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Apadamtase Alfa is a recombinant human von Willebrand factor-cleaving protease (a
disintegrin and metalloproteinase with a thrombospondin type 1 motif, number 13: ADAMTS-
13, EC 3.4.24.87), which is produced in CHO cells. Apadamtase Alfa is a glycoprotein
(molecular weight: ca. 173,000) consisting of 1353 amino acid residues.
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Cinaxadamtase Alfa is a recombinant human von Willebrand factor-cleaving protease (a
disintegrin and metalloproteinase with a thrombospondin type 1 motif, number 13: ADAMTS-
13, EC 3.4.24.87) analog (Q23R), which is produced in CHO cells. Cinaxadamtase Alfa is a
glycoprotein (molecular weight: ca. 173,000) consisting of 1353 amino acid residues.
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WEOEEER)=F Loy vy 72 A0t T I~ ECTRET L& 24 DAL ST,

2.2 B

2.2.1  BUHKIK OMLF I QN BIKIRR E

BIFNT, 1T AL T L (10 mL B&) H7- 0 ARIE 1590 IU 25 F T 2 HAEBER I Th 5, A
Wik, kT U T A, b KR, L-e AF DV D-w = h—/b, RERERE, R Vo
~N— |k 80, HEEEN OUKEE(LT N U U ARWIAIE LTEEND, 728, FEHHAKSmL 2 AV CEfE L
ToBRICAFE 1500 U 28T & 2 L 5, RREISH LTRSS N TN D,

£, AFNE, RMNAEfRGE LTLH I AL TV (6mLAE) H7-0 54mL O HRBEFHAK (&
PEAD) ROEREMEE (E &S : 27B1X00150000002) AiEfEnsar e x—ya Y TH 5,

222 REGIE

AN ORE TRIE, FEGRR, B AW, EETE, R - Ao, BdmE - e - BRED
FoR - pdE - RE - BTN G 2D,

P OBEETIRIE, HEE A, HEE N OCHGRHER « B0 TR E STV D,

AEARE O RE TRIE, AR OFERL, A, TR, WE, A - RE - BRLAOER - 0
e R - BIENLR D,

AR OEZE TR, W LR E STV,
FNENORETRICOWNWT, EEEAF—LTTrt R « RYF—Ta U RERSNL TN,

223 HETRERORFEORME
KA ORI T D EHEOFREHTIL, UTD LB Thd (ENFhoflits, ®ET
BUET, SGEI, BHEIV, SUEVEOWEERIEE 35, ) o b, & THARCIIEET, HSIHERER
TIXBRYEIT, BHEIVEOEGEV TG S lAIR 2 S v,
o BRI o8GET I %5 O O 5o
o  BEnofE . OO % T, 3O O 5
o HkmaSHEV NGB 5L
o HENV»SEEV IO 5E L
o AV R % L O O 5
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BRSSO, SRR B9 2 RIS RV MR 23 FEhE S v, 28 FERiTH O BRI O [R1SEE /TR
MR I TV D

224 BHOER

A OHIE L OHER 1L L LT, NEUSNRER AN el | JAereae
Y7 wry ) | pH, B&EE, KA, ffEEnit%’ﬁ (SEC) . WistEFM), RNV, MR, =2 N b
v AmiEtt bADAMTS1S i L O K OvEEYE: (e Wl s,

225 HAOREM
RANOFERLZEMNRABRIL, B4RV TH S,

7% 4 KO EH 22 FEIER R OIS

7y MK PRAFSAE FHa R RIFI RS
a
RIRAFRER T % 7 7
. 30+2°C/65+5%RH B AL T I
2 24 A © B T —

PIBCERY A ;b 40+2°C/75+5%RH Z zg 7T L
et b TRHREE 120 75 lux-h DL b K ORI 8RO = ¢
Kz L [ e —200W-him? 2L I, 25+2°C/60-£5%RH

a: g cEsnEE2Z AT, RS S - 555
b : FEEHLE TS SN2 FERA AT, H R s TS S g
N ELESS

RAIGRFRER 623C) Tk, IOENERAGED b,

EHifrats 30+2°C/65+5%RH) <%, Il nE RO gl =50 2 I 0O 55 e 1 5338
O HT,

iR <. Il snEn. B o 2 snE s & OO KRS Hh
776

ML TEERBR O R, WHNICALETH - T,

PLEXY ABIOFBAMIT, —KREGSE L THTARL TR R X 2T —T7F /T L%,
M CHOE T, 2~8CTIRIFT DL &, 24 WA LT,

2.3 WEOEEERK
UFOBRGEICL Y, TEAT A—2OFHE, TRENE BRI OB & OB ik OME I &
HARIED WERHEOEBITENRE Sz (B W B AR K OBLE TR B S A O BRIZ DU
Tl 12,152 HEOWHEBEWE  BOWERRAHY ) oLk 12.1.53 & TS ©
HEH),
e CQA DHFRE :
ARIEOBRAFE TR O EH, BhET M AEICIESE . LUTF O CQA BFFE S iz,
JF#ED CQA: 7 X /s | . - 7”7 « N6 @mikiEE, N-REeEH 7 n 7 7
A v, N-EATREE R A AL, O-fiaiEs 7 e 7 7 v, | HHHR. . B



B B HCP. G5 ik DNA, . . i (FADAMTS13
EEAVD . oH. . D B
Bl AEEY, AV BEWBR, = R XV UK A a ST A

fHD CQA : w27 4 Fife, mkts, . . . 7 (rADAMTS13 /&%
FONEER) . pH. K45, FHAMEER, L-e 2FV o v =h—/b, A7 10—XA,
Bk F U oA, kv o s, RY VX" — K 80, REMIKL. NEMERY) .
MAEMHY, = R h% 2 KO ERAHMY)

o TREOFFERET
TREOURTTHARA L N ROEEMITRBRIZ LY | TR/ A — 2 OEAERI O I N2 CQA
K ONT v AVEREFEARIC R 2 MIET TR/ T A — 2 PRE ST,

2.R BRI 2 BEDOH
B, SR SNTZBRE L T ORE 6, JFER L OMAI O WEILEUICE I N T D H 0 &
Wr L7,

2.R1 RO7 ERAIZHONT

HEEH 1L, RO7T ZERANZOWT, LFO X D ICHP Lz, ERRILFES AR (281102 3A8R) HEha+
AT O T AREO B TR BRESARO RSN ICIB W T, B N7 H % a— N RSN,
sy A FiE () <3RBT LN TERDS RN, LY @aﬂj@@&@mb\l
I - TR kv R S s (12,10 MR OFRE OVERL) OISR, £
7oy AERDEEMRAT OFE R, AT 9T FHOT 2 VN T L H I U ORRAL (Q97 KIKA, 7 /35 4
Z—F¥ TAT7y GEEFHEBZ)) ROTAX = OBER (RO ERM L F XWX us—F T
77 (BfaHEZ)) DEENDLZENHLNER ST, Q97 KIREL L RT ZZHI D SV FpEIT, 2852
DD EEREFETHY ., YLBER YO RE—MERARIED MBI B Z KT S 20T & iR
LT (2,151 #ERORHE) omE2R), o1z, TR oS, I I
) Ro7 2 2T O Z KFET L E2RE Lo, Y%7 A —X i) /el cE e
HZ L, Fie, FIEOHK K ORERE AT O R A RO EHT L5 LIcLy ., WEDE
HEREIRIIFTREL B 2. D,

BEMEIZ, R97T BRI AETe 2 &IZ K0 RO M M O %ﬁ% BAF g AR . B O
TEFPEIIMER SN TN D L OB ZEE 2. AFEIZ R97T BERANEGEND Z LITFFA vTHE & b L7z,

3. FEERIRIEERBCEE S 2R R OB IZ 61T D F A OB
31 BT HHBR
3.1.1 Invitro 3Bk
3111 #BEYEOMFEH VWFIZxT5/EA (CTD4.21.1-1 (B3EEHL )

ADAMTSI3 / v 7T 7 h~D A, Ty b, BELEY b D= APNVKOI =7 Z DT VWF &
A, &M AER VWF 1269 5 RO UIWHEMER L E B VWF Uik Z Wiz = 2% T a v T 4 o 7k
IZ XV B E N T, E ORISR, RIIOT OB BT S T VWE 123 LT UIEEEE A
HZENIRSINI,



3.1.2 Invivo Bk
3121 TTPET N~ U RIIXT HREMFZE (CTD 4.2.1.1-2, 4.2.1.1-3)

ADAMTS13 / v 7 7 7 b~ A (MERES 5 BIAE) (243K (1, 5. 40, 80 i 200 U/kg) SCIdyamEy
DFRARPN AR G- S HL, £ DEHZIC thVWF (2000 RCoU/kg) 23ERARINR G- SN2 | #5451 B %I/ M
OMILE A LDH R EEORE , I ONT I BARR AR 23 FE bl S ATz, £ DRER, =R T A UKD/ MK
BTk 285 1 A% OM/IMEROEIE (FURAE (5 —MUoA0 e, 5 =M0n0a] ) 1, BEERET 3.4 [2.6,
4.0] %, AL 1, 5, 40, 80 &} 200 U/kg #ETEALE4L 6.5 [4.7,19.6] %, 68.5 [66.6,69.9] %, 98.9 [90.3,
102.8] %, 99.9 [94.0,104.5] %11 88.2 [83.1,96.7] % TH V. I D HEIZEBWTH AR T
BEL S L CHEICE D o T, 5 1 BHOMIET LDH A (hJfil [55—DUhra, 5 =05 Aras])
. TABERET 1997.5 [1829.0,2473.0] U/L, A3 1, 5, 40, 80 & O* 200 U/kg #E CZ4E41 2905 [207.0,
359.0] . 184.5 [142.0,244.0] | 216.0 [141.0,326.0] . 176.0 [157.0,211.0] % T*210.0 [174.0,277.0] U/L
THY, WTHOHAREIZEBWTHAREREE CIABRE L ik U CHEICED > 72, BB ORI FT 7
IZDWT, IR TR b LT SRR S BEAE O F8 B OYRME MO ERELIL, REOWT oS
HETHLRO N> T, OIEOIFBAREFRIFT RIS DWW T, WHERE TR b Gt st 2k
DM M OV O HH I, & PRl U C L ASERE CIIH S&EAFRICEIEE MK T L, At D isEse L OVErE:
DR RIIAZE 80 Ulkg LA DB 5B CHREUBERE A LT,

ADAMTS13 / v 7 77 b~ A (MERES 5 BIFE) (ZARZE (200 U/kg) UXIABE D A ERIRN G- S 4,
ARIEEEIZ DN TIE 5 47,.3,24,48,72 X% 120 RsfElf% A BEREIZ DUV T 5 43 %12 rhVWE (2000 RCoU/kg)
DEARNE G S 40, thVWF 5 1 B #12 fi/ MR OMILTE §1 LDH i B2 0031 E I ON S B A 7 O R
AT STz, ZFORER, X—A T A VIRFOM/MREIC T 515 1 H#EO M/IMEOFIE CEEE
TRV ZE) 1X, VABERET 2.810.9%, AFDOE G 55y, 3, 24, 48, 72 KON 120 FifEIfIZ rhVWF % #%
HLUIEBECTENE 106.4+E18.2%, 95.5+7.3%, 103.4+7.8%, 101.049.4%, 79.7+13.2%K% N 19.2+
16.4%TH D | WT IO GRS T H AFERECHBRE & i L THEICE - T, 51 B O
15 LDH JE CEME EEYERE) 1%, IBSRET 1922.3+319.1 U/L, AKDOF 554y, 3, 24, 48, 72
Je O8N 120 FEfEITZ1Z hVWF &2 8% 5 L 7B T 24 155.4+35.3, 161.4+49.1, 143.7+51.9, 143.5+25.0,
204.31+200.4 }¢1r227.2+187.0U/L TH D W T OGRS T b AFERE CHREFE L i L TR E
ARy o T2, BN O TFRELRLAREAOFT FAZ DWW T IRIEERECRE W D 7o SRR AR 58 O 38 B K ORI
MiEOEIEIEL, AEOWTHROBEEHETHLRD beh o7z, DIROFERRRZIET AIZ oW T, %
IRECIRO DN AR LEEE, At OHR LK OB O HIX, AEOEE 5 5% KO 3 H%‘F'ﬁ?’ﬁ
thVWF % # 5 L2 B TIERRD bR o 7o, RIEO G- 24 Ff#% DIREIZ thVWF Z 425 U 72 RE Tl
PEDSEESE, SR L2 B OB RO I A3ER 6 D, AFKE thVWF O 5-EIFE AR\ T & HIEE A
ETHoT=M. WIEERE L bl U CEIEE XK - 72,

