0 ADAMTS 13 4fifE 45 /2 600 fi, 140 2 /b 2 650 £, 5l 42 /24 700 £, 41 40 22 /b2 800
5, WA /b2 900 £, 1 Wi &2 /b2 1, 000 %, a2 /2 1, 100 i, #lan 2 /b2 1, 200 1%,
ol a2/ 2 1, 300 £, Flinz /b4 1, 400 £, k24 1, 500 f5.

[0061]  fE— L5t /5 2 v, Wfml L3k i@ ik UF/DF 1/ B9 B8 1 A2 e ok 7 42 1 B b
(B, fER 7R RIS L] ADAMTS 13 (AR 340 i 5 AR I TR B8 LB ) BT A SR 1
HR BRI A B 20 600 312 1, 500ppm 3 ADAMTS13 25t (51 47 3= 48 i ) e o
a0, B B v n] ;A A 2 750 F 4 1250ppm JE ADAMTS13 2% 5 (AL 5, ik B /T
51, 000ppm JE ADAMTS13 2% 5 (FIFE T o

[0062]  7F—Leszifi gy R, 5 E BEEIEVE 2 AT AR S AR TG, B B vk e ARk
ADAMTS13 Z& 5 (JUILrg H4dis ) B9 40 1, 000 53147 3,000 fiF. 75— L850 /7 &
o TR R ORE () e B 92 260k BE 21 ADAMTS 13 [ A7 = 40 i i c 4B 1) R 8 B3
V) AT ASSCHEIR I B e 3y /b AE ADAMTS 13 245 (s =4 e e ) 2 /045 1, 000
i, Ban 2 /b2 1, 300 £, Bl an 202 1, 500 i, 1 Wi 42025 2, 000 4%, 4 an 22 /b 2 2, 500 1%,
1l 4 25 /45 3, 000 135%%

[0063]  [Alk, FEHLIE Sty 2, ok B AL 2 FE 2 ADAMTS13 VR AR 20 BH B A5 / Bk
PEAH FLAE P IR ()05 o 22 i A5 S it b 240 ¥ ADAMTS13 88 H UKL 59 o

[0064] A5 I T ', Bl &

[0065]  fE—4LsLjf 7 A, A SCA R T vEHE— DA FE I 5 5 ADAMTS 13 AL & LU(E
T R E B A A BUR EE A R A R B B 1A 3/ /K A ELAE A IR 1 R
BREIEE R E R MR EIE AR S0 B, A0 P I ADAMTS 13 Wl REAT DUT /R i — A8k
P« (a) BILEEYE / B8 (UF/DF) Kik4d ;70 / 8k (b) 6L 5456 ADAMTS13 Hbt 5
N 0 00 T 8 A 80 T A

[ooe6]  (a) THl'E SEHEUE / &€ (UF/DF)

[0067] 04T Tl & A2 55 B8, B b vP () ADAMTS 13 3 o 70 468 Sk ik 445, IF BLRE 5L 1
GEIPURIE B Rk A . TR AREYE / B UE D IRIRE AW bR ) R A A
TV B R K e A TR A I S P B AR/ K A B PN T 1 AR R v kAl
ADAMTS13 & 4R 2 AT REAT « T AR AR UE / V2 U8 0 BRI W 10 AT Il SR 1B A8 e ik (dn
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BT ) ZHTHHT . WP S 0E / 20k (UF/DF) BB a] A s b /N4 1 B4l 4y, i,
MM LTI Dy PR A5y . MR A Sy ] Be LA BIBE 5 1) S AT PR A Y ADAMTS13 %%
o R, TUE 4R UF/DF Rl ALl o e D BRIV 8. 76— AN St 7y £, 15 49 30kDa LA
TNy TR B ER D ISR Sy o AR 2e Sy 5 R (B BIERR ) b
35 2 60kDa LA R 4 55kDa LA £ 50kDa LL R #) 45kDa PLF ) 40kDa AR 4
35kDa LL R4 30kDa LA R .2 25kDa LA K %) 20kDa LA 25 (K141 53 .

[0068]  7EHLLLSI il /7 S b, db AT FH U AR IR / 1B UE D IR LUK ADAMTS13 A2 46 1) 1 4 1)
LRI DA S SR A BN/ B TR AE R . FE— AN T B, S A SR
AR A T T 5 B - AT Hi (B3 vk G R B8 B P, 45 BT RIS B AT e
WY i, AR R R AR ER T BA /N T2 10mS/em ¥ HL 33, U012 TmS/cm 32y
8mS/cm, 541 TmS/cm, 3+ H ] BA ST 8K T2 7. 0 ¥ pH {H.

[0069] 75— SEii Ty &, WA IS SR IE A Tl R IR B A (o s AR 1)
ARG, AR T IR (O SR T AT IR S B B B 28 #e / B /K P AH BLVE FH A IR I (a1
o 10, &MWL E 20mM Na/K PO, HF HAEZE FRAL 71 pH{E. 7E5—15K
W77 &, &G GO R/ BB A R B AR R ADAMTS13 &
H B E o 75— SEH 7 T, 1A W2 s iR &/ T4 10mM (491 4, 2mM) 052 ()45 25
o EG—DEHETT R T, A ST BANAAH /D T2 50 u MO 40, 5 0 M) WRFE H)EE RS
T

[0070]  FE—2CSTjfi 7 &rh, WA WM Z IS WA SERAETBIRT A 7.0 1) pH E %
Wt B S Be D i e A —ANSEITT 22, S2ih ik B H DU AR A (B =
(FeMAE ) 2 AL T bt HEPES BRI 20 2 I8 JMES TR R 3h \Gly—Gly = (%L ) 2 LMt
[0071]  JhTIUE £ UF/DF B3R J5 34T B 5t AT 7F 5 2 Ak 8 B A H, 46 4, % ] o
A5 FrB A R IEBEKA BOEE, SUREE R A BB BB A0 / B /K PEAH BLAE F A
RRVR AR S B 10 fE S 4 M 85 A R UF/DF R4 . A6 —S8sefi 7 &b, 5PlE 4
UF/DF sBIR 2 B AL S AR LL, UE 5 UF/DF 23R 2 J5 IAFE Ik 45 240 10 f5 212 20 £i%, 51 4n
2y 15 fio

[0072]  (b) VW& SEPH B A0 Hie (i vzs

[0073] 3 —AMTE TS 4L 0 RAFE TS S iy, Hon] 7Rl i SR A K A ik B 2
KA B IR A B B T2 3 / G/ AR ELAE FH A IR 1 AR B Gy A ADAMTS13 ‘& 42
AUHEAT o AURE AR N GOR A RE, TR S G A AT T S / B PR 5 it
ITo B, ], BIFEA TR L TR 428 08 / B U8 D R 0L T 3T Tl S Ak
[0074]  FE—HEsjti 77 b, T S O D BRALHE H S E AL ADAMTS 13 FIFE S 5 1)
B ACH e R i 44 ADAMTS13 25 [ ST B B 1 AC B IR el o tislt /2 1, ADAMTS13 &5
GBI AW T b RE S5 AL Bl anAR ST IARTE “ BH B A8 Hem g 7 2 Fe
A TS A Ensim B (Bl ) B+ Ea i 2EE (b pHE ) i BA
E AT AT AR i o SRS (E AN BR T — ZFE R 3L 2 6¢ (DBAR) . — I Jk Z % (DMAR) L 2¢
LIEN% (PED) (WU 23t £ 5E (QAE) \ —HHE2 ik 458 (TMAE) (4% (Q) 5 R H4E .
[0075]  7E— ST Eh, BB A b ik A LU MR AP I — A ek 2 A KL
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B HEVE VR B AT N M IRAT e PIAE A SO JT B T 46 20 BRep A i i B B & 1 A2
o B AE B AE PR i Sz ) A F5 Q-Sepharose Fast Flow(GE Healthcare, Piscataway,
NJ) . ANX-Sepharose Fast Flow low sub(GE Healthcare). DEAE-Sepharose Fast
Flow (GE Healthcare). DEAE-Toyopearl (Tosoh Bioscience LLC, Grove City, OH) .
QAE-Toyopearl (Tosoh Bioscience LLC). POROS® Q(Applied Biosystems, Foster
City, CA). POROS® 50D (Applied Biosystems). POROS® 50PI (Applied Biosystems) .
Convective Interaction Media( CIM®; BIA Separation). Fractogel-DMAE (Capitol
Scientific Inc.,Austin, TX) .Fractogel EMD-TMAE (Capital Scientific Inc.,Austin,
TX) \Matrex Cellufine DEAE(Chisso Corp., Rye, NY) &,

[0076]  7E & 5B & A8 e (i vk I 1), ADAMTS13 &5 4 T & 7 A2 et fig L)+ 54
ADAMTS13 Z&J5t (I W m] 4745 TPl & & UF/DF W4t (178 4047 ) 385 — ROk,
B B82S # b4 g W Bt ADAMTS 13 25 3 5T, i AT K T4 4 pH AR 055 FEL s 3E ADAMTS13 2% it
M B & A AT N T RN P IERR . SR AR TR AE pH (A HIEE ADAMTS13 225t
Snm UM, LR A Z H A A T B, DT AL SE 5 ADAMTST3 S Fudbpe it 24
Ji » F W B ADAMTS 13 FUATAE SRR 2 BB e, LME (B ) 5 BRAS BUES & 2% B sl Ged Al
/ SRS ) L R DAHE A U . S OL T, P 455 i ADAMTS 13 i 3 0 2% i 1
B BT AN BH B A e i e o AR — AN ST Z T, ADAMTS 13 3 id 73 P Bl SR e M o
— R UL, IR L ATE PR MIRAE IR N A T R 9 208 (it 7.7) [ pHAE A
25 10mS/em (21 6. 5mS/cm) [IHL G Vel e liAE =0 T Al R4y 6 2125 9 (40 7)
(K] pH AEHIR T2 10mS/cm (47140 16. 5mS/cm) FIHL T3

[0077] 38 H1E UL R, ok B FH B 1 A2 4 (0 1% 20 IR Wk B0 v A2 4 60 % B4 120 % 11
ADAMTS13 35 (47 A2 70 % 54T 80 % %) 107 % ) ADAMTS 5 1% ) H. / sef0 & 4
21 20% 21 70% (BIINZEE K2 30% 2 40% 21 50% 41 60 %25 ) (K E4] ADAMTS13, 7F
— AN Z P BB A AR D AR ADAMTS13 4 R4 2 53140 5 fiF o 76— MLk sk
7T Z R, U B & 2 R R 4 BRI R 2 T5% .