D%k)?A BNV A HHE ATV v h—, AT a—A KU JA_— | 80 FEHT HIEEN,
2 ADAMTS13 / v 7 77 b= A2 thVWF 23595 Z & T, /MREOED ., ~< +27 U v MEDEAD O LDH @
NSO TTP AR AT 5 2 L A ME SN THBY . rhVWF JE#% 50 ADAMTS13 / v 7 7 b~ & L il LT,
rhVWF $¢5-5 7382 1250 33%., 5 9 BRI 1289 95% D I/ MR BRIV 23585 512 (Blood 2012; 119: 6128-35)
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3122 TTPET N~V RIIXT HIEESE (CTD42.1.1-4 (BEBEE) | 42115 (B3EEHD) )

ADAMTSI13 / v 7 7 v b~ A (MERER 5 FI/FE) 12 rhVWEF (2000 RCoU/kg) 23 ERIRINEE G- S 7=,
AFE (200 U/kg) 122U TIE 15, 30 XIE 180 43k, IAME Y I\ Tk 15 & ICEIRINE G- S, &5
1 H A /MR K ONALTE o LDH 8 B 3178 3 QNS BRAL R 2 AURTEAm 3 S S Tz, 2 OfER, R—2
T A RO MM %5 1 A% O/ IO EIE CEEIE AR 72) 13 B ERE T 7.21£5.0%,
rhVWF #4515, 30 & TF 180 /3 IS AR 2 ¥ 5. L 72 BECTZ 2 110.4+35.0%, 115.3+37.5% % O 84.3
+11.9% TH Y, WT OGRS W T AR CHRERE L iR L CHREICE -T2, &5 1 At&D
MiE LDH B CE¥ME AR HER#2) 13, BESEAET 1700.9+£231.2 U/L, rhVWF #4515, 30 } 0} 180 43
BRI R G LIZRECEN LT 148.9+36.2, 198.6+69.6 &N 353.8£99.0U/L TH V., WIFho#s
RFHIC I U C b ASSRRE CIAILRE & el L CARITIED o 72, Bl O RBERARE 2R AT RIS oW T IREERE

TR LT AMIRMIEEIL, AEOWTHOELGHETHRO b o fo, DIROJFERR T
FLZDWT, IEERE TR B 7= BV LIS K OB E LA T, rhVWEF #5- 15 437% & Y 30 7314 1
ARIRAE PG U= B CIXEREE ME - T2,

ADAMTSI13 / v 7 7 v b~ A (Ml 5 FIFEE) (2 rhVWF (2000 RCoU/kg) A3EFIRINEE G- X, =
D 16 HICARZE (1, 5, 40, 80 Xi 200 U/kg) SUFIABE D 2SERAIRNE G- Sdu, #5 1 B &I
NHE ST, TOREFR., AR 40, 80 KL TN 200 U/kg BE CIRIABERE & bl L T/ MR A ZIZE D>
776

3.1.2.3 fUNMAE MAROF R K OHERICHT B EA (CTD4.3-1 : Arterioscler Thromb Vasc Biol 2019; 39:
1817-30 (BEBEH )

ADAMTSI13 / v 7 7w b~ A (31, M2 FlAE) 12, O U= Hii MRt & O thVWF
(2000 U/kg) DSEARNEES- S 415 10 0ANCAZE (320 Ulkg) SUFIARE (0.9% (wiv) HEfbT R U o A0k
W) . U@ U 7= Bl MR & O thVWF (2000 UZkg)  23ERIRINER G- &S 1172 30~60 437412
AHE (320 U/kg) A3ERARNPR 5 S 4L, SOEBIEE N C OB BIEIC K - TIMPNIZ I 2 30 N i fe
DIER I OVE RS S 47z, 2 OFER, hVWF & 85 L 7-~ 7 2 ORKIILE PN C LI i e o FE pk
% RIS 5 M/ MR OBEE TR Hivie—J7, tVWF O ERTNICAK 25 L=~ v A O M N Tk
ANIVE AR D FEAE SIS A, thVWF O G2 ICARE A 5 LT~ 7 A OMIIE N Iy 4 g o
g/ NS B ATz,

3.2 BIRAZEERABR

321 HumEGRAREOHMY R 7 icxt3 582 (CTD4.3-6 : Blood Coagul Fibrinolysis 2022; 33: 56-60
(BEEH) )

HEVEZ o b (6 BIRE) 12, FRIRNERGIZ L0 ASE (3111 U/kg) #F L < IEHMiesE (= 43
30 mg/kg XL 7 = F /Lt U FUEE 30 mglkg) O EMELH A L HriAe Ko O G SUIREE (0.9%
(wiv) HAbT N U 7 LIKEEIR) OG- ToiI, K50 55%ICT7 v bORIEAZ I L, il EA3EE
i STz, Z ORGSR, ARFEBEMPE TITEERHE & i L CHIM B ICABERETRD N R oT, FTo,
AHE & G ke RO FRE CIIpiimAe AL &tk U CHIMRICA B R 2 TR0 S hieno iz,

3.3 ZTeMIKEFAR
MR O RIZ, R50EBV THoT,
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% 5 ¢ LSRR ORI

EH KB A SAMER - BH R (Ulkg) BHRE | iR CTD
H=7 A% L pmpE a & By b
(HERES 4 51) PN 200. 1790 RN | 2R L0 (4.23.1-1
AR R | T > B 0c. 800, 18204
(SD) — R IREE 1 H 130 HERS+| §FRN | 2270 L ¢ |4.23.2-4
(HERES 10 fI/RE) 1A 2 S
R TN
B . —__———————0°, 80, 200, 400
i |22 AV R DR DR (T V) e s | TR | B LT (42327
(MERES: 5 BIEE) | A k) —1k) prsies
W T K I

: ANZEE 200 U/kg #$¢5- L, 14 HRIKRZIE L7212 1790 Ulkg % Bt 5,

: ADA JEBLH D (200 Ulkg #2505 : 2/8 i), Fndifk7z L,

T RU DA AT A HE O EAFVL, = bk, A ua—RA R VL_— | 80 &G TR EIR,

: IU/kg

: ADA ¥HLH Y (800 IU/kg Bf : 1/10 B, 1820 TU/kg & : 3/10 i, Wi d 2 BEOKREIORKKBIZED HIz,),
1820 TU/kg #ED ADA BSPEMR 4] CTHRIHUELZRD b -A, TK %3l L 784 Tld ADAMTSI3 i&HE DK T I35
WHENRNoTe, Ty BT FIPUAL ADAMTSI3 FEHICRIETEHEIT/ NS WS L7 EHEFITAL TV 3

(T412 iE#RE) OHEBH),

f: ADA ZBi&H U (80 U/kg #f : 4/10 5], 200 U/kg # : 7/10 5], 400 U/kg # : 10/10 f5]) ., ADA BtEfFID 5 &, 80 Ulkg B

D 1/4 5, 200 U/kg #ED 6/7 5. 400 U/kg BED 8/10 #il THAIHLIA K UY ADAMTSI13 {EHEDIER F 58D b f=ds, A%

D 4 BMORMBEEZRITHEB LT EENIT LA ETHY | BRI L 20 & BEEFITHA L TV 5,

® O O T o

3R BB R EDOHNK

3.R1 AEDOERME TTP Iox ¥ 2 EKBEERIZOVT

HEEE 1%, ADAMTS13 OAFREERE X OARIED S KM TTP 1234 2 FEKE/EHIZ DWW T, BLFD L H I
A L7=, ADAMTS13 iZ VWF GIiEEE TH 0 |, /I E OFEAPEDIRW VWF 7 F 7 2 v N & AT
%o ULVWF Z &KL/ & OFEGRED < . BUNIE IS T BRI AERIT M/ MRS & TR R S
%72, ADAMTS13 |2 L - T ULVWF Z&EP U S5 2 & T MRIEDIIENIHI S ND EEZ D
#1% (Blood 2019; 133: 1644-51, Blood 2008; 112: 1713-9 %) , Je R4 TTP 13, i Y o AR T 4 i {= 0 ADAMTS13
G T- 5512 K 5 ADAMTSI3 DK Z F OBEREARAIC L v . Mm#fEHIZ ULVWF 2 8BENERT5 2L T
FIET D,

AIIZONT invivo IERICBWTEL F O BB HER SNV TWD Z EHABE X D & ARKE KM TTP
AR IS E IR ST B R O — IR0 e i et & LCHWAS Z L2 X0 i RSB ok N i 8 ke
il & o 72 TTP EMRIT KT 2 FIE IR K ORI IR IR T & 5.

* ADAMTSI3 / v 77U b~ RZHEWT, AEOFHEIZ XLV rhVWF 512 K 2 i/ MRER A %
O TTP RHER OB IH Sz & (13121 TTP 5 /b~ 7 ATKT 2 FIEMHI R DOIE
ZH) .

* ADAMTSI3 / v 77D h= U AZBWT, AFEEREIZLY ., thVWF #5Z X 2 il McBisd kO
U N AT RSO TTP BRIER OUCEH A AR bz 2 & (13122 TTPET /L~ 7 A ITxt
THIEERE KO 13123 BUNE e DR ORI T H1EH ] OESMHR) |

FEREIE, ARIENAEME ADAMTSL3 & &R R ORERERIICIRE CTh H Z & (12151 HiiE K ORYE |
OEZM) KOVin vivo iR OFER A E 2 5 & ARFIZOWT, SR TTP B3O TTP IERIZX T 5
FEIEPNHIZH R OV RN RN AR T & 5 Ll 5,
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4. FERRRIEMBNERERIC B3 2 &R R OBBIZ 31T 5 A OB

AZRO PK %, MmAEH O ADAMTSL3 fH M FS & 5l S iz,

~ A, Ty FEROYLOMEEFH O ADAMTSL3 iEHEIEL, Wi iLd FRETS-VWF73 Z W =8k T
TABEZEIVMESH, v VA, Ty BRIV EHWIERKHER (CTD4.2.2.2-1, 4.2.2.2-2, 423.1-
1. 4.2.3.2-5, 423.2-7) IZBIFDEE FRITWVTICEBWNTE 0050 UmL, 7 v % A7 e R R

(CTD4.23.2-4) IZBITZERE FRIZ01IUML TH-o729

7 v MR UZET 2 MmiEH o ADA 13 ELISA 12 X v flE S iz,

MmAEF D ADA OARIKIZx9 5 FFHEMEIL, FRETS-VWF73 Z W =d40t7 v e A 2 AW W R
Bethesda {12 & ¥ #Fffi X 4172, ADAMTS13 IEPE % 50%(K F =% ADA O )iz 1BU L EFK LT- & X,
W OEHREIZBW T 2 BUML LL %2R L2 A s R Rnpuig & e S vz,

FRICRER DR WVBR Y | PK /3T A — 2 3 T 4 A MR 25 TR,

41 WX
411 HEEE (CTD4.2.2.2-1, 42222, 423.1-1)

Wl ADAMTS13 / v 7 7 %7 b~ w7 A ASE & HEIFIRN R G- L 7= & % O ADAMTS13 {EMED PK /<85
A—HL, F6DELEBY THoT,

ADA DA TG S e o T,

36 : ADAMTSI13 / v 7 7 7 b~ AIARE LA HEFFIRNE G L7 X0
ADAMTS13 JEMED PK 785 A — %

BEE Chmax tmax AUCo-» ti2 CL \%
(U/kg) (U/mL) (h) (U-h/mL) (h) (mL/h/kg) (mL/kg)
40 0.478 0.083 5.07 10.0 8.3 113.1
80 1.025 0.083 11.6 15.9 7.0 134.9
200 2.440 0.083 30.8 17.3 7.6 161.4
MERERS 5 {51/ A

WERES ~ NCASE A HEEIRNEES- L= & 20 ADAMTS13 {EMED PK X5 A —Z 13 . KTD LBV T
HoT,
ADA OF BEIIMmF S n/enoT-,

FT7: 7 MIAREAZHRPIEFIRNE L L7- & X0 ADAMTS13 MDD PK /T X —4

EEE Crax tmax * AUCo-» tin CL v
(Ukg) (UimL) (h) (U-h/mL) (h) (mL/h/kg) (mL/kg)
80 1.447 (8.7) 0.083 | 259 (422) | 16.7 (10.4) 2.9 (9.1) 66.3 (6.0)
200 3.738 (8.0) 0.083 | 77.6 (1.38) | 25.6 (13.9) 2.4 (7.4) 72.6 (7.0)
400 7.114 (8.1) 0.083 170 (0.63) | 24.0 (16.4) 2.0 (7.7) 59.6 (9.2)
MR 5 B, RAEBME (ZERE%)
a: FRfE

¥ F— )L LI FHESROMET O ADAMTS13 7EMES 1U/ML & EFE S, i ADAMTS13 @ WHO [E B %E 5L
1.104 IU/mL 12 Y4 5,
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MERE B LI AHE 200 Ulkg K OY 1790 Ulkg Z MRS E RN B L7c & & (URFEMIH] 14 Af) o
ADAMTSI13 fEMED PK XT7 A —H (X, £8D LB Thoi,
2/8 IC ADA BEE &CHIE STz, WIS FRIFUR CTlX e o 72,

# 8 ¢ VLA A HEIFIRNE G L7~ & O ADAMTS13 /5D PK /35 A — &

&5‘% ‘Iﬁ_‘i%” Crnax tmax 2 AUCo-» ti2 CL A\Y4
(U/kg) (U/mL) (h) (U-h/mL) (h) (mL/h/kg) (mL/kg)

#t | 3.954 (17.0) 0.083 86.4 (1.25) | 252 (27.6) 2.1 (8.7) 66.8 (21.0)

200 M| 4.402 (7.4) 0.292 | 784 (1.37) | 24.0 (15.0) 24 (1.9) 66.5 (11.8)
1790 | 33.988 (3.6) 0.083 949 (0.11) 31.1 (10.4) 1.7 (8.4) 69.5 (6.2)
e 132.002 (13.5) 0.083 717 (0.15) 25.1 (32.0) 2.3 (5.6) 73.7 (21.9)

WERESS 4 5], STl (BRI %)
a: P9l

412 iEESE (CTD4.2.3.2-4, 4.23.2-5, 4.2.3.2-7)
WERES »~ MAREREZ 1 H 18] 30 HFEFHIRNE G- L7- & & ADAMTS13 {EMED PK /XT A —#
X, E9nLtBY THHoT-,

#9: T v MIKEELEHIRNEL L7~ L %D ADAMTS13 IEMED PK /35 A —%

&"3—“% {,EIJ Hﬂiﬂﬁ?ﬂ")ﬁ Cmax AUCO-24h
(IU/kg) (HE) (IU/mL) (IU-h/mL)
1 15.08 195.8
800 30 33.74 436.1
1 40.62 482.6
1820 30 108.5 1153
HERERS 2~6 Bl S

MEfES o~ b (MERES 5 6) 12AHK 800 31 1820 1U/kg %2 1 H 1 [A] 30 HEIIEFIRMNI% G L1z & &
&5 44 B B £ Cl2 800 IU/Kg #£0> 1/10 i, K TX 1820 IU/kg #E0D 3/10 B¢ ADA Btk & HIE &, 2D 9

1 1820 Ulkg #ED 3 B CHFIFUA NGRS BT,
WEREZ ~ MMCASEZ 3 B2 110] 26 B EFHIRNE 5 L7z & & O ADAMTS13 iEMED PK /8T A — X4

. RI0DEBY ThoT,
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#10: 7 v MIAREEZEFHIRNES L7- & %O ADAMTS13 7EMED PK /X5 X —X#

&5‘% ‘I\i}%” {E'JfEH#)ﬁ Cmax AUCO-72h
(U/kg) (B H) (U/mL) (U-h/mL)

1 1.47 28.7

2 91 1.91 39.7

181 2.31 55.8

80 1 1.14 18.6

i3 91 1.68 31.6

181 1.85 27.3

1 3.87 82.2

2 91 7.79 129

181 5.92 157

200 1 3.68 55.9

i3 91 4.65 103

181 4.85 97.0

1 6.91 142

Mt 91 10.2 231

181 10.0 268

400 1 6.46 106

It 91 7.66 181

181 9.12 177

MEHES: 3 fFI/HE A

MEfEZ >~ b (MERES 5 B1) (2AK 80, 400 32i% 800 U/kg % 3 HIZ 1 [0] 26 ] S EH RN G- L7 &
&, #4530 B £ TIZ 200 U/kg B 1/10 B, 2 TY 400 U/kg #£> 2/10 511 C ADA F5tk & B8 S =28,
WS FRPUR TR Do T,

HEEH L. 7 v FERAWEEREREERR (CTD 4.2.3.2-2, 4.2.3.2-4, 4.2.3.2-5) (28T 5 bk
DOFBRDL, K ORENZN ORI IV TARIER G G-RFI ) Bl G- & Eeiis L C ADAMTS13 1%
PERFE LR T T 2BEMITRD LN TWRNWZ 2B EZX D & 7 v T, BFfukss ADAMTSL3 1%
PEICRIET B NS WS L BRI L TV 5,

WERE VARSI 2 1 B 1[A] 28 HEKEEFIRNE S LT- & & O ADAMTS13 {EMED PK /RF A — 4 1%,
F1I1OLEEY TH-T,

# 11 PIVICARIEZ RN 5 L7- & % D ADAMTS13 /& D PK /85 A — %

¥hH& PER TR 2 B Chmax AUCo-70n
(U/kg) (HEH) (U/mL) (U-h/mL)
e 1 1.590 (5.1) 22.4 (6.01)
%0 29 1.020 (97.8) 7.02 (72.1)
i 1 1.614 (35.5) 38.4 (2.84)
29 1.134 (40.3) 5.87 (48.9)
e 1 4.766 (6.8) 93.5 (1.18)
200 29 1.095 (176.7) 10.7,94.1 2
i 1 3.791 (10.3) 96.0 (1.16)
29 0.538 (424.1) 0.20, 85.82
1 8.067 (3.9) 175 (0.60)

Ht
400 29 5.527 (72.2) 209 (15.2)
i 1 9.377 (6.6) 189 (0.56)
29 5.184 (57.5) 18.0 (17.0)

WERERS 3 B, ST (EEMRE%)
a : fBIfE & Fidk
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AIHEG- 46 H H £ TIZ 80 Ulkg BEO 4/10 1], 200 U/kg #£0> 7/10 fil, K TF 400 Ulkg #ED 10/10 1T
ADA [k L HIE S, 205 80 Ulkg BED 1 5], 200 U/kg #E0> 6 i, K TY 400 Ulkg B> 8 51 CHFnHT
RDFEO BTz,

HEEHE L, YL CRERGHICRY bz ADAMTSL3 iEMEDIK FiE, HFRPUAR KISy TR b
I ENFRRTHLEEZ BN EHIILTND

42 53%n

A IR DO AT RBR T I S TR,

HEEEIE, v~V AL 7 v FROP L& VT BEEARN & G-RE8RIZ 31T 5 ADAMTSI3 fEYED V 13%
NZH 113.1~161.4, 59.6~72.6 () 66.5~73.7mL/kg TH Y. WTh b LholmlEs (50, 31.2 &
448 mL/kg) (Pharm Res1993;10:1093-5) L W RORRFEETH 72, @muoFEO X /37 fFITH %
RIEOANIME RICIBESND EEZ D EFPL TN D,

421 ME@EM (CTD4.2351-1 (BEER) )

i 21 HEOZ v & (6 ) IZAZE 3200 U/kg # HEFIRNE G L7z & &, &5 30 &Ik T 5
ADAMTSI13 % > /7 B OIiE iR, HE TiE 19.62~37.09 ug/mL, A T1% 0.01~0.12 ug/mL T
bolo, 7ok, B E L CEEr HEFIRNES Lo e & BE A ORIEOMIGEFIZHWT
ADAMTSI13 & /37 B I3 S igino 7z,

43 R KO

ARIEORGH L OPEHEZ BE 3 2 3B 1T I S AL Tu7euy,

HEEE X, AREOMRBEOYRIIZONT, LFO XS IZHB LT\ 5D, ARIEIMMOIKEMES 37 E
EIRIERIZ, Z o\ EORLERICL 0 T I Il “ﬁ#éméc‘:%zé Fo. REOFIBITIEICE
FTORBUIER L T LT, AENE FOFIPICHATT D ABMEIIHRETE RV L OO, HyFED
Z Ry BRITH D AFEDFIT AT OREE IR 2 & 23 HESR éﬂ(@ﬁ%ixm2m3n3MG) %
ABGEEONAFT XA T EV T IR EEBZ D Z LMD I K DEEITII LA LW EE XD,
L, BAEN LEEIRICKT D) A7 BmlcdiRTcE v &#% ARIEE HRH TR EORH 2
PER OB BOF ML BE L, BALOMEUTHIEEZRFTT 2 B 2 IR CETHERRET 5,

4R HEBIZRIT D BEOBK

BMEIX, UTDO RSB R D, AEDBEEIBIES DA, & OPEEC DU TRt L 72 FERRIR

RERIIFER SN TRV OO, BEFOFHENLHEBIATRETH v . RSN E R R OHEER OB

L0 ARIEOIERER DB IEIEYNC A STV D ST 5, fe. HEEE SRR LD, BRI
4 DA GAC T A SCEICB T A EEMREONAE L2 LT 5,

5. BHERBICET 2BRROBEIC I T 5 BE OB
51 HE&EZMHERER

Hi[E G- mM BRI T E i S ATV RV, REDOBMERMEIZOWTIX, I =7 A Prz Hvic &
HHMERBROMBEN D, AROLMEFEENTHE S (F12), KkEAEE THEEF RO LT, A
KO OB EIIE SR> T,

15



#* 12 : JHEWE TR AR OB

By R . RO 0 P [
A e | e AT (Ukg | CcTD
HERE e BT
=y g [FIRAP2000 1790\ by semin b (200 Unkg 5505 - 2/8 ) ® >1790 423141

a: AFL200U/kg Z#5- L, 14 HREKRIE L 721412 1790 Ulkg % 5,
b : HAIFUAIZRD SN o Tz,

52 REHEFMHHER

7w N&EHWZ5 HE, 28 HIHE. 30 HM XX 26 BRI KER G- MR ER, =274 YLz iz 41
MR E e G- mE RN B S 4v7 (R 13) o 7 v M &AW KRR G HEERBRIC I W TARER 5K
TLEMETROONT. T v FE M 26 B KE R G EM RO EREMEE (400 Ukg/lE]) 285 L7
& &0 ADAMTS13 IHHEDOIRFE R (Crax : 9.56 U/ML, AUCs : 223 U-h/mL) 1%, b NMZEHIHFEILT
AHE 40 UG % Q2W # 5 L7= & & DEFIRABIZIH T 5 ADAMTSI3 JHHEDIREFE B OHE T (Crax, s
1.12 1U/mL, #EE AUCps® : 15.6 IU-h/mL) & Eb#E L C, Cmax C851%, AUC T1l45Th o7z,

¥, =2 A Y TIE ADA OFEBIEIG D & < . TRHFULDEE D &7 8K T ADAMTS13 JEME DK
THRD LN LMD, BERGEHOEEITT v hoREZRWTHRA SN, =24 ¥z
4 SR A e G- 3R C I, IR ADAMTSI3 & 2B 2 HRHUAR O & 56 BT HUAT O mifiElC
fE . ADAMTSL3 IEPEDIR TR 2 “RAYAE L & L T/ MRS -LR MR 5% 0 TTP RO AT A
DFRD BT,

D MTEMIMHFREICIBVTASE 40 1U/Kg 2 Q2W 5. L7- & & DO EFUIRTED Cave,ss (CIEHRRBRICIIT D tat T U T
FLH,
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# 13 : fAEHe G- RBR Rl O

. &5 B5 A& s RN | TSR
= .
HEA L | omm | kg HAPTR (Ukg/D)| CTD
5 HH N P,
- . L - BHFERER - 200 ([HIfEAE, M 1/5 f5)) °
M%fgg] v b iR Jr(@ﬁ) 02, 80, 200, 400|FMEAT R 722 L 400 |4.23.2-1
R3E 2 ADA FERLE L
28 HIH _
= w2 L
Mﬁ(zi}] 7t [i0Ra +(1 /3 B) 02, 80, 400, 800|ADA JHl& v (80 U/kg ¥ : 1/10 {5, 400 U/kg| 800 |4.2.3.2-2
PR 2 TR T 3/10 i, 800 U/kg &% : 7/10 f51) ©
30 HIH _
— . BT R L
ﬁk&é’g v b iR Jr(@ﬁ) 02, 800, 1820¢ |ADA ¥4 v (800 IU/kg #¥:1/10 {5, 1820 IU/kg| 1820 |4.2.3.2-4
PR 2 AR R 3/10 ) e
26 1] FEL - WHSERERL : 80 (i 1/10 f51) . 200 (K 1/10
HERES & I (13 B ). 400 (% 2/10 f5)) ®
(SD) T |wRR | 05, 80, 200. 400|FEHEFT .7 L 400 |4232-5
P 4 S ADA JBidH 1D (200 U/kg & : 1/10 ], 400 U/kg
I BE < 2/10 1)
=200 : /MRS ()
4 A 400 : EMLMER L., BV LY ffE, LDH i,
i3 N mEaE |, RS, gD/ E IRAEE . B o 7
By AP R n 0% 80, 200, 400 SR (b ) e 400 |4.232-7
IRE 2 A ADA #Bi&H Y (80 Ukg #f : 4/10 fil, 200 U/kg
B : 7/10 451, 400 U/kg B¥ : 10/10 ) n

a: T hIUL INTVUL HFE BEAFVL vr=b— A7 a—A RY YA — | 80 5 H T HIEME K,

b AIE G L OBEME TRV O L EET STV D,

c: ADA BHEFID 5 5. 80 Ulkg BED 1/1 il 400 U/kg #ED 3/3 il K TN 800 U/kg BED 3/7 Bl CHRIHUALFRD S 7228,
TK % #E4f L 7= 8 Tld ADAMTSI3 iEHEDIR TILE80 b o=,

d : IU/kg

e : 1820 IU/kg BED ADA BREBI D45 T TP’ z880 S =28, TK Z 3 L7~ 814% Tl ADAMTS13 i&H: DK T iR
oo T,