[0078] AR5, PEMi i) ADAMTS13 W] 41 b Fridk i ik X AT A8 45 ADAMTS13 & 1 J5 [ 55 iR
PR T R R SR A (iR s 4R, B8 43 ADAMTS 13 2 19 5T 1) S 5 P 8 43 TRt it 1
FAT T XIHE S AT BRI KA R B A5, B 45 ADAMTS13 5 H 5t iR 5 58 2 BH 25 1
ACHE / K PEAR AR MR B (iR s 5.

[0079]  Jp T KiG

[0080] AN EL AN 52K DA IR B 55 KOG 7 A PTG HE T L& slmT BB 5 # 0
gy R B/ SRS TR BRI 28 00, A (40 ) a5 RI0RE 95 55 55 E1 50 75 DNA
FREE RNA R A BL) MOFE L b 4l B4 ADAMTS 13, DRI, £E— NSzl b, A SCA TR
TriFEH AR DR EKES R, RERE KIS RN A e A s O
TR IR TR, H2 VG BORE (o, 8k (A0 an ) g g o B 23 25 16 i Jo 04K T
AR HAREAAT ) AR ERA / B ERTS A AL S B B (4, 20 RS HERRL) o
PRI, AE AR SC A T IR, O o5 KOG 7 &30 25 KRG MR BRI R A — — M el P A IS o
[0081] G SRUEAT HITE A3 B3 KIS Al AEREA Al T2 kA —RE— kL b J34k,
AL LER AR S AT R B KA A AT e R A o ARS8 Sl U7 2270, T B K 2 A B
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ST A )8 T P RS AT S R R R AT IR P IR 2 BT JE R AR . AR, AN
FEARN U GR B B K (WA G ) AT AR 4L T2 B TR i) 20 BRI A A
PR, AT A N 53w IR B 55 H5 38 24 i H Lo

[0082] {45 TG o £ J 5 75 AN B8 A2 A7 1 T VALE AU SV o — R U, A4 P )
JIE AL B B R s (EOKTS ) BT E RS R - S RNRE i mEart il (20, 4
1 Edwards Z& (1987) “Tri (n—butyl)phosphate/detergent treatment of licensed
therapeutic and experimental blood derivatives” Vox Sang 52 :53-59 ( JLH.Z W 2E
54-55 11 ) sFISEE LRI 4, 540,573 5 (B 72 91T RIEE 12 #4585 4217 ) ;%8 4, 764, 369
T TR ITATRI 12 B85 4747 ) 556 4,939, 176 5 (5 3 £256 59 TR 10 #4258
1447 ) ;565,151,499 5 (25 2 £255 59 4T 228 11 #4268 384T ) 576 6,090,599 5 (5 4
520 AT RIS 8 FEEE 67 4T ) 55 6,468,733 5 (5 5 AL 12 4T B4 9 #4258 36 17 ) s FIEE
6,881,573 5 (555 £258 63 /TR 14 £458 94T) s HE AU AT AFEAARS) . HFAE
N AL A B SR 0 BV ) — V8 W 2L A ] A AR S rh L AN A T 50 — T Vs R 415 9F B
PIE AL & Ak 8 ANE TR A AL AR BR P S (0 i B2 — 1E T B8 (TnBP) A Triton
X=100™, L K i35 80™ (CAS 9005-65-6) 5 4, £ K L) ZL B I 55 o R 5 I BR BN 25 . ¥ 7R
/ BRI TE TR B ] kg AR A A A R ek B, 49 KT 449 0. 1% 1 TnBP FK T4
0. 1% TritonX-100™,

[0083] ¢ —UB5fili 7 ZE P, VT — 15 T TR S AT 75 O I A5 4 10 32 100mg/
ml RV — VBV, 29 5 2125 8 JE [ NI pH AE K, FZy 2°CRI2y 37°CIRIEZ 12°CRIZ
25°CE [l N TR AL, K2y 30 73 BRI 2) 24 /NI RIEZY 30 73 BRI 20 1 /NI o £ — STl 77
S TR A AR AL I TR R T SR o £E — N SEHE T B, R KIS A RELREE 15°C
B 25°C MBET - i EFNE S (B, 5 0. 3% TnBP.1% Triton X-100™ F1 0. 3%t
T 80™ IR — VEVEFINR AW ) ISR R IER D LN 55— Al =, A
FRAE 12°CH) 16°C FAALE 0.3% TnBP 1% Triton X—100™ A1 0. 3% 5 80™ f1vss — 5
VEFNE G AL EE 30 43 Bh . WIS I AU BT S g 0, mT A L e ) - IS VE R A
A/ BOEA A, WAL R BE SR S S IR — IE T HRI 4l G . HRRAATTREFREH
K ALIE TE], 0 2 NS 3 ZNEE o4 7N 5 ZNE 6 /N T ZNET 8 /)N R B B TR

[0084] Ky ] L AT A 2 A AT ke AR B, KOs n B R R, ik LLA R
BE G IBEAT IR RE R4 1k W, FE— 2o Sl b, K i H — MR & 4
20mMMES, JF HAE = N B2 6 11 pH AR AR St i Bk 4 1k o

[0085]  7EFHWEF — I VA A A I A 75 JVE 2 I » RIS BRI - 1S s R A - 11
WL, 5 — T RN A Y 4 AL B e A I T RIS R . E— 2SI T R, A A
HATEET - 57570 B (SDR) AR, i W, 1 n HyperD™ Ml (Biosepra Inc., MA) ( U,
S E EH)5 6, 468, 733 5 (55 5 F458 124725 9 #4258 36 47 ) , H AL I 7 A
AIC) W,

[0086] 7T 4 5 [l & 1 L Wi 395 Y K i

[0087]  7E—2LSji 77 ZE b, 4 5 KOS AL FR 0N £ 10 8] i I, SR — T v A s 55 2K
TG o WERFE P ] T A SCHTIR I ADAMTS 13 2 Ik DL K e 8 1 e 85 K« Foe 8 i)
ALFEAEAN IR T2k B v] BA 8575 e IR RUR (AT 8 3 S Bl 2B 5, A0 46 0 R R A i
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(PR, BoaBEPLARBLA B AR Fe @l EEHSHHA PR T 405214k ) (B (SFfbid
VR L RE I K A LA e A R ) (SR B AT R B B T (O A i R
H|E L W& A Arp2/3 B A WIS FRA R EE AEOWIEREA  EEH  Tau &
5 B R A e R R A, iR R AR R A F- B HEER ) JERRE A
MAREE B (E B &S FIE R P 5 ) B (WMASR B 5 B+ VITL B
XITT A4 A VR A CVR AR S A AR 248 R 7 A7 8 (1 B30 17 Sk il . if 2
MAREE T ) « C— [V 8 T ML 32 28 1 A R B B 0 (ARG B 1 A IR R B AR
[ NCAM\EFE R ) (BSRIS S 2 AU (CRTRVBEER (1 D PFEERE ) 8 Pl ( SEEARAR A2 A8
WIE ) V[ fis / Wi s E R (AR SR ) JEMAEKRET (REAKETE
By JRBFEFERET TR 2 (B2 R G B R BB AR AR L0 4y
AR, WM AR ) JDNA S AR (HED ) R E DR (c-mye FOXP2, FOXP3,
MyoD. p53) VEFEAAAE / IR AR (BREA ) HBEAR KRS FRESY (/ME b
M AVE SRR BER ) o FEPLIE S T b, SR P TR AR O R R T R
e T HHLIEFIRE R 5 R A R . £S5 7P, 22 U002 ADAMTS13 &
H 5, JUH2 B AL ADAMTSL3, B AR S E (LR ARIMEAE AR ) » 7625y
S, EAEAFURE MK T . E—2esu s &b, e i (Flan) B VIILFET 11,
HEMLAE PR 7~ VI Tay PR3~ TXG 8P A9 R~ B0 MIF JopR i i — el 22 o, JE L2 I 6
AL B TR/ SRR - TR TR B UG B . TRk, AR B I — A D7 T
SoF ] 7 B BP0 B K0 o DLIE b, 99 B K A 5 A B R A AR A i AT , DUE T Tk R
JFub B d i A iy Al Ak P 2 B e AT IR A B R B KT