£ FRIPUARITERD S P, TK 23l L 72814 Tl3 ADAMTS13 IHHEOK FIdsBo S o7z,

g WTFNOFTR S PFHEOFEIRITIE S ADAMTSI3 OIEMEETICERE T 2 ZRIE(L L s T W5,

h : ADA MBI 5 5, 80 U/kg BED 1/4 6], 200 U/kg BED 6/7 ], 400 U/kg BED 8/10 B CTHRIFUALFRD S, FFnpt
RFEHHTIE ADAMTSI13 IEMEDIK F 23380 7z,

5.3 E=EMRBR
KIS AT 7 ) aP—SHERLETHDHZL06, ICHS6 (R1) HA KT A itV Einatt
FRBR I SEHE S AL TUNZRuD,

54 AJRMERER

ARIINA AT 7 /) a o= HERLTHDZ &0, ICHS6 (R1) HA KT A4 ITHEV, BAJFRE
BRI S TRy,

HEEE L. REOBGIINRERMES T HIZHY T 552 XV HEOMAFIEICEZL T 52 L. KUK
WG HEERBRIC BN TR A EZ TR T 2T RO VTN RN LD RIEOERR IR RE
TORNPADY A7 IHENEFHH L TWND,

5.5 AMFEAFMRARR
T v a2 AW ZIRRE K OWA « BEIR R A ER, HAERT K OV AR OR AT 23R BN £ S - (F
14) . 7o, HiHEHIT, AT U X o miEd VWE (254 2 8IWEMEEZ RS 2nW2 & (CTD4.2.3.2-6)
17



ADA K O FIFUR O REEI S D3 < . ADAMTSI3 IEMEDIR TR D bz Z & h | AgEss AR
BRICHWS Z L3t Cld e W EFI L TV 5,

RIEOBGRGITIL 12 5% 2L EO/NERE EN 505, S8 a AT BRI EE S TRy, G
FiX U TOREEF 2D L AL 12500 EO/NECTAREDORZMICKRERERNRGH L LIFB 2N
RV EFR LT 5,

o BB TR, AR L LT ADAMTSI3 O R L < IRV, 4% 6 1 H £ T A
CRFRE L 725 2 L (Blood 2001; 98: 2730-6) .

e ADAMTS13 OREF DA BRHIFE L VWF O A TH Y (Blood 2008; 112: 1713-9) | 1EHIPE K o i
VWF REIZRA LD @b 0D, A% 6 B A M THRA KT L CAE% 3 TR &Rk S &
IB— BT 5 Z & (Thromb Res 2007; 119 Suppl 1: S4-S5)

ARIEBE G T 5 AT TR b LT, AR A ENERBR O RN (400 Ukg/H) 2% 5 L7
& & D ADAMTSLI3 {EMEDIRFE R (Crax @ 4.41U/mL, AUCpg : 97.6 U- himL) 1%, & MZEHIMiFRELT
AFR 40 1U/Kg & Q2W 5 L7z & & OEFIRREIZE T 5 ADAMTSL3 IEEDOIRZE EOHEEIE (Cmax, ss
1.12 lU/mL, #EE AUCias® @ 11.7 1U-himL) & LT, Comax C 3.9 1. AUC T84 ThH o7z,

* 14« g A R R O

_ N R I Fi & o WM | IRER
RO AR R 510 (Ukg/E) BT (Ukg/) cTD
B BlLEIW)
ﬁ%%&UMMﬁyh A2 Fd Al 2 [ T Re L —% g 400
IR - e IS (SD) RPN | ~4T4% 16 B |02, 80, 200, 400[i% - JER - AEBBEE 400 |4.2.3.5.1-2
AR B (119/3 A7) FPEFT R L
ADA FEH 72 L JIE - BRUE : 400
BEWY) :
N FPEAT R L BlLEIW)
et PN YEIRT B~ FL AV AP £ 400
Az 5| (SD) FRN 2L 21 A 02, 80, 200, 400|4E1= - BHALER. : 80 (1/22 ). |/EF#BE : 400 |4.2.3.5.3-1
=LBR (11=/3 H) 200 (1/24 1) ©®
i BT R L JR + 2 U2 - 400
ADA FEL7e L

a: TRV TLA ALV TA B EAFVL, vr=bh—b, AZu—A KU VAR—} 80 ZEAT DBEIR,
b REREEH L ORSEMEIRWE O LT STV B,

5.6 JRPTHIEMERER

B9 % TV TEBIRIY. BOIRY. I R O TR 02 3513 % ST AV S e (¢ 15)
WP ERIRICINT b RSO RPN & R 5 T IR bR no T,
BB, Ty MO =2 A P RO SRRSO T b, ST AIR D 52 B
2RI B T,
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# 15 1 AT AR B O ARG

Jithoin B

B &5 5
TR
i FRIRIN
THE | ERN, | EER S
(NZW) | & JE
T
AV R | HEEE 02, 300 IU/mML O T 1 mL &5 ST 2 R g BT RL7e U | 4.2.3.6-2
(NZW)
a: T hUTLA ANV TL HER EAFTVU, v b=, AZua—A KUY AR—| 80 2 EAET DIEEK,

WA
CTD

02, 311 U/mL DR THEARA., BIIRAIL 5 mL,

T E B 0.5 mL B2 5 SR AT 2 e AT A2 L | 4.2.3.6-1

5.R HBICRT 2 BEOH
BRI, 1R SN EE LR OLL F OB RS, FEREOFMETEIZ BV T, REDEEEHICH
TR E 725 X0 et IR LTV R0 I LT,

5.R.1  HEMEAFERRIZEE T 2 BREHT DWW T

PEREIE, ARIEDAFER A BMERBR I IV T BEBM O AFERE IS X 2 AN T STV RN T &)
B, RIEDPHEMEATEREIC G 2 2 BIZOWTHT 5 X 9 KT,

HEEE L, LD XD IZ@i Lz, AT e MIENKYE ADAMTS13 & i) & OBERERYIZ [R5 D
ZURIEThD (12151 MHEEROFHE) OESM) . ADAMTSL3 [LME RICERE L THEL TH
D EWTVISHFEICL YD T 7 =T ¢ v 7 S3LT VWF 2R3 5 < (Blood 2008; 112: 1713-9) |
VWF LIS DA BRIV 24 L7 ER I3 En HuCTuZ2uy (Nat Commun 2019; 10:3781) . X512, 7w b
Z Az 26 TR R B G- SRR T A T GEEhRE, EREL O il <, AJis s HE
Je O AE SRR O TR B RO IC B W TR 5 O BTG Dve o To, BLEX YD | ARIED
PEAEIRREIZ 5B 2 B 2 2 ATREMEIT 20V &Il U BIEPEARFEREIZ BE 3 2 M7 U 7o AR F 8 A g Rl oD St
VIR & LT,

PRI, HEMEASRERE(C B9 2 SL U 7o ARGl AL BRI 20 S LTV 7R As . AREDO R 2R
LHEEE OBHZEE A D & ARIEDHEVEATRREI B 2 5 2 5 ATRENE IR O TRV &I 5,

5.R.2 R I N7 FERBERBRICE S S AEKOFEMFEIZ VT

BAEIE, AL, Q7T R TH AT A L —FE TNA7y (EiaTH#iz) KORIT ZEATH
LR LA —F TAT7y GBETHEEZ) O200SEERTDHI LD, BHESN4E
PERBRARE I C D & | ARy O BN S LTV D LI T X 2088035 X 95 skdiz,
G, LT X SICHM L7z, RS Sm BRI v o n-gBmE o v » S omipsy
DOEBEOEIGIL, Q97 RIRAIN 30.2~37.7%, RI7 A FAIN 62.3~69.8% Th-7-5 . #H 7= FERRK
BRIV T, Bl OB EOEIG P EARE (L1121 30.2% 4 1162.3%) Tho7-HGTh, HE
PEERG Lz & OKASy D ADAMTSL3 {EMEIZ LS < BREE R, B M T Q97 KA % 100% 1% R97
75 B % 100% 5 A3 5 A3 40 IU/Kg % Q2W #% 5. L 7= & & OEFIRIEIZBIT 5 ADAMTS13 JEE DB FE
BOHEM (AUC) LI LT, Q97 KIRAITIX 2.5~67 %, RI7 AWM TIL5.2~138ETH V. £k

=
E==N

9 5y F&RHVE 30 HIEREHRGFERR. T v &AW ATRAENRRO TR (CTD4.235.1-1) KOV Hx
Z AW TR G K 2 RETRIEIERB I W S B E o v > F o Q97 RIUK Y RI7T ZBRM D& & DEE
TR TH B,
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TZONT, Wb +o7RR@R FCatEriMish s &2 5,

REIX, B OBAEZEEZD & BHEN-BRHCESE T R L4 —8 T 7 7 (BEiail
#iz) ROV XY HX L —F TLA77 (B FHZ) OIEFRBEMEITEUICEHME STV D &
Wr 7=,

6. AWMEANZEBRL O BEET 2 o E. BREKERBRICE T 28 CNTEE I BT 2 B E O
AP PK 1Z. MsEF O ADAMTS13 JEMEICHE S X 30 S n 7,
BRICEOHEI DRV R Y | PK 78T X — Z [Tl ATl £ AR R 22 T,

6.1 AEWIEAFERBRK CBEET 50

AHIOBFERIZIN T, BT RA (RE AR 2 58EMHRA (B4 B FEE) o], SYAMTER
A (B B FER) 25 RGEIVRE) (Rlk B JFEK) o], RUEIVRIE] (BE B JFEE) 25 Hlik v ilg) (R
15 CIH3E) o], SUEVHRF (3L C 3R o hilk FERAOM T, 2N E2nFE L K ORAI O
FE TREPEE SR WIS ERRTE OMERAEICEE T 5 %M REME L S Tng (12.14
fE TR OB ORI KO 1223 WETROBBORKE] OHESR) . ERILFE A (281102
AR O PK-MIHITHR O T — 2 0 b RENEIVEGH & S0GE VRIANI A FICFRE T 5 Z LV RS
TW5 (1611 BUERIVELK L 8LV AR G ROl ) OHBM) | EFEILEZF T8 (281101 3
BR) CIBdys IR, EIER LR S A RRER (281102 kBR) CIRBUyE I ALA], SUEIVRLA K Ok V SIA)
[ B8 4 W] 45 b AHAKwE P 538k (TAK-755-3002 #BR) Ciflik VKIS Zn2nEf S hi,

281101 FERICISV T, IEF O ADAMTSL3 V&ML, FRETS-VWF73 Z W -d0ot 7 v A 15, KDY
VWF73 X7 F RETNEFH - (S) -F T AT 27— bR bz E 2 R0 8 & B I AW
72 ELISA ([C X v HIE S, E& FERIZZNZH 0.05 L 0.0073U/mL Th-7= ¥, 281102 RER KL
TAK-755-3002 #BRIZFBVTC, M4EH O ADAMTS13 {E14:1%, FRETS-VWF73 Z W=7 v A 5K
D HIE S, B PRI 0.065 IU/ML Th o7,

A%+ ADA I ELISA (2 X W IlE STz,

fiEF o ADA OAFE FInHEE sk ADAMTS13 (2545 FFniEM: X, FRETS-VWF73 Z 7= d8t
7 v A kA AWM R Bethesda 3512 &LV R S 4172, ADAMTS13 1514 % 50%{K T S+ 5 ADA @ Jiffl
Z1BU EEE L7 L &, 0.6 BUML BAR LGS ICHRURDEAD » LfE Sz, 7ok, 16BRE
{EERTS RRHUAR 2 3T 2 LB B 5 LUl L7256 2 B & . ADA BBtk & HE S - BiiRic>n» o
Fr, AFE T MAEE R ADAMTS13 (2% 2 FFRNEMEO G ARG 2 2 & & Sle, FRiEESH Y &
I S A2 E R, 2~4 BB ICHRAZIT > CHERFNEED O &l =56 0k, HFHuKE
PE&CHIE STz,