[0088]  ZlALASFhER R Tl L8 (Wi EATdR K T8 AR A& S — 1 v
W EE K BRIE W S () A8 R TR B O sUREE R — T W RNR A i In 21 By
AL IOFE S TR AR, e R EY (flhn, F T ORRsE Al b R ) b L iR
SRR S YA — ST FINR S (B, 252 1% Triton X-100.27 0. 3% MR —1E T
BERIZ) 0. 3% 58 I ALEENE 80 HIRAY) ) AL . LEVAR — WEVEFML 2 Vs 2 5 , Al B sk
PR RE S IR A R A g TR, SRR R AR BT o O SE B B KT S BRL R B IS T
FEM R B DMEF IR G KA (1, 29 30 3 Bh B4 —AN /N ) o

[0089]  AHLLZ N, A& B — LUl 77 R B S e Ul (Bl prafife i de e i) 4
G K, P B AR EE . Tk T2 A REEE ARE 2R, A BirE AR
AbF R B AR T OGE R S R A S 5 - ISR S Y. RS
Ji &b, smAEE T EEWIE B ERAmEE T EssE Ol A B
T R KIEFEA SO RN “AE B Wi KIS BLN SER) AR [ ADAMTS13 7E Poros S
A4 B AR IEAT A L R KA X R T2 AN S T S AR E AR SN R R,
WA E &R VEREDE T &R B BN, B TR 2 A AR [E AR B [E R 2
CELFREBE A Bk ek i ) b [ v o A T8 A s TR ) S e AL f A s
e a= N O 1 I = 5 i O (T D=l = s = 1 N £ B 9 R S D w1 S 2 ol T 9 R 0 2
PR (3, ) e p Bl SUBE L i rEAH ECAE B S s LA ) iR AR
[0090] % [E & Tl At b 8 R AT W B KO P AT AL A . i, ATRE—ALLE
B (i AAE K IR Al AL A A A RURS E 2R 45 ), (0,3 4 AL R B3 KO T AR [R])— 2, 1)
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WA — kA ERET . X TR A RAL I U L, B0, 4K T B R 1A T R
/ BRI TR RS R, (AT B S A IR . RS Ty R,
FERE B B A b T

[0091]  [if] 5 o 100 P B KUy 1A R 6 Sl g B2 1) o — A M) R A A2 ek D SRRV il —
SO BN T — IE R S S R BUR I, 8 WTE SO R - g R R
i S T SR AR o AN 2R S BV AR U 11 PR, (E UK B 1 O] e I, ) AN E S IS A
R BRI, A 2L 550 — WS Vs R A R A T A e T s 0 8 Uy T IEVEAE R AR
SEFEATT 7 1 T SR il AE— S8 ST 7 SR, KRG FEUEUD T29 20% RED) O+
Y1 18% D T4 15% /> T4 12% /b T4 10% 8k /0 T2 5% B4, I H., 1F 5282 5
b, 58 A RHIRIAE S TR B B DT AT R KO B ) SR R K AR L, SR ERIKT
BARZ /D) 10% .2 20% .2 50 % 8544 100% .

[0092]  FE—AMLIESCHE T &b, B8 S T Ak i I b 9 EUBR R — s v a2 A
VRN PED R, DU RRa R (R B 1T LUAE15 T 0 B B3 KOs BV BE D 3R o o, v 20
BAEFFEL) 30 0 Bh BN A — A/ o B0 - IG TS RN S8 & b T18 6 T S8 35 K
ERR TR Ian E ATR I HE B 1 A E IR CE WIS 90, £F— s 7 2, i - TE
ERNREWAS 1% Triton X-100.0. 3% B4R —1E T BEA10. 3% 5 1L ALEERE 80, LA HfE
KT ADAMTS13 Al At 1) — S8 g St 7 S 1 5E 2 40715

[0093]  Ji g Kigtnl g () Wity (il FHanaE28 M ghas ) MmERslR. It
FIRERIGE R AT BN, BUES AR R RIS (KO ) A& BRI — B VR A Ak
PR B3 TG D IR AT o 009 B I 598 B3 23 R BT BRI o BT o mT e I
) — VBT IRE TR R AT/ B Ja kA — IRk U, AR B BB BRI S SR
ity B0, AT B B R ADAMTS 13 fR45e TR it b [R) IS) A 4505 55 0008 55975 e )it 1K 4L
L e . E— AT o, i ERRHIFLAREL 15nm 52 50nm 2 W], i J&id n] i ik
{8 FH 20N B¢ 35N [t yERs (Planova, Asahi Kasei) HIZNUENIHAT . 1F— L5l 7 &b, fd
FH U g CARTT (gl yg a4 28, o, mAE 2 2 w MO g%, B 0. 2 1 PVDF B PES fii,
[0094] 1 ok BH B A8 #e L iV 2ok N

[0095]  fE—Hesijfiy S, AR PR B KA (OE (R K A AR G 738
#e / BKYEAR ELAVE AR I AR By ) 2 )G, P g ikt — DA R ik P B 1 AS He IR
LR AL B ADAMTS 13 FOFE S AL DB . FE P IR, A0 75 ADAMTS13 %) 22 iR i
SEALEREZATFE (R A LE) DERES THE A aisia e X,

[0096]  (a) FRARZEMVE AL T2

[0097]  FEFRIEEE KA VA BUR B K A FE IR BN & A8 ¥ / Gi/K HEAH BAEH
P T B G BB I s T IE ik PR 2% v ¥ H 2, 8, Sl ek R e T (s
) kil & & ADAMTS13 &5 H B S v LU AT BH B A0 e . 72— 28577 &b, 20
W SRR RN T4) 5mS/em H / 8% pHAAE PR R0 6. 0. 2 9h i 1) v 3 2 m] 18 i A4k
U A SO IR B AR A AR I T A SO T ] T R BT A iR B . ERR
PR S FE R UE / B0k (B, A AR I A [ sl 2 o AT A ) SRR L B8 BT
[0098]  fE—ANsZiti 7 &b, 3B ik LR A 4 10kDa 8% BT B 10 B, A 6E T BH B 7 A #e S f7
i (B, AL 20mM MESE =38 pH A4 6. 0 IRl ) BEATHEIE / B R &
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ADAMTS13 & F 5 DA REAT BB A8 #o £E—S8SEHE 77 G20, 0K / 15 UEJE 2 PES JIE, HL A
%) 10kDa £ 50kDa # &, ] U124 20kDa 7 B it . £ 30kDa £ ¥ &t £ 40kDa 8 FE 2%
{8 FH 2R3, e pH B AT AAZS 8. 0 BRI B2y 6. 0 ; H. / B2 ob i v 2 3 m A =50 T
FEARENZ) 2mS/cm LLUR o AE— S8 RRSETr S, B IEGE M on] 5% 20mM MES JF Ho] HAy
FEEIR RN 6.0 ) pH BT / BUAE =3 T o8 0. 6mS/em [ LS 3R, #F—2USjE J7 &b, 15 €
D VB PR R T g A P T 2 A 8 G b B ) A ) s AR ]
[0099]  {E—ANSEJE 5 2, ) 4% A0 2 ADAMTS13 1) 2% wh i LAAT 3EAT BH 85 148 # 2  io
BT, B0, A8 R B M B, 1 A0 AT 4 I v T BB (Aquamax & 41, PES
chemistry of the Hollowfibers,Edwards Lifesciences,Unterschleiheim,Germany) K
Dialyzer Hardware KiFEATHI. — MR, T2 5L MIkE S, (2 2m® (i s AL JF H.
il G RS T 2 BRI LU IR as AR o A5 — 28l 77 22 b, B il S B i
B AN I P AR E A e “ BB TR R4 AT B I — D BT Eigi . &
A S P A, 5 N IR A1 7 o ) — RO S R ) O 2T AE R AR S % B B AN R
UK R AN R P, B SR s B A Ah 3 o 005 1 o O T YR JB P A i 224
R, 22 T3 0 IR R /N RH A BB R Ik B Pk b S VT AR 3K, (R I PR ) HE B LA 2 IR & 2 (A
flix . Wi Rmim sh B R VR B, T R DT AR DR AR B 4 B 1 AR AR IRvE i
VAT C PRIV s AN DR FF AT B f K BV FE BRI o DAL, VB A Al 48 SR B B e DL A2
MR A E R AT o
[0100]  7E—485Ljl 77 S, A0 IR L VAR AL &, 440, WIAEH UF/DF 55327 DL SEERAE
P AR £ AP0 222 e 3 S 488 LS M 2% 20 T BH S A0 e i VR Mk . AR Sty S b,
B 8 A 8 (i R AT 22 R S
[0101]  (b) FHE ¥ A HR A1
[0102] 1 b il , A SC 28 T 18 U7 45 AT AT 226 60, 456 0 Tk B B - A8 45 4 I € 0 2 ROk M
it o WITAS ST AT A H AT BH B 1~ A2 # b i " Fe i & T IR As e citvkm B (an )
T AT 2R (FErP M pHAE R ) T B A 0 f s AT IR o Sl R AEAN PR T2
SR (O EH e EEEEE] (SP, SE)  RIETEIREE (S) I A4 ZNE 2%,
KHAS . WBBEE R4 ADAMTSLS P24 = & T I EC I 22 by b, I 3
— gD AR ADAMTS 13 2% 50, A5 T 2RI I% i (9 anfi L4 i ek s (% 4 CHO 81 J5)
T 40 i DNA (#5401 CHO DNA) 77 — I8 V& AR A RS ), LA o< e (9
ADAMTS13 SR M MAE DA B o
[0103]  {E—ANSEjti 7 Zrh, B E A b iR ie A LU AlP i — A a2 A4~ RALBE.
BETEVRAIAT I ARRAT R0 AT R T A ST T BORS R A2 3R v 1 i 85 RS - AT e b g 1 3 E B
HI 2 AFEPOROS® S (Applied Biosystems). Convective Interaction Media (CIM®;