6.1.1 RIEIVRIF] L Bk VRIZE 5RO R (281102 3BR, CTD5.3.5.1-1, FEMEHIRE 2017 48 10 H ~3£
M (2022488 12 BF—&F Ay bF7) )

281102 #ER D PK-IHNZIWW T, 7 m 24— =1k (RFEWIR : 14 BRE) Ik v | SEEIVEGE SO 3
15V 8 2 IV TARZE 40 1U/Kg 2 HLEIE RN BE G- L 72 & & O ADAMTS137EMED PK A3 g S 7z (17.2.1
[EIFRILFE AR DI, X153 8) , SHEIVRAIE BRIk 2 815 VU 5-iF O ADAMTS13 I
D Crmax 2 OV AUC 0.0 2/ e /N — I EHIE D B [90%C1 ] 13, 1.0181[0.9676, 1.0713] & TY 1.0024 [0.9413,

20



1.0675] Th oz, Fi-. BEVRFIZHWTASK 40 IU/mML ZHEEIFERNES L= & %0 ADAMTS13
IEMED PK /NT A —2 33K 16 DL B Th Y . ADAMTSL3 IEME 10%LL O FEiHER] 1% 5.8+1.2 H Th -
Y

216« AEK (RUE VA Z2BEEFEARN&E S L2 & &0 ADAMTS13 {EMED PK /3T A —#
llE=y Crmax tmax ® Cave AUCo- tin CLb VP
(u/imL) (h) (JU/mL) (U-h/mL) (h) (mL/h) (mL)

23 | 11540252 | 0.33 | 0.30+0.066 |57.5713.872 |47.80+13.697| 53.7+12.8 | 3295+620
a: PRAE, b:226]

6.2 HRIRIKERABR
6.2.1 BEITRITHRH
6.2.1.1 SERMETTP B ExHR L Uiz HEIFFIRNE: 5388k (281101 3BR. CTD5.3.3.2-1, FEHE#AMK 2014
#£9 A~20164E2 A)

AAANK OSME A DS ERKME TTP A 25 RIS 5. 20 ik 40 U/kg Z HRIFARNEZE LG Lz & &0
ADAMTSI3{EMED PK /XT A —H (%, R1IT D LBV Thol,

F 17« REZHEFRIRNE G L7z & & D ADAMTS13 iEED PK /85 X — %

e G-hE Bk Crnax tmax ® AUCo- tin CL Vs
(Urkg) (U/mL) (h) (U-h/mL) (h) (mL/h) (mL)
5 3 0.080+0.018 1.00 — —
20 3 | 0415+0.149 | 033 195+4.89 | 451+212 | 728+245 | 4240+1230
40 7 ]0957£0.140 | 037 | 545+149 | 605%135 | 652%24.2 | 53001030
— R
a: PRfE

W HOIEFNZ BT H ., ADA IR IR o7z,

6.2.1.2 AFKIR 5K LTGRO LLER (281102 BR. CTD5.3.5.1-1, EHEHI 2017 4 10 A ~FEfH
(2022%8A 12BT—F Ay b2 7))

281102 i R D PK- 1T HIIZIHWT, 7 v 24— 3—1E (RS - 14 B 12XV K340 1U/Kg Xix
FEYETARR IR A B A FIRIN - L7z & & O ADAMTSL3 1ML PK 23 felig Sz (17.2.0  [EBSER 55 AH
AR o, K1) , AFK 40 IU/Kkg UTHEERESE A BRI 5- L 72 & & 0 ADAMTS13 {5
DPK/INTA—=H|T, RI8DELEBY ThHoT,

18 1 AR 40 IU/Kg S IHEHEIRWE IR 2 BLRIFHIRIN I 5- L 72 & & O ADAMTS13 {EMED PK /X F A —#

%% Cmax tmax * AUCan® ti2 CL Vs

(IU/mL) (h) (1IU-h/mL) (h) (mL/h) (mL)
AHA40TUKg | 34 | 1.01+0240 | 033 |44.40+11.124|47.12+11.397 | 61.6+14.2¢ | 3844+898°¢
FEYETRIR 36 | 0.19+0.106 | 3.44 |10.60+8.136¢ [62.66+28.2814] 39.2,88.7¢ | 2850, 8140°

a: HPofE
b EAEEHE T IZB W T AUCk- DN EH SNTIERNL 2 BlOIRTH > 7=,
c: 3240, d:23%l, e: fARBIMHEEFIH
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6.2.1.3 PPK#&#T (CTD5.3.3.5-1)

FERVETTP BE A XI5 & U7 ERS LA 1 #55R (281101 uft%ﬁ) [E PR IE R 25 AR SR (281102 3
BR) I ONEBE L[R5 b FEAkRE B 5308k  (TAK-755-3002 #5R) (2351) 2 #BReE 65 0> 51 HiLiz 2462
S ADAMTS13 {EHED T — % % v T PPK ﬁﬁﬁﬁ\%ﬁméﬂf:o A (BUEIVEG ST RE VLA |
FRAETRIEE (FFP 303 S/D ALPR M%) 343 i itk et [ 565 VITER] -/ VW i Sl 45¢ 5-1% 00 ADAMTS13 1% 11
—WRHRERED 2-a 28— A2 MET VTR Ii, EEREROGA I, B5aNcHE ézmi
ADAMTSI3 IEVED EREZ B L CET b,

PPK fEHT DRI GAER] D 17275 R f- D434 1k, Al 6 Al 4 B, 6 mkll b 12 7R 4 1, 12 m%
LIk 18 FAT 6 1, 18 kLA b 51 . PERIIE B 26 5, Lotk 39 5. AFEIZE A 40 B, EA 261, T
7 N 11 f5l. Multiple 1 ], R 11 #il, RfElZe A= 755 1, e 2=y 7|55 54
B, BT 10 B, fiEflix O B 22 i, AL 24 f3i], B AU 10 i, AB %8 il KB 1 {3, {REEIX 68.7 [18.3,
130] kg (FoufilE [ie/ME, R . BURRER) . &&I1% 165 [99.0,190] cm, BMI % 24.2 [14.6,52.5]
kg/m?, {RZFKmfEIL 1.77 [0.723,2.50] m?, [/ 205 [20.0,442]  (X109L) . ~~ b2 U v MilE
0.390 [0.242,0.517] g/L, ~F 7 v & fii% 133 [81.0,167] g/L. ALT (% 13.0 [5.00,53.9] U/L. AST i
18.0 [11.0,189] U/L, 7/ 2 1% 46.0 [38.0,63.1] g/L. ALP (X750 [30.0,356] U/L, BV Lt &
0.468 [0.175,3.74] mg/dL, CLe i 106 [31.3,219] mL/min, eGFR /% 95.8 [23.5,464] mL/min/1.73 m2,
Tholz, HAETT/MTIE, CL, Q (/38— h A Y Fﬁaﬁ@7 V7T R) | Ve RNV, RAED &

(7e A MY —f2E0E CL LN Q TiX 0.75, Ve LNV, T LICHEE) BT 2 EELZT 7 A K
Uy 72— o RS-, NERMEERIZOWT, 88 L LT EEOYRKFOEERBRE S
T, EREZFRWT, CL, Q. Ve KONV ICAH B2 88 % KAFTWRMEERITFRD b7, BNz

ITAA E NI o T, T2, SMATEERIZ OV T, #8550 ADAMTSL3 1514 2 AFK O A O

(ﬁ%&N%ﬁl & BEVRIAD R OVEEE R OE Y (ARIE & AR i e [ S VLA - IVWF e

A 12 X0 AR HHIE LTz,

AT T VD PK /3T A — & ORMEFE) (FEREHE(R 22%) 13, CL0.0398 L/h (10.7%) | Q 1% 0.0456 L/h

(12.1%) . VcIE 2.69L (4.99%) . VpiZ 3.71L (51.4%) Tho7-, AIOREV RFIE G L g L

T, ARIEOBUEIVELA B G- Tl 7.37%, AEEIEFAEE G-F Tl 39.0%. ML & 25 VLA F-/VWE e 5

F7Cl% 93.3%fE\ Y ADAMTSL3 {EHEZ /R 5 Il E STz,

BASET VL O PPK R O BREM DT —Z ZHWT, LLFD Y 2 b— a3 UAE ST,
HARNKR OSME A D KM TTP B ITARSE (45 VLA 40 1U/Kg XITIEEEHRSE (ADAMTS13 iE
P& LT 101U/Kkg) % Q2W XL QW THIRNEEH- L7 & & D ADAMTSIL3 IEMED PK /X7 A — & D
HEEMEIX, £19DEBY ThoTz,
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#£ 19 : HRAKLOGNE AN DY KM TTP SBE TR N TR 2 R 5 LT L&D
ADAMTSI13 JEMD PK 787 x — & OHEEE
Cmax, ss Cave, ss ADAMTSI13 {%'l\i
P 5 B (IU/mL) (IU/mL) 10%LL EofegRsHE (B)
" HAN PANESUN HAN ZANESPN HAN SEEAN
(7451) (584%) (7 51) (5845) (7%1) (58 )
A QW 1.03+0.253 1.13+0.273 0.180+0.0245 | 0.221+0.104 7.85+1.34 9.13+2.60
401UKkg | QW 1.14+0.260 1.27+0.316 0.359+0.0488 | 0.4360.188 7.00+0 6.98+0.162
e Q2W | 0.150%0.0358 | 0.165--0.0388 |0.02722-0.00370 | 0.0335--0.0158 | 0.539+0.283 0.861+0.874
Tlow 0.167+0.0368 | 0.187%0.0457 |0.0544+0.00738 | 0.0661+0.0286 | 0.814-0.281 1.34+1.41

o JERVMETTP BEICASK (BUiEVELAI 40 1U/Kg 2 Q2W XL QW TEARNIEE L= & & D, FHlinX
L3RI (6 AT . 6kl E 12 meAis . 12 sk bl b 18 mEaARi e N 18 ik UL EodRI) > ADAMTS13 751
D PK /RF7 A—ZOHEEEIZ, 20D LBV TH-oT-,

%20 : X 4y B> ADAMTS13 D PK 235 X — % OHEEfE

Cmax, sS Cave, sS ADAMTSI1 3{%‘[‘%
Ry | Bk (IU/mL) (IU/mL) 10%2L EOFEREREFE (H)
Q2W QW Q2W QW Q2W QW
6 A 4 0.901+0.120 0.978+0.129 0.135+0.0154 0.270+0.0308 5.48+0.800 6.691+0.616
6~11 % 4 1.13£0.193 1.25+0.204 0.186 =0.0332 0.372+0.0660 8.19£2.19 7.00£0
12~17 Ik 6 0.995+0.113 1.10+0.115 0.174+0.00896 | 0.34820.0179 7.45%0.447 7.00£0
18 k2L E 51 1.15+0.288 1.30%0.328 0.230%0.107 0.454+0.193 9.51+2.48 7.00£0.000586

6.2.1.4 ERf##Hr (CTD5.3.35-1)
JeRVETTP B At g & U7 [EBRIL[R 5 AHRRER (281102 36R) O EMMiFRIEa A — FOH 1 ik
O 2 W23 5 mFAS (12 s 6 B, 12 mkbA b 18 skt 4 B, 18 Ll k31 ) oAbz,
MR E . )N L8 PR MR M i S5 DB BT 57— & . WWNZ PPKEF /L ( 16.2.1.3
PPK fif#iT | DIHZI) (ZHD< Cave s DIRBIHEEM (55 1 13UTE 2 HIOFI5H) 2 HvvT, ER i#HT A
FEhif X iz,
I/ INERIE DR BLEERIE, ER BfRZ Y 7 A R Enx TT MLV R LEEBDIREELRT Vv
TT ULV R S, £, BN EREMEE MR OB, ER BIREBIEET LT LD
LR S NTe, WEREE L THEROEPREFT S22, »

FULIEEENWREEGTRT Y BT MTLY
THDOETNIZEB W T HERITIEEREICHAIA TN R T,

A /KRB R OV I I 487 e M L P L D FE B EU T %9~ 2 ER AT DR, SERME TTP BT
AR 40 1U/kg & Q2W #5 L < 1X QW, XUIFEHEIRHIE (ADAMTS13 {51 & LT 10 1U/Kkg) %5 L= &
X O ML/ IR E B OV I I A8 B S 1 VA L 2 . DO R BUH 08 0 & 72 2 R O HEE ML, ek 21
KOR2DEEN ThoT,
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% 21 ¢ /R IE D FEBLAELS 0 & T DR OHEE A

FEHETE I AEQ2W (40 TU/kg) AZQW (40 IUKkg)

Cavc. ss mﬁj\/j‘fﬁ Cave, SS Eﬁ% Cave, SS Eﬁ% Cave, SS Eﬁ%ﬁ
(IU/mL) (%) (IU/mL) (%) (IU/mL) (%)

5%tile 0.0155 12.2 0.130 70.8 0.239 71.6
10%tile 0.0184 18.3 0.137 70.9 0.256 71.6
25%tile 0.0277 38.3 0.155 71.2 0.288 71.7
50%tile 0.0398 54.6 0.176 713 0.332 71.7
75%tile 0.0491 60.9 0.206 71.5 0.351 71.7
90%tile 0.0863 69.0 0.249 71.6 0.424 71.8
95%tile 0.121 70.6 0.396 71.7 0.427 71.8

% 22 ¢ UM REE VRIS IR I OFE B 0 & 7 D HEROHEEE

FEHETR R AFKQ2W (40 IU/kg) AFEQW (40 IU/Kkg)

Cave, ss @ﬁj\?ﬁ Cave, ss ﬁ%%:( Cave, SS ﬁ%$ Cave, ss ﬁ%%ﬁ
(IU/mL) (%) (IU/mL) (%) (IU/mL) (%)

5%tile 0.0155 68.3 0.130 80.9 0.239 88.6
10%tile 0.0184 68.7 0.137 81.5 0.256 89.5
25%tile 0.0277 69.9 0.155 83.0 0.288 91.0
50%tile 0.0398 71.4 0.176 84.6 0.332 92.7
75%tile 0.0491 72.6 0.206 86.6 0.351 93.4
90%tile 0.0863 76.7 0.249 89.1 0.424 95.4
95%tile 0.121 80.1 0.396 94.7 0.427 95.5

6.2.2 HNEMER OB
6.2.2.1 JFEEREREEBE R OBEHEREETREICRIT 54AED PKIZONT

JITFHERE R 5 FR A R VB RE R S R S ARIR D PRI A E 3 L 2 ST 9 5 72 o0 D B AR SR BB 1 3 FE i
STV,

HEEHE L. PPK FEATIZIRB W TR—RA T A »HED eGFR 13 ADAMTS13 iH1ED PK /XF A —% (CL) IZ
KU CHEBEREBEZMIES o722 & (16213 PPK fighr] OESM) 12z T, KEDOH &
(173 kDa) . WONZHAR. RH R OHEEOEEE (T4, JEEGIR I BhRER BRI B3 5 BB R OWEE 1o 35
TR EOHN) OESM) FEE XD & IFERE R OBHEEEDIK TAARIKD PK IZHEE KIZT AlHE
PEIXRWEB 2 A BEHHL TS,

6.R HHEICIIT B BEOEN
6.R.1 PK DEINAZEIZOWVT
e I1L. LR DA S, ADAMTSI3 {EMED PK 12k 2 AFE R ORIBEDHE T/ L E 2 5 5l
L7,
o [EIFRH[R)SE MAHRASR (281102 3UER) (235U T LA 40 1U/Kg Z HEAIFR RN 4 G- L 7= & & > ADAMTS13
TEPED PK 73T XA —=ZZHOWTHARN EAMEADR TRE ZEWTIRD LR o72 2 & (K 23),

7 23 ¢ AARANUISNE NITASE 40 1U/Kg 2 HEIFFIRN G- L7 L &0

ADAMTSI13 JETED PK /3T A — 4
5% Crmax tmax ? AUCo-» ti CL Vs
(IU/mL) (h) (IU-h/mL) (h) (mL/h) (mL)
AAAN| 5 1.05+0.30 | 033 | 53.88+9.78b | 49.69+18.37 50+10° 3480+480°
SAEN | 29 1.00-£0.23 033 |49.46+11.27°¢| 46.68+10.17 60+10° 3900+940°
a: FOE, b:4fl, c: 284l
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© PPKEFAAMNEY R a b—va Y ORR, REEREEIRINE S L7z & & O ADAMTSI3 itk
D PK 785 A—4 (Crax,s. Cave,ss. ADAMTSI3 11 100650 EOFFEERS) DOHEE I AN &S
ANCRBECH-7-2 & (16213 PPK il OEBMR) .

o GERMETTP M A4S & L EBSEES [R5 (281101 350 & OERILR SRS (281102
R & O TAK-755-3002 #klR) (25D < PPK fiftr OfEF. ADAMTS13 {EMHD PK ICH B4 &
FET AR LTARR ORBELRR S ek o722 L (16213 PPK Rl OEBM) |

gL, B EOmAEZE E 2z 2 L, KEEZRE LT- L&D ADAMTS13 {EMHO PK I A A A &4 E A
DO TR E2ENIFRD LTV E I 5,

6.R.2 ERIEFEFMAARERICIKIT 5 HE - ARORERMIZOUVT

HEEE I, EERILRE S MRS (281102 #BR) (31 DA AL - AROBRERILICONT, LUIF
DX DIZFI Lie, Bt TTP A X2 b KON/ RIS E RO N 8 B FE MR i M i 5 8 R1 o> TTP JiE
& ADAMTSL3 [EMHEDRRIZHaIcHa SN TR 63, TOMBEMEEIIE TRV EAREIh Ty
% (] Clin Med 2023; 12: 3365) , —J5C. oK% TTP |3 ADAMTS13 51 B & I K9 % ADAMTS13
OTEMEDZE T (ADAMTS13TE MDY 10%A) (2 8 0 5 & Z S5 72, ADAMTS13 4 7t L. ADAMTS13
TP 2 e/ IE P  (50%~150%) [CBESE D Z Lick v, EAOFRNICHERELT S Z L aval
RBE 72D, LIc3o T, @ TTP A XU b OFIEMH K OEM: TTP A X MRIERDOIGRAZ B E T2
BEOARIKDO A - FEIT, ADAMTS13 JEMED Crax 2 IEFEFHICEET 2 Z & 2 REICHRET D 2 &0
WY& Bz,

281102 FRBERIZI 1T 2 QME TTP A X M OFIEMM 2 R & L7 ESMFRE R — P oML - H&
I, PLFO X ISR E Lz, [EESILRS 156 (281101 5BR) 128\ T, A% 40 IU/kg % H[RIFRIRN
Feh L7 & & O ADAMTS13 IEVED Crax (3442 1 1U/ML (100%) T&H Y, FFP £ 5FFD ADAMTS13 i
PER D BWIRBEEN G OND B X, £72. BEZABR TR O ADAMTSI3 {EPED PK /N7 A —4
(FADIH S VI 2 b—va VORERNS ARIK 40 IUKg & Q2W TREFHIRNE G L= A12iE,
ADAMTSI3 {EMED Crax 1% 0.9~1.25 IU/mL (90%~125%) & 725 Z & 23 &, ADAMTSI3 fEMED IE
HHEIPH (50%~150%) WNORRBEENGOND Z EARBINTZ, Lzn-> T, EfifREEar— hc
BT DARIEOE G813 40 IU/kg & U & GHE AR METRIRAR & [RIARIZ Q2W T QW &5 2 &L & LT,
281102 BRIZHB T HBMETTP A N MIx T 210K A B & LizA v 7 v MRIEa R — Mo k-
FEIE, UTOX I ICHE L, S ERNZIX, ADAMTSL3 JEME 2l -0 I #H £ ¢ LA &,
M35 £ CIEFHPEZHERFT 2 2 ENEE LB X2, Ak AN TTP A X MIRYES O 5K
T ERIFICHBLT 5 2 E M A Xy b OFRFHIFICITEEIRED U 2 7 BREWZ e %R TTP
FRAE CI R ONC I IMES IEFAL LT b7 < & b A8 BRI ZIM AT B 2 kot 3+ 5 = & AL & T
% (Renal Replacement Therapy 2023; 9: 25, Blood 2021; 137: 733-42 %) , S RkPE TTP BE T HRIEEDIA
WAL Z LN TH Y BETTP A X2 "AHEE L7248 D 2 B BIEARIKIC X 2108 29 5
Z e EE 2T, 281101 S EBRDOT —ZIZHES I ab—ra URERTIE. L HHIZ401U/Kg, 2 H
HiZ201U/kg, 3HHEMSH5 HHET151UKg # 1 H 1 [E%5 L7854, SHER SO ADAMTS13 iEE
O Cinax D FHIE 2 IEHFPAN Td 5 0.8 IU/ML (80%) BICHERF 5 Z E N HEETH D Z & DR S iz,
LMo T, AT~y MEEar— T, &tk TTP 4 X2 FRJER 1 HHIZ 401U/Kkg, 2 HHIZ
20 1U/kg., 3 H HUARRIZA N> MElfEH% 2 HHET15IUKg # 1 H 1[5+ 25 2L & LT,
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281102 REROFE R, PK- 1 1Tk, A 401UKg X ITEHER K 2 HBFRNE S L- L &0
ADAMTSI3 {EMED Crax 2ZF 1240 1.01 }2 T8 0.19 IU/ML, AUCq 1372 44.4 %11 10.6 IU- himL T&
D ARIEEHRFO ADAMTS13 IEME DI Sl IAFERRRF O 5 5 Th o7z (£ 18) . PPKEHTIZIS W
T, AZL 40 1U/Kg Z Q2W X% QW THH L7 & XD Crax 1359 1 IU/ML (100%) EHEESNIZZ & (F
19) . ER fEATICISWVNT, i/ INRIBE Ko OV I8 I A5 B 25 M i P i D S8 B 51 ADAMTS13 JEE D
Cave [ZHHBET 2 Z EARENTIY | f/IMRIBAME S O I8 L8 P S VA i i L2 kh L C iy s ¢
FIEMHIDRIR SN DIETE (Cae) BEDOND LRI NIZZ &b (21 KVFK22) | EH
FFEHRE 2R — MBI D AREDOHE - AL, Y TTP A X N OFRIEE HIl$ 2 Dl +53 72 ik -
HAETH-T=EEZ D,

281102 RBa DA > T~ o RigElE 2 R — b Gl AEAETSIEEED ADAMTS13 15 PE D Crax i 0.1~0.4 1U/mL
DFPFATH S T-DITKk L, RERED 2 F9 OWFHICEBNTH, ADAMTSL3 {HHED Crax 23O
0.8 IU/mL (80%iA) (ZZIE# L., ADAMTSI13 IHMHD Chax IZDOWT ERD VI = b—3 3 UfER &l
ROTv 77 A VBTFELI, WTILOIER S R RAIMER OLZEMENRBD N2 b, AT~
v NEE TR — MBI D AREDO L - HEIE, 2PETTP A X2 MIxrd 2ip L L it e Hik - A
BEThHoTmLEZD,

HWHEIZ, LT O X 21ICE XD, BMETTP A X2 N ORIEMG R OB TTP 4 X MBI OIREZ B

B & T HERDOARIEO ML « JH&IL. ADAMTS13 JEMED Chrax 2N IEFFIFHICEET 2 2 & ZHRIEICRE S

N, BHEEETELNTW D RN SIE, Bk TTP A X b OIIEIHI M OVEME TTP A X M I ELE

DIEFRIZFUNT, ADAMTSL3 {EMED Crax 23FFEDBIMEICEIET 5 Z L ORKRIERITIA LN E 1TV R

A

—FH T UTOREEEX DL, ERETTP BE 255 L Uz EHEEILFE SRR (281102 35k O

EMTELE R — N RO T~y RFEEaR— b THE LIARIEO Bk - A&EIL, ADAMTS13 /&P

DIRTEEOBLEADDIZT—EOHREMENH 5 L KBTI 2,

o EMIFERIEIZOWT, 281102 FER D EIIMFERE 2 AR — F O, ARG XV EEREZ Ll
% ADAMTS13JEMDIRZE NS SN TR Y  TTP OB WiiEHED —>ThH 5 TADAMTS13 FEMEA 10%
R | OARAE A [A0E U 7= 1% (ADAMTS13 iE 1 10004 EORHGERER]) (T HEEHEE L 0 & ASRE 5.
FCR< (F19) | HEWESEA FED ADAMTSI3 iEHEOHEB N S5 L cE 5 2 &,

o —HEEFERIEICOWT, BELELC ADAMTSI3 M2 EH S8, AvEsEEE AR 23 EE 4
% £ T ADAMTS13 JEMEZ IEFHFITICHER T2 Z L 2 B U TARIEOHE - HERZERELTH
D, AR E LT, 281102 RBR DA 7~ v REEIE R — b OARERITHAAN BT 2 2N T
BE2ad8iE £k 0 ADAMTSI3 iGEMENHER L= 2 &

ADAMTS13 iEMEDOBREE & L | BRIRAIAIMNE R V22t & OBMRIZIH L TRWNW I & D | AREOHELE
L - HEOZLMEICOWTIL, BRRBRICK T 2 EBEORE - A&, AR OO RE LB E
ZCBI XX RETALERSHS ( [TR6 ML - HEIZHOWT) OEB) |

O Fr T v FERIEICRT 2 Bat ik - ARICEOASER R G S, B5HRIT4 A6 Al Th -1,
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7. BRREAER CEROLZEMITEE T 28R ONTHEE IR 1T 2 FE OB
AMER O AT 2 ERBRAEBR E LT, £ 24 108 3BTRS he (PKIZOWTIE,
[6. MR Ak e OBES 2 i, B ARSEHRABRIC BT 2 B BN ONTHEREIZ 361 2 e A O
DIHAZM)