BIASeparation) . Toyopearl Gigacap S(Tosoh Bioscience, Montgomeryville, PA) .
Toyopearl Gigacap CM(Tosoh) .Toyopearl SP(Tosoha).Toyopearl CM(Tosoh) MacroPrep
S(Bio-rad, Hercules, CA) .UNOsphereS (Bio-rad,Hercules, CA) .MacroprepCM((Bio-rad,
Hercules, CA) . Fractogel EMD S03 (Merck). Fractogel EMD CO0 (Merck) . Fractogel
EMD SE Hicap Merck) . Cellufine Sulfate(Chisso).CM and SP Trisacryl (Pall).CM
and S HyperD(Pall). Mustang S(Pall). S and CM Sepharose CL(GE Healthcare).S
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and CM Sepharose FF(GE Healthcare).S and CM CAPTO™(GE Healthcare). MonoS (GE
Healthcare) . Source S (GE Healthcare) 2§,

[0104]  PHESFACHM G (o5 e ARG P BN I 715 78— 2857 b, FH B A0 #k
FERAZ0.2 325 0. 5mg ADAMTS13/mL ¥ 8 K2k, 78— MRIE S 77 &b, 4Bl 2 b
0. 3mgADAMTS13/mL WEAT R4 . — Mk ut, 75 FH B ACHmf G ik 1R], ADAMTS13 454
FHES A Humt g b, I HAT G2 b R S 2o miiat o R, AR Bt ADAMTS13 [ AEIE 3k, LA
8 (B ) JEBRAAELES & BTG YL el RO / ol iR HE 22 ph LAV 26 ADAMTS 13 MBH 2 1
ACHRA IR EVEME . SRS, WK ADAMTS13 78It i .

[0105]  7E—HE5 it 7y 2, AIH 5 A2 0 iy 20 BRSRAT I R V8 5 e T PUHA 1) 2 1)
ADAMTS13 ZEEEW) . E—28St Jy &b, ol an, Pe AL 3 K T4 156 % R Y, 1515 ik
W) ARG FE B 28 D R G2 i a4, A/ BB A i S R Ja T I
i

[o106] A AL HAA B B AEY) B 43 LUK ADAMTS13, 475 &l 2 A o¢ T-BH B+ A2 b i
Poros S WHE— VIR, WIS HH BN B AZ e s IR 2 4k o o, A8 —28s i 77 %2, 49
g, G b S VR R A, A3 AL T P A e A I A B B A BV - BT
PR KIGIA S . XPAE AP AR Ve T 5 ADAMTS13 2 ik — & H IR A = 1) 5
W, AESEARIE S T T, PE R e R PR e A2 73 2B el ) , Homl (fgilan ) 2
— B BRVENE N AT ER B ADAMTS13 SREEY) . (8 BRI L 77 S8, Ve 22 b o i it iR
80 MR K T-410.05%, Wty 0. 06% 29 0. 07% £ 0. 08% 29 0. 09%, EiE 4 0. 1%
200, 11% 290, 12% 29 0. 13% 2 0. 14% 8825 0. 15% . P55, I SEHE nxt T ADAMTS13 H
Hk—Ph e EA, T gE— 0 B (b E M IR B BEE ADAMTS13 HA 818 sl i 7 1 B 450 o “AE
ADAMTS13 25 1R ” 5] “ Xt ADAMTS 13 [Fs e /e 7 A Fa i T i JUH 2588 / 5k
BRI, BT B SRR / B AR TR S AR BB SR K ADAMTS13 1) R AR 45 14 11)
P AR AT AR T IRAT () ADAMTS13 I8P 53 38 AR G5 R RN/ B Ho e AT E 5%
1 i iR FE AR A pH AAEZR AL B 7R A SR ) R A BB ]

[0107]  ADAMTS13 & [ J5 th m g b 75 e 0 1) A5 A %) 2k B oR AR i » 48] 2, 38 e 7 5 TR 4 1)
R AT I8 IV 5] — V5 VAR AL BEEAT R B ORISR R AR E o A, 1S5 TR Ak
(1) 2L m] 18 A S i il D BRI s PR 24 P R dnditi gk T I & 7 Ar e A (1
Wl WASCTIR ) ANX Sepharose) b i1/ BUB I ki G W, WA SOk 2 268K A
/CaptoMMC [ BTV ) IIAE R o

[o108] A A 4l BT i — A B MEEORT 7= AR AL S BIR E 1K ADAMTS13 2 IR M5k
W 904N, Rk SE it 77 22, ok B M B - A BAE eI AT B 5 20 T49 20% . D T4
18% /DT 15% /DT 12% /T4 10% 8> T4 5% IR ED)

[0109] &S AZHe W i o v v 1) e i 20 WA 6 FH W Mt G2 b 8k WE G ADAMTS 13 4 11 Joi o
TE— BB 77 22, 455 (1) ADAMTS 13 2 38 b 389 0 2 1 3 1) 128 - 2 B >R A BH )+ A2 e i Tl
VRN . AL T DA R i BH B 1 AT b TR 1) ADAMTS 13 2 iy AR &R - B
/NFZY 10mS/ cm, B A0/ T 5mS/em (17 HL T, EAk, AL H T DL E AR A BH 2 1A e i
[*) ADAMTS13 [ 2B H e =W T BA /DT 7.0, 840 6. 0 1 pHAE . FHT MERE T E
TR Ve ADAMTS L3 (e B 22 by n] HA AR T SR i i & i A o BTt v
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FH pH A8 %% T 5052 5% T FUE 7744 G20 1 pH B I 2 MR IE VE -

[0110]  7E— ML S 7 22, F A7l 60K ADAMTS13 25 [ 50 P B 7 AC # W Ji
Peliio —MER UL, AP S22 e /e =W T HA 4 5 529 9 Z R pH E, 7+ HAS . gt
AT ER I GE MR AEE S pHAE/E S W PR T 7.0 (B W&y 7.5) o fEAE%R
MR AL D) 10mM ) Ca™ (T, 2mM fR) Ca™) 2B AL ARl B B DL N R4 -
BelE. — (2L ) ZEE L. HEPES A 2R WK ME . gly—gly. MES. H &R i IR #h 5% s 3F H.
EhATVE LR A4 :NaCl | KC1. CaCl,. MgCl, 2%, 7E— Mk scili 7 & h, 17 ik g
WHA KT 7.0 19 pH A HAE DT 1omM (945 8 1 b S th o fE— DALk sE
77 S A G v — 2 E AR T RS s, B0, 29 0. 01 B 0. 5% AE & T A v
3], 45401 0. 05 % FE B AU VA o 78 AR I Sl 77 S, 76 A Al 22 pP BN BH 8 A8 e IR
BRI 5 BER AT J5 SRk 4, AT SR R D IR

[0111]  F—PErEsSLii &, Source S(GE healthcare) , HlU1, G2 20cm AR 5 &
[ Source S AEHIVEREH A BRIGBH B 7 ACHeb g o FELLZR S 7 Sy, AT HIEY 2 M AEIAFR
[1J2 2M NaCl SRid4k, 3 H A 216 M FEAFR AL & 25 20mM MES. £ 10mM NaCl Fl1%) 2mMCaCl,,
HAESH T HA L 6 1 pH AL ISR - A5 ADAMTS13 2 6 =il T LMK T
2y 5mS/ cm ) HL S 6 5 AR, S HLRE 5 T4 G2 i AT, 5 Jn PRI £ & ADAMTS13 4R
RIS . W2 S5, PERE ] (B ) it B3PS a ik B uE g BTk
R 45 - G S 5 AT i BRI

[0112] 765 —AMRrE SE il 77 b, 7RG ML & ADAMTS13 2% 15 % i 1, 4 POROS®,
S FIVERH & A2 #e i Tig o 76 B0 St 7 8 7h, A0 3 FH T DL i 2 422 i SH 28 7 2 #8045 T 17
ADAMTS13 [ ] A /N T2 5mS/em [FJHL SRS T2 6. 1 52y 6.4 Z A pHA. 5
SR 35 B AT 0 e Hb B 5 5 U AR = 4, L ADAMTS 13 W] A F R B R Sk e it o un SR AT
T BE BRI, mTAS FH P9 A 22 b, 9, A IRER & & (o, D Vr B £R ) 13 — R
MEA RS (B, 25 500mM) 158 = 58 bl LAE 158 B it T B 29 200mM 1) #5
WRE o WIRIEAT 43 3D VR, B8 S i o] 05 A7 fg 2, 4 LA 4 300mMNaCl £ 2mM
CaCl, 27 20mM ZH 28\ £ 0. 05% kil 80, JF HAE S Nl HAA ) 7. 5 119 pH {077t 2% o
o FE—Le 2RS0T 2, /EPOROS® S IR JG AT B E e, B, APOROS® S 3£
131% ADAMTS13 187y Ca b T2 h HF B RA G & TAPE IR E . fEHe sty &b, A
POROS® S H:3R1F 1) ADAMTS13 1843 il HEAT HE— 2D IR 45 AN / R MR E D B8

[0113]  — MR, MR A SCA T 7RI — S8 STty 2 >k 4l AL B2 ADAMTS13 & 1 i Ak
HA 4 ADAMTS13 SR AR A G, 16— 7 &b, IR A ik ditb B4 E A
J A A2 /b 2 90 % 4l 41 Gn 2/ 2 95 96 A, 451 4 22 22 98 %6 4, 451 W sl A2 /b 2 99 96 AE I
ADAMTS13 S 1 5. RIARYE A 7k M) — SeSit 5 3Rk A5 22 /b2 20 % ()77 %, 7B SETE
T &, Il R E D2y 5%, BN 30% , N4y 10% , 4404y 20% , 51112y 40% , 14
W2y 50 % , BIUZ 60 %, Bl UL 70 %, B UL 80 % , B UTZ) 90 % s U2 95% =3, 4F
— s g S, Brid AR AL A VR AE L) 500 H4T / 250 ADAMTS13 F1Z 1, 000 547 /
22 50 ADAMTS13 2R AL I LU S PR ADAMTS13 85 1 . 765 — S8l 7 2, prid k4t A
HGHLEL 1, 200 Bfr / 2250 ADAMTSL3 UV 280 2% [ 5 2 2, 400 Hifv; / Z= 75 ADAMTS13UV
280 £ H U A I EL TS 1 1) ADAMTS13 85 1 5. 7EEE4H ADAMTS13 5 [ i FH £2 B4 ADAMTS13
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LR AR CHO 40 A2 10 5 — > SEE 7 2270, AR 2 JF 5 VR4l B4 ADAMTS 13 7 A4 HAY
/b5 1, 000ppm 15 =40 M2 T4 B AE— LSt T =, ik 77 A b
() /b %) 2mg/mL. ADAMTS13 & 1) .

[0114] 44 F 4 ADAMTS13 & A R4S

[0115] AR Bk — D PR B AR I A SC A FF 7 R 4l AL W FE 4 ADAMTS13 A &), A
SCA TT AL W] & T A7 A Ak 1) B 4 ADAMTS 13, )4, A8 — 28 52 77 2 vh, 44k i)
ADAMTS13 B AT (Bl ) 46249 —60°C LA A ISRAF . A SCA T I BWiE ] & H 07
P ] ADAMTS13 85 [ )5, FH / Bl 26 L Ta 7 i A, o3 B 4t &4 . #ian, 78
— LBy e, M A ST IR 5 R 3R AR I Sl40 1Y) ADAMTS 13 2 12 5Ok 254 e =X, B,
A& B R M A A e K.

[ot16] PRItk AR BHH) 55— AN J7 I X 240 B 41 ADAMTS13 25 H i 5 B s H e 24
BRI M ERIR S A G . LS TT R, 255 B Mk 2 2540 1
PR, 252 E Sk R A SECE EASWEMEYIR N, B/ BUCH AR mE LR E AR
Wi ¥ PR 4 1) T 5% 2 T TR B A A mT DAAR S b A AT g X S 4
WIS ARG BRE R R A2 AL VA B LA B ke R R TSk &

[0117]  HR¥R T Fria s IR, X 28 25 ) 28 A4 m] e il R 4 B M B3 s it P o P il A
AR W T 58 )" Remington’ s Pharmaceutical Sciences” (Mack Publishing
Co, Easton Pa.) W, GilEfIB&nlwfh (Hlan) CORsCERIEREH s UL E 4k, £
FENUPA A it FH R it FH B8 PR e P 38 PR e P /0 25 PRt P e i oA it D TR P Tt P 55
it FH 4% o

[o118] & HH T AR B 29 20 & W A A0 &5 4 D 52 ] A 2880 S B0 Y5000 FH 3 1 o X vt P o
I3 18T ADAMTS TS (414 4. A SCHT A8 T ) ADAMTS T3 () “ A7 2 87 ] Fe 15 32 iy L 240
BN A2 R AR ADAMTS 13 [ ZE MR N I B . F T ADAMTS 13 fEZ4 MR 2 5 58 M 18— Bl gt K
T A5 P A R R L, R AR ADAMTS T3 B AE 400 250 3 A 5 vWE 24 i 55 (A B
PEo “HREE” AR ADAMTS13 FEUM /MR R FE KV FRAK I 5, 491 4, o A 7 i B B 1) A 1R 1)
APk 2D B 55 A BB % I B 15 1 S R B LA AT LE P /KPR A A 5 (EL AN R T 1
B M /AR ek 2D P 2 (TTP) ( XNFRBEHRF4E R (Moscheowitz) ZRG0E ) L H &7 /K&
(Upshaw—Schulman) Zx&4E (TTP IKBEIE) Firp K. “HaE” OB RT — Mz
Tl g it B S A AH S R Pk 2 B A/ BTt AL iR o HEEE A R BN 8 S8 R AE AT
BEARN REIREIIEE W .

[o119] AU BHERHEIRT AL/ BRI Bl 2 R 3 1Rt A B S AAH DS IR K 5 5 9 AL &
PIFRF & . A SO F IRTE “ahi 2 ik 7 Ads AR LL LB FLsh) .

[0120] WA HIARTE “ ¥ 7 AL/ BT~ A4 43 0l SEBRYG T an Ab A0/ BT 2 Ak o
TRIT AL SR TR T VR TT IV AL Gt I A I 1 S B o 49040, 78 TTP 3 v, 1697 s AL B AR
SRELGEME— B E NS TTP AHRIHIRAN / BUER, DA B AR 2 5 b i35 mT Re ) A8
TERENG, {H AR IS 2 838 R 0 o 040, 897 AT LR AR T 11T Ao D B BRI 2 1R 16 97
an Ak, 1 HARW SR 835 O FERE TTP R s (o sz Sk FRAR R Joe Al / B IR T 1
Retgun ) R IEGIT mAk.

[0121] G TTRs fi &b, AR B 25 ) 20640 ] i FH 25 A 1 28 1 3 1 o A RS e i
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BLG () RIS RTBE AR AE 2 W, HR RS — AN B AT S0 TTP (15 M BEAGAH ¢
[RPER B R ) FR

[0122] [ T &R DAL, 2940 00 vl AL 3 A B T4 v A A 0 1 emT 245 () 1551
[R3E 1 1) 2527 BTz B, 1 G TR SR A 5]

[0123]  FH Tl B 4t FH IR 24540 o) 300 88 0 A 2 AR M T IR M e 0 R K o AE— 2851
Jiti 77 g, AT DATE 4 ) 9k S VR R 2 A i TR B VR R . AT 1R S T R v U
TEFN ARG (B2 R ) siA SR IR ER (W G0y iR SBs s H wh =88 ) ks ik, KM
T SR VR R A G VR BBURG FE (R A 5T, W W R R AT A 2 | (L A e e e I . AT
TR, VR AT S A I RS SR B N T ) RS A DU () S IR S R
[ 2555

[0124]  XPyE SR U, A B B 259 20 5 W m] 5 7K A I AR A R Rl (i nisloe
TV PR VS VR B 2R BRZE P 3R K ) AT X ZHL 2R B4l B e FH R i, AE S5 AR IS A
TRIBENFEE R BIER . IERBER— BAEATI R 24010

[0125]  FIF VIR 2590500 T i@ ik DL 3RAG B s M o 5 [ AR R R 40 5, AT 22 it
FEFTARREY), JF B (IR FERUE ) BN INA G BFZ 5, In TEROR &9 L3RS
FBHEAC 2 AL o A 18 IR A B FE IR AL BV B8R TR S5, i Wik, C 48 FLAE L
B H BRI AT ok B ORI K SRR EHE N AR TR R R
TR 2 P S 2T 4 22 bR PR AR 4T 4 220 s e, ARG BT b AP I RN B0 T s 0B 10, 4 2 B T
IR IR 1 o W S RE L TR, WIS I A B AR R, 1 AN AT TRC SR LA RN e W BT MR R IR
B L, W AR R . R WIS FH B LA 250 A S D B RS R0 PR BT R
R 2 < B 0 VSV TR VR B A 2 AL S5, DA FRASr VAT IR AR DR / B S 3N o
(01261 ] [T KAt FH 1ty 24547 i) 70) A 455 b B o) o ) s e X e 2 5 LA R v B SR i 2 9 B
L ALBH B PRIk ol e R A5 5 B . I AR mT & 5 LU W iR & s ) o 30
FEFNBORG G, W W FLRE ISR IR R, W W AR B IR IR B s AT IR Hb AR R . 7EHK
IRFE T, W AEAFAE BAAFAERRE TG OL R i M AL B W as A BB AR T A 18 A, v
B BB R £