3% 24 F 7 BEIARRER ORERS

w52 3
i e I T EEEATEC I FIiE - AR OOEN e
49 | e A
5%“ 281101 #Bx| 1 %%%%TTP 16 f1) 8 AFE 5, 20 XI% 40 Ulkg % Hi[EIEFARN G- Kiﬁ
<PK-1#i>
ARG — N1k (RIRHIM - 14 BHIE) 12X 0, FE%E
TRJERER © SUFAEK 40 1U/Kg % B [RIFRIRP 4% 5
<PK- I # >
I a ARG —/N—1k (RIEHIM - 14 B 12X A3
ORGEIVELA (i B RS O3k v Al (ks C
< AR Jff;)-lﬁ%éli/kg % B RIF RN 15
akR—h> e N o
[E|| 281102 3R | - |SEKHE TTP|48 {51 ® A 40 IUkg 2 HEIRHRP S5 AEE
| ) |T| mE <Ay p|SERMRRESSSES | ot
] W TR — k> FLIHROE 28 7 u 24— =Lk v iEdER#|  PK
FHAMm 5 f5i] b 3R ¢ FAIK 40 1U/Kg % Q2W ik QW T, 6 1 H [
RN G-
W5 3 M« ACHK 40 1U/Kg & Q2W XIX QW T, 6 4 AT
FrRN 5
<Kt rvTFwr REEar— k>
FEVEVRIFIE ¢, XU 1 A HIZAZE 401U/Kkg, 2 HEIZ
20 1U/kg. 3 H BLUESME TTP 4 X hORIER 2 H
HETiZ151U/Kkg % 1 A 1 BRI S
< EHFRE| < ER AL R — >
TAK.755. aR— k> ARHE 40 IU/kg % Q2W XX QW T, ¥R 5
EIE 5002 =8 |mb JERPETTP(36 12 <FrTFvr REEar— > e
L[] (S Hi ) BE <A T~U N1 BBICAIK A UK, 2 AHIZ201U/Kg, 3 A HUAK| Aok
FIEAR— > AW TTP A X FolfEH% 2 HH £ T2 151U/Kg % 1
0 i 2 H 1 [E§AIRN IR 5
a: BB

b+ BEAEZ LB
C: ARUEIRHRIRI, TR Y A HELE S 2 ik - B TRE T2 L Ehi,

7.1 EBRRILFES 14838k (281101 3Bk, CTD5.3.3.2-1, EMuiif] 2014 £ 9 H ~2016 42 A)
JeRMETTP BE &2 W8T, AIE 5, 20 L 40 Ulkg Z HLAIE RN G- LT & & O R EMER D PK &4
L L EHME LT, IEEMRIERTIRERBR ENS 13 sk CHEin S [HAERIE 14 61 (5 Ulkg
B34, 20 U/kg B¢ 3 B, 40 U/kg BE8 ) ]
TP YE T, DUTFICRZ S 7% 12 5% BA b 65 5k LA T DS RYE TTP 3 & S, it M O ALam 1 3R
sz,
o MENFTATV—=U THED, S BRI &K O ADAMTSL3 {EMY 28 6% ARl CThH 5 Z &I &
D S RKYE ADAMTSI3 RZIEAH T 5 Z & DR SN TV D EE

D OEYEIRERIC X D T RIERIEEZZ T TV AEAIR. A7 U —= ZiHIC ADAMTS13 iEMEA 6% 2 2 TWTH vy,
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s ADAMTS13 ® PK FHlilIC 8T 5, 7 VAT Lo e — MUKl FFP 3> ADAMTS13 4 il
Bl ¥ 5215 Gz D7 < & b 10 HREWc& 2 8%
o ARJU—=VJREZEED TTP OMENTED b2, LDH 23 ULN @ 3 {520 F i/ Mk
723 100,000/uL LL EDBFEIZOWTIE, ZE L TWIUEEEREE & ST,
o 18U LETIEHAIN 7AXF—Z22aT ) 60%LLE, 18 A TIET v AF—A 272 70%LL LD E
*
gk S A7z 16 il (AR 5 Ulkg % 3 6. 20 Ulkg #F 4 B, 40 U/kg &% 9 B, LATFRIE) @ 5 HIRERIEN
Feb- iz 1561 B4, 36, 9 B) NIRRT REM & Siviz, BT ILFIITASE 20 Ulkg #E0 1
Bl cHY ., FIERERITIRBRFEM A EIRE SNSRI Z R G S o iz Th o T,
HEFGIL, A 5U/Kg BE. 20 U/kg B T) 40 Ulkg BETZENZE3 100% (3/3 1)) . 66.7% (2/3 )
J OV T77.8% (7/9 %)  (LARRIIE) (2388 b7z, BB LA EFRIT, BW (33.3% (1/3 41) |
33.3% (13 %1) . 0% (0/9 %) ) . ¥EEMED ™ (33.3% (U3 H4) . 0% (0/341) . 11.1% (L9 #) ) |
SIATEZ (33.3% (U361 . 0% (0/3 %) . 222% (2/9 ) ) TH-7=,
L., BEERAEFGZENNEREDOEREEHILICE S ToAEFZITTRO b hoTo,

7.2 FIAERER
7.2.1 [EBREFFSMAERBR (281102 3BR, CTD5.3.5.1-1, EHEHIM 2017 48 10 A ~EhE s (2022 4 8 A
12 B57—F%y b4 7 : FREMENT) )

JeRVE TTP B &5, RIEDOFIIER L BMEAEERR & kT2 2 L 2 B0 LT, BIES
{LIEE IR LSRR A E PN A: 34 ik CHM S iz [HEUERIEL 57 1Y CEWIFRILE =R — b 48 41 : 18
kA 1 36 i, 18 kAl 12 B (12 % PA I 18 mkAlis, 6 mklA b 12 iR, 6 R 4 ) | AT
v REREa R — b 9Bl 18 kLA 6 I, 18 kA 3 B) | . AFRERIL, AIKIZ ADAMTSI3 ¥ /XU 'E
DOREA (Q97 RRAEL, TFZ LH—E TNAT77 (GEBEFHBLZ)) 720 Tl ERA (R97 ZRAL
VXL LAE—E TATy (BEETHEZ)) BDEFNDLZENHB LI EICLY, 2017 4R 11 A
25 2019 45 7 H £ TH EMICRER S I S iz,

ARBR L AFEDOBNE TTP A X2 h OFEBUINHIZN A 2 Beat3 5 @I s 2 AR — R R OVGEPE TTP A
Ny N EFBL U BE RIS R ARG 5 4 v T v o RREaR— b bk s, 7eds,
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DOHEERE, BE OBEIRINE % EE U CIRBRIEM T R RISGT S, R BEEREIT, Emia®Ea
F—hTA48 B, AT~ MEEaFR— N COREREINT (RBRFEMETEES 11 K (202142 H 24 Af)) ) o

Y BRI EIE R 11 M (2021 4R 2 A 24 BAD) (12T, 12 5B RO BFICE T 2 R EMEERE LB E 2 T — 5
=H V) T RERITLDREITESE | 12 RO B TR T 5 B ANITREE S T,

100 g st d R & B BRI RIE 2T CW A HREIL, A7 U —=1 7T ADAMTS13 iEME 10% 282 TWTH LW,

28



. (B TRIEa AR — FDAH) A7 V—=27KIC, EED TTP OfE (if/MEE2)s 100,000/ul A
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R NOFBER DY | FEHEIRRIC X D EHI AT 2 AN H D BE
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1 WORN, AFESUIMEREIRRHE 2 BHEIFFIRNE S L7 & & O PK (ADAMTS13 i&4H) 23eFil S
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JFE) ROV VLA (L C JREE) % HEIFARNE G L7 %O PK (ADAMTSL3 {E:) o [A] S 3T
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Bl) THY., 1 XiE 2[R ERGREOAERL T TEEHNCRD bNTAEFRITIER Ch o7z (WIHE
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EMMFERE R — bk, BEA ST 5 6 (BEYETRIE — ARSEAEN] 3 il ASE — A HETRRAER 2
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ER2 0 (0) 20.0 (1) 0 (0)
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RAfJm 20.0 (1) 0 (0) 0 (0)
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THERGIIRD LR T,

< AANEER >
A v T v RRRIE AR — MOBSR SIICBH TN Do 72,

7.2.2 EBRSEFSMb /B 5388k (TAK-755-3002 3Bk, CTD 5.3.5.2-1, EMi#if] 2021 4£ 4 A ~%
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281102 RERICSIMN LI=2N, BHEHERRICK L CT VAR — bR LIZBE L ER SN, RBRWIEIL,
cEELESElE N  [Boe 0 [i
RETE ST,

ARBRT, EAERE R — P EROEMETTIP A XU M RB L BE 2R E Lind T~ K
Eak— MOk SNz, BRI FARE R — N~ OFHRBE ORI, FXsy (18 5%l E, 12 5%
LIk 18 s, 6 MLl b 12 BT, 6 M) Z LT, 281102 iR D EMIM L 2 A — O T
DEEME Iy ~DBEENTE T LI RICHAT 5 2 L L &z, v T <2 REEIR— b ~OXEIE,
281102 BRICHIT DA VT~ RRIEa R — F~OBERENE T LIERICBEG T2 & & anT,

TN - PRAMEYEIL, 281102 RBR L FIEEE Snve ([7.21  [EFESEFEFB AR OESMR) |

EMFERE 2R — MR AAREOME - A&EF, LTo Lk L Ihi,

o BT 281102 B O EHIM FRIE 2 A — MO 3WSE TR & [ U A H & (40 1U/kg (=4 1U/Kg)
Z Q2W XX QW) TAIELZ LT 5,
o HHIEFE (JERT 7 EBAT BT T ANLEEINTEELRS) UToEEh L Ihi,
FFP 31X S/D ALERMAED QW #5551 T D856, A3 40 1UKg (=4 1U/Kg) % QW Theh
T 5,
I Y7 7 26 VILA] 1~ IVWF S0 341 D 88 5% QW B EDBEEE T2 TV B854 TR Y ERT
P FES & AFK 40 1UKg (£41U/Kg) % Q2W XL QW T EHT %,
ERELISN DA AREK 40 1U/Kg (£41U/kg) % Q2W T#H 53 5,
o MERT I BRI BT TANLEESNBEDOSRS, IERT 7B AT 0 ST AEKT Lickia & H
UL - HECAREOEG 2T 2 Z LR TE 5,

2 HRIBEER T ST h (2 aF—ha—R) RRERE T2 7T L, PR OT —2 v A T7HET
TS BREDHANIT AR o T,
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LUF OWTHUINTEL Y L7258, REOFEGHEZ Q2W (SUT QW L 0 D72 HE) 775 QW T
EHEFTHZ LI,
o EE6HALNIZENETIP AV M3 1EFEH LGS
o %6 W ALINIZEL T OWT IO ERARAEE OB LT 2 [l Z - 72556
N—=2F A MED 25%LL L i/ MR E DD S i3S 150,000/pl A
R—=2AT A ED L5 EEB 25 XIZULN O 15 5% 2% LDH O
o IHZE 12 W HLWIZELFOWT L0 TTP IZ B3 2 e U3tk (i MRE 1 LDH OE & O fH
HEA D720 2SN LC 3 R L=5A
FRERFROREIR  (BAEL, FEAFREE, MBS, SR IEE O RPTHI I RS /7 EBER) 3%
LU 72 LIRBRIY AT L7256
il-2r
NR—=Z2T A MED 15 EEBA DMIE7 VT F =2 O

W6 I HUNICU FOWTILHHELL TO WS, IRBRL Y EROHRNIZ IS & | REDOFE G
%2 QW (LT Q2W LD ZWHEE) 2006 QQW IZAFE 5 Z LR AMHE L STz,
o AMETTP AU b
o LUTORRMBRAE OB
N—=2 T A MED 25%LL E o /MR E DA S M E)s 150,000/ul A
NR—2F A MEXIZULN © 1.5 (%8R 2% LDH O#N
o TTP ITRFE T 2 il SUTEIR (R FRUIER, MR, N— AT A VED 15 F4 B2 2ME 7 LT
F = DHIINE)

EMRFERIERICBNETTP A Xy SR REBLLIGE1E, AL AT~ MRlEar— oMk - H
® (Bl) TRETLZL LN, o EMRFEEETICHESME TTP A X2 BRI L LA,
A A 40 UG LA FORET 1 UL 2 [BhENN& G925 Z E A ARE L Siviz,

FrT~r REEaR— ik, IRBRYERI M TTP A X hORBLZ - T2 BE 2 88T 52
&b I, BERE I PR AR X D EEIRMR A (i MRER OV LDH) IZESERMETTP A X hD
TEFE (3 25) ~DREU MR STz, B TTP A X2 hOEFRITHEY LW Z & AR SN HE1,
BN G B RN 5 2 & & & Tz,