[0127] A5 HRHE AS ST IR 1 7 ) 4% K9 ADAMTS 13 8 H e 85 AR I 40 S vl 5252 b ]
Bz R — I H], R FIE YA (B0AFHE) B, I BWE ST e stk i Ar
[0128]  SLJiifs]

[0120]  $&AEDLF S HE] LA Ui B B 1, i AERER 64 & B v

[0130] St 1

[0131] & 1 $2 AU A ST A T B A e B () 5E 28 51 77 S 4040 ADAMTS13 2 11 5 1) 7~ 141
YT TEPT P AL R ST ) MAERE F240 % 41 ADAMTS13 B 1 R4 %) CHO 48 i ji5 e 4R
(1) B P AL E A ADAMTS13 S . fEM S b, AR R & 4 2 Bofr / 27 (42
ToT /= TE ) ADAMTS 13 8 (AR A 40 B 55 754 s o

[0132]  4n&l 1 7w, B9 7% ADAMTS13 FHdE ADAMTS13 2% 51 (A & ] 1 Se AT AT 32 T & 22 4l
% s (a) WPER 101 Pros, FES D E I s (29 10 538129 20 %) FFH BB E (o1
R ENYY 30kDa) SRUEATRMIR E AL R (b) WisPER 102 R, ADAMTS13 & (1 iU n] 721
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— W E BRI E T IS AW IR I E s

[0133] A I T, B il &

[0134]  (a) V& £EMEYE / 28 (UF/DF)

[0135] 4 1 2BBR 101 o, R T AL T 4R B B8 1 A8 i (i iR e 28, o 4 i 5 724
TR A2 10 £5 3125 20 £5FF HALH PES i (£ 30kDa 3|2 50kDa # B & ;Pall Omega) &
JER A BN B T A L R ARG, PR U B FNEE B 1 R] S ADAMTS13 £20E o 4l ks
T LIETB U R 20mM = (R FREE ) SR FHE.0. 1% 5 1 ALEE RS 80.85mMNaCl |
omM CaCl, 51 M ZnCl,, 3 pH {H7EZH T & 7. 7,

[0136]  (b) ¥il'& AL & FAC#R (i i:

[0137]1  wifE 1 B3R 102 o, PUE S BB 7 A0 e (i vl 8 oK B GE heal theare [
ANXSepharose Fast Flow fIRHUACRERIEAT » BEBH B 1 AZ e IR P AR 4 DL R 4 RAE A (3R
1-2) .

[0138]  FEf#k 5K 0. 5mgADAMTTS13Ag/ml WIS sAF IR S :20em

[0139] %1
[0140]
W Zrhw BAER (cVv) K (em/h)
i ANX-HS 2 100
F1E ANX-Equi 6 100
E WAEFB IR CCS
THYE 1 ANX-W1 2,5 100
s 12.5%
R 2 ANX-EIuB/87.5%ANXEIuA | 100
12.5%
BER ANX-EluB/87.5%ANXEIuA | 11 100
5| 100% ANX-EluB
] ANX-HS 3 100

[0141] B, W3k 2 VEIR, v LA 2. 8 AEARFR VAL & 48 % ANX-E1uB Fll 52% ANX-E1uA 2%
MRRAT 73 200l . TR n BB AR A M i

[0142] FE 2
[0143]
Zrh il 7
20mM =Z(ZHE)EEF. 0.1% Fil1ZLEEEE 80. 50 mM NaCl. 2 mM
ANX-Equi
CaCl,. 5 uM ZnCl,, pH {H=7.7 (Z&)
20 mM =(FEFE)AEF . 0.1%5F 1LZLEZEE 80. 50 mM NaCl, pH {H
ANX-W1
=77 (FEiR)
ANX-EluA 20 mM Na/K POy, pH {H=7.0 (ZFif)
ANX-EluB 20 mM Na/K PO4. 400 mM NaCl, pH 1E=7.0 (Zi&)
ANX-HS 2 M NaCl
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[0144] WA A 5 & 1 A0 B8 102 5 7 KB4 g A [=] B8 g o 490 4, W] A8 A >k B Applied
Biosystems,Foster City,CA [{J POROS 50D F1 POROS 50P1. > H # F LA i 1 70 & B2 BH 25
AT B L I e I AT SR Al ) 20 % B2 70 % [ EE4H ADAMTS 13, JF HFE 5 i b 7
RS 2 AR s e A 2 DA T5% .

[0145]  ADAMTS13 [{E &

[0146] 173l AEIE 1 B8 103 1 104 1 o, S8 )5 WAl ADAMTS13 28l RS #R 0 3R (a) A
(b) B, A5 ADAMTS13 IR FH AT HR e iy, 1 ST 20 B8 103 [O4E 11 RURILHEK
£t (Biorad,Hercules,CA) IR IEME K A (O, 35 AT 23R 104 ILERH B A5 # /
B K AR HAE FHA IR CAPTO™MC (GE healthcare) b ITR-EHER (M vE . B B A, kA
IR 102 (1) 70 S BH B8 1 AZ He (i I DR vt AR I KA MR R 22 P 1 - A BB LU
H T E PR 22T 6mS/cme ATABEPENE R UEAT 2B 103 7R3 ADAMTS13 &5 [ 5T SE i
PEBR /AL 21 N AR FE B A, 3550 B8 104 145 4 ADAMTS 13 8 (A iU TR A 45 2 PH =
TR/ GiKPEAH BAE AT RR B B vk, R OSCRIER 34 WAL R BRI &1
[0147]  FE1 MR 11 BRI KA (Biorad) (HA) 912K <35 K 2mg SEE BT/ =R 5
FER i :20-30cms

[0148] 4T 2 :# g :Capto MMC(GE healthcare) ;9% :3-6mg ADAMTS13/ml # g ;4K =
J& ;10cm.

[0149]  AEAFALLFEHA @ MMC =10 : 1,

[0150] % 3
[0151]
- LI BA# (CV) ## (ecm/h)
ik (MMC) | MMC BERf 3 (MMC) 50 (MMC)
1 HA-Equi. 4 (HA) 50 (HA)
i} HA-Equi. 1(HA) 50 (HA)
. R (Ll HA-Equi 1:5 %% 1
£ N
ik s 8 %< 6 mS/om 20-30L 30 (HA)
E T4 HA-Equi. 0.5 (HA) 30 (HA)
#E¥E 1 (MMC) | MMC-Equi. 3 (MMC) 50 (MMC)
¥ 2 (MMC) | MMC ¥k 4 (MMCOC) 50 (MMC)
X 75% MMC Pt £8 i/
Ve (MMC) 25% MMC P UE2E T 4 (MMC) 50 (MMC)
[0152] K 4
[0153]
RN fic 1 RS
HA ik 20mM Na/K PO,, pH {8 7. 0 ( 2538, )
TANDEM-Equi. 20mM Na/K PO,.25mM NaCl, pH{& 7.0 ( =¥ ) 2 5. 5mS/cm ( E i )
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MMC ¥ 7k 50mM Na/K PO,.160mM NaCl, pH { 8.0 ( =i ) 2y 16. 5mS/cm ( i )
MMC P15 50mM Na/K PO,.1000mM NaCl, pH{& 8. 0( % ) £593mS/cm ( =i )
HA Pt 300mM K PO,, pH {8 7. 0( % ) 2y 33mS/cm ( FifF )

[0154] L AR B IEE E 42 S5 ) ADAMTS 13 R 4 B a] 2270 60 % .
[0155] 53 K
[o156] L] 1 3BER 105 Jrw, #F i il AT W50 — 35 v ) A 2 DA V5 G o 3 25 B0 B 0RL
K s H/ BAERE S g DUE BRI B B B0k . B 1 B, i B K 28R 105 1]
FERE P TR AN [R] A R4, 0 A B BC 0 D IR 103 F1 104 2 /1, 3RAE LA T HEIR b KRk 4 i
ZZ R SR e [, BIP IR 106 2 5 T .
[0157] X 3d I 7] — VB v AL R AT 75 I R U, A i AL 1% Triton X-100®.
0. 3% BEIR = 1F T EEAT 0. 3% 5 1L LR B 80 MU — & IR G WIAEL) 12°CRIZ) 16°C Nk
T 30 3% (e MU IR BURLBON B KOG ) o« SEHE) 2 theR {2 40y,
[o158] Bl B g A1, A AE L BEAT I v, ) andd@ i 0. 2 wom F0RE I RS A8 g8, 19, A
B - V5 R B S VRS W UL R I 1 R BRURE B 98 b R B, OF Hom i
0. 2 u mPVDF % PES JE i 3E . ik g AT ARV ) — VG M AL B iR/ B2 SR AT« ALBEZ S 1Y
ok ERT H TS BR ] Re CUAE AL BEIA R T G RORL ) B AR 1 TR, e R g A A 20N
it yE#s (Planova, Asahi Kasei) [JZAUERIEATILIE, H AR KIE PR 105 A2 75 Bl
IR 103 A1 105 Z BTREAT . 40 B Arad, Wl AEAE Sl B S A e a2 e AT i —
A 9 B K AP BR 105,
[0159] K [ I 35 KI5 1) ADAMTS13 W 7 4y L m] A 270 95% .
[0160] ik BH B 1~ AT # (A iV RORS M
[o161] 4L J5, ADAMTS13 W] 3 i 1 B 1 AC He B IR (o A RoRS I HAL 2 ADAMTS13 [
G2 TR ) T R A FE ARG M T FRAIG, DAME IR 208 A T B B 7 AC e iy i i 3% BRI, &
LIELEW K& (a) BARSEMTEB SR 35 (b) A f@igis.
[0162]  (a) FRARZZMIR AL T
[o163] ] 1 3PER 106 Frow, AT B B A8 B iy 16 il & T 8 S ¥ A UF/DF ( LA 10kDa
[FJ# B & ) M Dialyzer Hardware SRUFAT BIMRAGMGE Mg 4 . 0BT U6 I S 7 S
T2 F 0 1¢ Dialyzer Hardware ¥5 & HAT 0. 3-1. 9m® i 38 [ B 0 25 00 £ 4 1l 3175
M (Aquamax %41, PES chemistry of the Hollowfibers, Edwards Lifesciences,
Unterschleiheim, Germany) . 7EFAEIIIA], FEE L IR LA T 240 k07 (BIHRET B S
DL KBS I ) ) B S BANR T S R WA RIER:, — DR GRS 0T 4E)
I H—MERNB TR M (FE R IFEN 7 i) ERGe R 4 4 ) o X129 5L 1FES, K
2y 2m’ (R PE TR s JF Attt ahi@ak LU R 77 AU & :40ml/min (FE 305K 20m]/min/m’
ik gET AR ) \60ml /min (BT SEMEIRSN, RIS ) o (EBHTZ R G, o7 DA YRR
FE g2 gt it 3¢ BRI AT M fm rht. B2 e, FEa B 522 i RAAH
(RN, BAR HAEIR /N RS Bk 4
[o164]  DUIXA 77 A FRAR G M 5 28 2 Jim (9 ADAMTS 13 W 15 73 LU w529 90% o
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[0165]  FEH &St 7 &, SR SE P ml @i an D3R 102 W) ANX Sepharose-FF R EUA
& ERRTBH B 1 AT e (0 1B R AT

[o166]  [FH AT # t 3 vk

[o167] 4l 1 IR 107 PR, fEAF ADAMTS13 25 [ 5T #E (R [ 4 R 2 o 3 5 460
AR 106 F/ B B K AP IR 105) 25, A &R I B R AT B (R R . B
ADAMTS13 £ (4 i 28 MBAE Source S A (GE healthcare) B.POROS® S £, # UIPOROS®
50HS £ (Applied Biosystems) ¥4 .

[0168] 7 Source 30S#: PRSI S AL T2 5 1, 3 H A TR PRI S g d2 1t T
xzo6,

[0169]  HfJi§ :Source 30S(GE healthcare) ;#EM % 5 A 0. 2(0.5)mg ADAMTS13/ml 4
NG AR R R :20cm,

[0170] %5

[0171]
S B BHER (V) | HE (ecmh)
SR 2 M NaCl 2 32
D) SOS-Equi. 6 32
Ui 32
BYE SOS-Equi. 3 32
e 100% SOS-Equi/0% SOS-Elu. £ 0%
VRS CBRED) SOS-Equi./100% SOS-Elu. > 19
=] SOS-Elu. 3 32

[0172] i’% o

[0173]

[Erw | A X

S A 54 10 mM NaCl. 2

: . vB
SOS-Equi. | 20 mM MES, pHfH 6.0 (FEi&E) mM CaCl,

20 mM MES. 500 mM NaCl. 2 mM CaCl;, pH
15 6.0 (&)

[0174] ¥R E Source S FERIBENGBIBIYE I BARX T2 Bk 18 . (EPOROS® S
FE LRSI SATHRE T32 7 1, JF HH TR AP BRI 22 ph iR 32 8 .

[0175] # g : POROS® S(Applied Biosystems, Foster City, CA) ; #F 1 # : & K
12mgADAMTS13/ml A s AE K I :20cm.

[0176] *7
[0177]

SOS-Elu.
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it ZrPiK HAR s
(CV) (em/h)
MEVEL 2M NaCl 5CV 50
A Poros 10 CV(EZ| pH HAHEF | 50
Equi. o HFEMNBEENE
S oM1ED
k=1 BWR-EE AR | ES%/T 5 mSem (F |32
J& ) MMC ¥EBL WD
E ] Poros Equi. 5CVv 32
THYE 1 Poros & ¥E 1 5CV 32
TEYE 2 Poros ¥k 2 7CV 32
weERR Poros Elu. 5CV 19
Vel e 2M NaCl 3cv 32
[0178] £ 8
[0179]
Poros Equi. 20mM MES # . 30mM NaCl. 0.1%Mt:7 80, pH {H 6.0
(ZiR), 7£25°C THEEHZ 3.9mS/em
Poros #&¥E 1 20mM L-ZH B8 . 5SmM NaCl. 2mM CaCly. 0.05%H-78

80, pH 1 6.0 (Z ), 7F 25°C FHEFE AL 1.9 mS/em
20mM L-41f&E . SmM NaCl. 2mM CaCl,. 0.05%Mt75
Poros Y& 2 80, pH{H 7.5 (=), # 25°C FHS% K 1.9 mS/cm
Poros Elu. 20mM L-ZH &% . 300mM NaCl. 2mM CaCl,. 0.05%"t
5 80, pH {H 7.5(E &), 7 25°C FTHEE N/ 18mS/em

[0180] ¥4k HPOROS® S A3 Pk It v vth ok 45 3 FLAH RS T A7k G2 MR B U o

[o181]  BhE— 05D IR 2 J5 1 ADAMTS 13 O 43 Lh ] A 2202 70%, 3 HAE SR il
B2 Ja R0 2 90% .

[0182] 4] 1 IR 108 frow, iHE U b Brik i 75 53R 440 ¥ ADAMTS13 25 1 )i, ADAMTS
AT () 29 -60°CLLF . 3N T ERIRCERN L) 22% B2 24% 8 K.
[0183]  sEjfifsl 2

[o184] & 2 424 m] A1 18] 1 DR 107 (1% PH B A8 e Ui vk (1) S AP 4 AR R o EL Ak Ut
M PR AVEBTIRAF 1) ADAMTS 13 =41 b 3R 1, B 2C 4TI e e R M) o

[0185] Gl 2A Frum, 84k A 2T LL N BRI 18 AT F ) — 177 (S/D) AbBERAH 5
BN, A K B VR Poros S IHE A # (A A S . 8 2B PR, 224k B I
FAE 3 DM RE ) Poros 508 BH B 148 ¥ (32, (HJR 2 AR AT 55 K iG . A FH B PR AR
AT ARYE R 9 MR R P R EAT o

[o186] %9

[0187]
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Zr W b
\, 4] k;l:
B (CV) ZErhi ik Cen/h) T 25 R
a1l 5 2 M NaCl 50
L 20 mM MES #. 30 mM NaCl,
i 6 PHAE 6.0 (3598) 50
T . H A& &K 6 mg
Q‘ NI N
PR 2512 S/D Sb3R I F B B - D 32 ADAMTS13/ml g
s 20 mM MES ®. 30 mM NaCl,
L 1 10 pH 1H 6.0 (ZiR) 32
20 mM A JEE . 30 mM NaCl. 2
B 2 8 mM CaCl,. 0.05%Rti5 80, pH | 32
(7.0 (FE)
UVl S8 FE LAZKE
20mM 4 &% . 200 mM NaCl. JCEFFEE, FH UV
3B 5 2 mM CaCl,. 0.05%M4% 80, pH | 25 &5 MR KIEEY
: 7.5 CBED) 1ICV) 408 UVag B 51
5% T Z )G, ICEER.
[0188]  {EARAL A P, {2k H DR 106 HIHEE (47 ) BENGBAT ISR — iB7E W 5 K

WD IR 105, FUER E GBI BAT 0. 20 fLARRd vE A
W oK A A 2 VRV — R i TR

TR CIEBRR e Y . G, B
MIAN 78 1% Triton X—100.0. 3% — 1F T HsF1

0. 3% 2 (L AL EE S 80 (i 80) MIRAIKE . {84 12°CHIZ 25°CHTE B AL KR E R, 48
AR LIRS T, AT KIEZ) 30 73 Bh B4 — /NI H IS R o 3@ o B — AR A R 22

PR (20mM MES, pHAHE 6. 0, Zi ) MR R b K. A T R4 B
ALPR I M B RIS AR A (1) 0. 2w i

1) T J I RIURE 40 I o
[0189]

JUR/iEr S0l

W FOE 201 ADAMTS 13 2 A5G, HrT A A7 iE T —60°CLA R .

[0190]

3| — 35 75

o, USSR AT RE O AR 35 K5 A BE A

SR » ALV T — TR 0 IS AR R 1) 7™ I WA T A FH 20 B R BE 1Y) Poross 50HS [
B AT 107, (BRI bl B3R 9 MR . TS Ve BB AR 1 5

J5Ukt 2y

FEAZAL B A, X TR B3R 106 1Y% (BHT ) Vel AT e @il b

107, MABEATH ) — R0 5 S5 P IR 105, BB FAC e aiE 405 an b Bk

[0191]

Wil 2C Firas, 284k C &3 M Ad F AR 2 eI ) Poros  HOHS PBH B 1~ A8 #6 (0 il v 4l

1, BB b BV - TE R R OG- IR R AP LA AR L e 1 O T AR AE T4l

ADAMTS13
[0192]
[0193]

* 10

HE U R E YD .
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B (cv) | ErHBALL Cemmy | ¥
iEL 5 2 M NaCl 50
e 20 mM MES #. 30 mM NaCl,
i 6 pH £ 6.0 (Hi) 30
o Capto MMC 44k BB ii oA H & K 6 mg
%
PR 46 Wt 32 ADAMTS13/ml # jig
s 20 mM MES 2. 30 mM NaCl,
k1 10 oH {8 6.0 () 32
20 mM MES . 30 mM NaCl.
s 1% Triton X-100. 0.3% TNBP.
i 2 LS 03% 0.3%R:75 80, pH 1H 6.0 32
(ZHRD
20 mM MES . 30 mM NaCl. .
vk 3 51 1% Triton X-100+ 0.3% TNBP- |, S/D &#: 5 S/D WF i
" ' 03% 0.3%Mt35 80, pH {H 6.0 fR T 18] A 1 /5B
(=i
s 20 mM MES #. 30 mM NaCl, e o
UL 4 10 SHAE 60 (i) 32 B S/D 1R
S 20 mM &R . 30 mM NaCl,
'E(‘ i A 8 2 mM CaCl,. 0.1%Ft35 80, pH | 32 T LB BT R
K ) 7.0 (=)
£ 10 CV I, M 100%ZE M A UVy B EEF LA ZBIC
3| 100%ZE M B (20 mM 4 £, FH UV 5 F
Sy i) 10 8. 300 mM NaCl. 2 mM | 32 fER B KIEE (£42-3CV)
CaCly. 0.1%mt-# 80, pH 1H 7.5 AHI UV (B S5/ S%LULTZ
CER) K Ja, WELEHR.
[0194]  FEARAL CHr, A RHE BH B 1 A2 ok 1 20 3R 104 iy it v, IF HACIE B @it

BT BRI 1L Y 2% P SR e RAF T 4. 5mS/em LN HL SR, (HIFERIE, Poros S BFHE
TAS W VRIS TR REAE L) - JE VAL EE, e DL By RO i A [ e 1 B
AT R K0G o AE DI TR KIEEAELE 2°CH) 10°CF B — 1S FNR A UE v — 1N/ h .
FE EAREE 2 5, K iE P S o S i DU AE I 2 BT A A i 711 — T v AL 2 S e RR
[0195] ¥k i A\ AS A 200mM NaCl () 73 5 % Jid 55 0 i B R v i, 4R (5 A B T 0 &
ADAMTS13 [ SR AAFI B o, JUHAE DMK S AT B B o 18 5% Ja S Wi 18 23 v I 8 564, A
MEAE H S O N AFAE T 2040 1 ADAMTS13 &5 i R ISR B —203E . 1B TAE ¢
& ADAMTS13 £ H JiAs 2 ik — PG OB 2, Pl 22 i b i 3L 80 R FE AN 0. 05 % 3 fin
FNHEVERBERL G2 B 1) 0. 1% o P15 LS W 7E M Poros S HH/TE PN ADAMTS13 S [R) ik —
BT IR . Poros S G FEFI AT, GIE AL B3] — I v A R i AT 1
T B KO AR, A TR 10

[o196] 1] 2D fhrow, 246 D 78 A . 7EA840 D th, 481 Poros 50HS Bl &+ AZ # (i
VEAT BIRG B0 SR 107 AT A FH AR B W 0t R0 2 W 10t 22 v vl 15 hn i 3R 80, (2 AR T ik %%
) = B E A BEATAE B K o BUMACZ , 7ERH & A8 e  J1, AR Aa R 14T 9
FAIEER) - B AR 105, ik i_Rat FUL R 11 .

[0197] % 11

[0198]
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S ER e /BT .
(CV) BBl (em/h) e
EXAd 5 2 M NaCl 50
20 mM MES #. 30 mM
i 6 NaCl, pHAE 6.0 (=) |0
. Capto MMC #lifL KB Hof & & K 6 mg
FRE | 46 Wit 32 ADAMTS13/ml B fig
ey 20 mM MES f&. 30 mM
1 10 NaCl, pH {4 6.0 (=i) 32
e 2 20 mM A ¥ . 30 mM
(W |10 NaCl. 2mM CaCl,. 0.1%R | 32 VAR LAE R T SRR
A) {2 80, pH1H 7.0 (Zi#&E)
ZE 10CV W, M 100%ZE ) UV 5 BZE LT BILE
A B 100%2Z " B (20 mM Frog, HEB UV S5 TEE
SebEERE | 10 #H F% 8 . 300 mM NaCl.2 mM | 32 BRIEE (4 2-3 CV) &/
CaCl,. 0.1%P:3 80, pH {H UV, 1851 5% T2, I
7.5 (FiED KB ELEH,
[0199]  ZEARAL D H, TdA RL2 FH B FAC ks 1k 20 B8 104 eyt I+ HAuse Rt

B T BRI R G MR S SRAT Y 4. BmS/ em LU UL 33 . Poros S B - igVA
R 107 FRO AN b B R A I P e A QR 7 2B e i, DA R BRIV RS2 i P I 0. 1 %6 il
80. A HIERBEVENL ) Poros S (il FEFP AN T MER T-38 11 .

[0200] S 3
[0201]  ZEGHATAE VSR — 3570 55 JOE U DGR, A8 1001 85828 Kk Pl b AT SE 56 = 00
RIS G, DA SE BB FR X T BH B FAS #e @0 R 107 BRI AE 2. SRt T
* 127,
[0202] 12
[0203]
R | BR-EEARR Poros S W+ gtk CHO HCP 24k ZBEY)
% % AI3| #f7/% |ng CHO|ng CHO|%% |, _ o 24
Al13 | Frets B | % A13 | HCP/B {7 | HCP/ mg | % %171: 121&
: Ag i Ag Al3 Al3 Ag |
W70 AL T A
1 A %% Poros S | 99 100 696 0.49 346 9.7 |7.0 |833
Z AT (kA
TCVE /75 i 77 b 7
2 (B B) 133 | 154 894 0.58 519 13 |46 |941
3 ¥ (Poros S) ¥ | 89 95 931 0.60 561 1,0 |23 [96.7
L AR
4 E f’;{”%mﬂ ETer 117 905 0.39 354 1.0 137 |953
5 ST gml sk i | 65 93 764 0.21 163 08 |15 |977
6 V) -5 v AL E | 81 108 845 0.38 324 07 |15 |978
7 (ZEE DD 66 131 741 0.31 231 02 [1.1 [987
T ZEE 100% A L 2 Bt H4 X Poros SOSE ity 17 2518 43 TR AE A I o] B
Al3 Ag: ADAMTSI13 #/R

A13 Frets: ADAMTSI13 Frets 8.4

CHO HCP: FEGRIIERE TMME AR
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[0204] 4k 12 o, £E Poros S PHE FAZHETENA R, 28 O iU B0 1) — s mlAL
BORIEAT R KG Al FEUE KRR EY) (B 24 AL A RIRE: 1) o ARSI - iF
FROAC BT HEAT A RIRE e, ZEERMI T pon] 2 PR (&1 2B 19324 B RITFE A 2)

[0205]  FEAE LREATHG — 1 R AL EE, B, £E ADAMTS13 [ 52 T-B IR 2 1 L i 4 5 5
A = IE N St T B BRI . S, RS K D B R R R bl
e VRN TR 2 P B BE VR RIE B (& 2C IARAE C sFEdh 3 AT 4) .

[0206] by T 3EAT LA, AEAEAL T2 AP AT ARUE RO U VAR — TEVEFRIAL B, #5655 Poros S
BH &S 7 A He B i, MAEATIRZ AT A S AERE B3 ANBEAT S50 — TE R A0 2 (I 2D [1324E D,
FEd 5.6 A7) o BERRFPR] P AR A IC & B R AR ADAMTS13.

[0207]  ASSCIRBIFRIBTA L RIATE A AT #S 2 LS | T7 OIF AR

[0208]  AAIKE AN SILE 1L L U 45 5 S AE RIS A B ORI et . N ERAR, 25 T a1
AN 5y B BT AT BESRAE BSORI S0 © A SO R » (E2 S A e B SOOI BRI IE N
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101
p
| i it UF/DF K 45
P (102048 ) Ak AR B R
i Ay ¥ .
| (% F £: 30 kDA) 108
-
102 ; ‘
o ‘ | :4 it UF/DF /A Dialyzer Hardware
K i {4 F 210 kDA) (Edwards Lifesciences)
ANX-Sepharose-FF & SR X & | HAREFEFTREIR
RET R EHES | ,
: 108
i 105 ~
’ c : ££12-18°C F S/D
: Atk § & RENGH
1 (Planova 20 N} Asahi Kase: A o féﬁ iT
| kA& ; 0.2 pid&
107
> =
‘ : A 25 2
#% 5 (1a); t
ve xt , (BB RRH)
‘, 1R~ ﬁ%’pf‘ A % (Biorad) . Poros 50 HS (Applied Biosystems) l
| #HHRK) LR b |
i 9 T
i . [ -~
| ## % (1b): U
| Capto MMC (GE Healthcare) | RAME<-60°C T Ak
BAIEX B EE 5 % 55 A13 BDS
|
' v
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