KRBT D TP A N2 b RO TTPIER O EFIT, 281102 5k & [Afk & Shiz (R 25 2H)

FrT=r NEEaR— MZBIT 2 ARIEO ML - HEIX, 1 HHEIZ 401U/Kkg (£41U/kg) . 2 HHEIZ
20 1U/Kg (+21U/kg) . 3 H HLUEAM: TTP A X2 hoEHE 7 #% 2 HH £ TiX 151U/Kg (£1.51U/kg)
ZLHLIEBEGETSZ L Eaniz, 2P TTP A X M3[EIE LZFES T, BEITRBRE ST, &
Wik a R — MIBITT 20 2R INT 5 2 & & ahiz,

281102 FABRIZ I 1T D EMIR FE L 2 A — b D 12 5% A LD BFE OFF 30 B A3EER 2 58 T L7zies (71
FA TR T, RET A T H 2 ST, B, T—F Ay FATRRT, AT v N
R — MOBE SN EBFII W e d oo 2 LD DIRE CIIE I L 2R — FOfE R &7 5.
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< BIREHI>

AN BT 36 B (RBATHEA 29 51 (18 LA b @ 28 3, 12 /LA b 18 mlokiii : 1 ) . HitiERE 7
W(mﬁukg7%)\uTﬁm)ém’K%ﬁ&ﬁéh LRV R GAE L OVFAS & S, FAS
DAIED EER I REEM & Shvic, 7 —2 > A TR, 3561 (28 f5il, 7 i) H355k % Akt
e, ARBRRIEEE L 1B 18 RkLLE) L 0 THY . HILEEIITRTH o7, FEHEIZOW
T, Q2W TEHBIMA L7 BEEIA 1L, BITHE T 69.0% (20129 ) K OMWHEHE T 85.7% (6/7 f3]) .
QW THG-BtA L= BREEIA 1T, BATHEE T 31.0% (9/29 i) K O EA T 14.3% (U7 ) Th-o1z,
T =57y b AT REROLRRVEMNT R RE 1T 2 ASEOURFEHIM (h Il DR/ IMl, &KRE] ) 1%
BATEFET7.6 [0,15.8] WA, HFHAEEZTL9 [05,47] WA TH-7=, kB, HEMETIP A MC
*TBAIROBEMEEG-2 3 461 5 RO BTz,

BAIEZOWT, EMHFEE AR — MTBWTEMETTP 4 X FOREL @@En&@oko
REMEIZOWT, EEfiFRRIE R — MBI 2T X TOEFFREOEERHNICRD b A EFS:
DOFBURILIZ, £29 D LB Tholz,

# 29 . B FTEE AR — MIBIT 5T X TOREEFR L OEEFICRO LA ERGORBLRN
(R RMERRT R SRAER . 2IRLER])

BT BHAE

(29 #) (7 51)
TRTCOFEES 62.1 (18) 286 (2)
FrEG
COVID-19 37.9 (11) 0 (0)
BIEpL 31.0 (9) 14.3 (1)
SRR 13.8 (4) 143 (1)
I 57 13.8 (4) 0 (0)
FENED F 10.3 (3) 143 (1)
22 10.3 (3) 143 (1)
1 PR BE R 10.3 (3) 0 (0)
s 103 (3) 0 (0)
NG S 6.9 (2) 0 (0)
GBI 6.9 (2) 0 (0)
REAR 6.9 (2) 0 (0)
T 6.9 (2) 0 (0)
FEEN 6.9 (2) 0 (0)
T kEE 6.9 (2) 0 (0)
I 6.9 (2) 0 (0)
ElES 34 (1) 14.3 (1)
EUR 0 (0 286 (2)

FEHEIE% GEBIE)

W R OO G I E ST HERERIIRD N7,
EELAEFLRIT. BITHEE T 10.3% (3/29 # : fi/MREAIE, o va "7 2 —@&Y: COVID-19)
WCED LN, WS AR L ORFEERIT A L & ST,

< HAR N>
FLAANN ST 5 B (BBIBBATRE) SHINZEVERT S RER K ONFAS & &, B & ke ¢
ot
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AR OWT, AEHFRIL80.0% (4/5 B : Bl H A7k - LIERIRIER - COVID-19 - FFEIED E U -
EEE. AST BN, ¥ A L AEB I - COVID-19 « %5 « HL/MSEGBIY « ALT S9N, Rk N5 1S
K& LB (ZRBD LN,

W R OAREOE G IZE ST HERZIIRD LR T,

FERAEFSEN 14 (COVID-19) (23D B3, A L DR EBIEIEZ L LHlr S e,

7R BT B BE OB

7Rl ERERAIESHTFIZONT

HEEE X, AREDERRAIMNETIZONT, LD X S IZFH L7z, JeXPE TTP 1X, ADAMTS13 E1n
THEICHEEIKT D ADAMTS13 1E1MEDOFIC K - TERH OBy i/ MRIIAR 2SR S 42 o iR
EBHEEEEETHY | EMmagrTmbREETH D,

JeRME TTP BB Tlx. ADAMTS13 IGHEDFIC L - T, @/ MG A TR %2 A% ULVWF £ &
R MAIZERE L, e T MR AR 2 BRFEAET D 2 L2 X0, i IMRIEE O fi/ MR E
S COBIMMERES 42 295 (NEnglJMed 2006; 354: 1927-35, AmJ Med 1989; 87: 9N-15N %5)
Fe RMETTP O ERAIENR 0O FRE 1 TMR)A < | ISR CROBBIZ A Al RE /e BB 2> b 1B PERYIZ i/ MR IBAME
wsi, R, M. ST wEIR, P, BASRE. PR, OB, SEELEO TTPAER 2 M 0 k3 &
T I DITIMZES, DR, B ARARICE 2 BASRE R E S O — M ST AT ARk 2R S A
PEAEARIC X 0 FIE(L T 2 A £ C, T OBRREIT 2L 2= 5 (Patient2019; 12: 503-12) , e K14 TTP
DA O FIER L, FNBE T R OV & AR TR o0 2 > ORI b LT % (Blood 2021; 137: 3563-
75. Blood Adv 2022; 6: 750-9, J Thromb Haemost 2020; 18: 2929-41) . £7=. EYYE, SME, TL=a—b
OMFHEIEIL, RMETTP ORMEEED Y X7 R+ & L TH LTS (Blood 2021; 137: 3563-75,
Blood 2019; 133: 1644-51) ,

S RPE TTPICxE AR RE & L Cid, MmAERANC X5 PR LR OVEEE 5 Thon TR Y | &M
(A 7 W A3 00 B 7 BB & M TEIRE O F | R 23 A B e BB AMFAE T D (AR i SO SR B 2290 77
A 2023, J Thromb Haemost 2020;18: 2496-502) ., IMAERANIZ K DHIERIZ OV T, LU T OFRE & OBR
ARSI TW5,

o IMAERAIE 5 E % O M ADAMTS13 IE M IXH K TR 25% & #iE ST 0 . ADAMTSL3 DAfiFE
DA+ T, ZhRDBBERN TH 2 (I Clin Apher 2019; 34: 13-20)

o T ULAX—ISKONERBIESISBET DS Z ENRMBNTEY . JRENGIRINS, AT rA R0
EAZ I VEOFHE G ET oA THOEEICR D Z ENRH S (J Clin Apher 2001; 16: 134-8, BrJ
Haematol 2021; 194: 444-52)

o JEROa Y hm— LT E 7 ADAMTSI3 24T 572012, %< D6 10~15mL/kg % 2~4 FF
2T ClEET 20BN H Y . BEOAHNKEZ N,

—F . AREITEE L2 ADAMTS13 ®AITHY | ZE L THrED ADAMTSI3 ZAfiFEAlHE CTh
%o ERRHLE S MFHERER O RGN D . A2 EHIR SO LAV EREO —Rpy e i miik s LTHWS Z
EDEMEDR R S, BEMELROEFEIC O REIZ o7 2 &b RIIZL Y @EUERE % [
BEL DD, BMETTP A~ b O TTP SEIR D FEBLINH] K ORI NS F R rTRE & 72 D, E 7o, AT
VX SRR & b U C SR (0.13 mL/kg) K OMEHRER] (B AME S, FIEMEICER S, L
Mo T AFEL, JeRMETTP BFITR W T, R & i L TR e O R TARRIK & 72 5,
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BREIE, LT O X 98B 2D, AFBICHRIE TTP Oifii 2 A9 5 BEAGREIIAAAE L\, JeRME TTP
(TR DAEYEREE & LT, B O IMRECRERRIER (TS U TS - & L7z LT, FFP 23 EH]
H ST BV R G- STV DD, B EHESCT 77 4 7% —FD7 LVX —RIS%E O T
95 (MARTER IS PESRBER2 IR A | 2023, MiRBF O HEEE CFEAk 31 4F 3 A EA 5 A
BEIE - AETERTAER) ) o EERIERIZS AR ORE R, AL EMRRREL L TRE LIS EORMETTP
AR N OFRBINEIN . G ORI O — B e & U TR G LEBA D&M TTP 4 XY FDis
PN RN DT UMAERA A TR & 22 WA ZMED /R S PR TRE R L BN R ENTZZ &6 ([TR.3
AIPECHONT) KO [7.R4 ZEMICOWT) OIESM) | MAERAI O & 722 5 IRRGRINL & E R
BUGICRMET 2 BRI RE WV LT 5,

7R2 AEOBREREFEIZONT

HEEH L, RO G EHZ DWW T, BUFO XL 5 IZ# L7z, 281102 3UBR Tl *GE B THy
YCHDH T ENBERBRICRAKROVNEBEEMAAND Z L L LA, TELETREHICEICHA
BE KT 2 S 2GS 570, IRBRIEMmEHIEYI (2017 45 2 A 13 BA) OB O, fEFIE
FEIRTLNC F2 < R REIRAT 0D FE0E 2 BHE L CUh7e, 281102 FRER O EHIAH FEIRIE 2k — MBI D B AEAER]
O O RIRAT O SRl RIS DN T, A X FIEBLROHEERE, BEOBRRNFLZZE L T, #BR
BRAARL | THEEREIZE T L, Bef&AOIS, 12 i LL EOBE IS 2 BG4 B & LT, 12 %Ll EoEH 30
BILL S EEIRIE R — R AR T LR R OT — 2 RS PRI 2 £ 52 & & Lz (6B
SEREFTEIES 11 AR (2021 4F 2 H 24 Af) ) o HRET T Tl AR OW T, 12 mekim o B %
BhaBEERNRE LM Z, 2l EOBREERNFE LT bETH2 L & LT,

fE R & LT, I FeRtiE 2 A — MR % 12 A Lo BFE 32 B35 3 W& 58 T L 7 e s T [ fig
I3 sl Sav, MRS RICEE D& | ARMOEA KON 12 5Ll EO/NROIRYE TTP B 55 L L
T AERHGE AT o 72, 281102 S BR DT — X B v b A THEEIZE N T, 12 UL EOBREFED H 5 6 4] (18 1%
LIk 5B, 12 5%l b 18 Al 1 ) A3 I A 2 A — N &l CTdh o 7o, MUi% 6 BT OV T,
20l S0 8 M ERERETIZEBINE 3HAERET Lz, 7ok, 12 BRio/NEOS G RKE TTP I2xt LT
t . 281102 FRER O FAFRATHRE RIS X KRHFHE A TE L TV 5,

PeMEIT, 281102 FRBR O EMIM FFE 7 AR — b Ak CTh o7z 12 3% EL EOBFE 6 Bl AR OV
IR DT — X iR Lic B O, PR RIS ZFHME 2179 2 L OZ S EFHAT 2 L ok
776

HEEEIL, LFO X ICHMH Lz, AREICOWT, T—X 1 v b4 7 H S E TICEREIRIR & O ik
WCBWTEERFE 2METEET LTV 18 L EOBRE 2 123 (W37 b EEUE IR — A SRE
) Tid. 7—% 8> A TR LE 2T T ETITEAME TTP A X bR OHERAME TTP A X2 b D3
BIIEdonzemnoiz,

LEVEIZOWT, 6BIICBWT, T—% B> bA TSNS E 3WE T F T2 261 10 O/ EHEZN
RBOLNT-N, AFEDRERERRDH Y LW SNT-AEFEFERI -T2, T2, WTHOFEFRL
BB E I EECH Y A EFEFRICL DEG W TG TR bk h o7z, 8 3 T,

2 6 (5|25 28 P RAFAT DT — & H v b F 7RSI 1T DA NEDMAT R GER (MFAS) 108 £, 4 fliEdh RfsTr o7 —
B I3y NA TR E CICEERR E OBICEERE 2 ME TEET LT,
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EERAEEGN LA L (7ax M) U AEEBRR) IS8 L, REE ORREEGRITR L
e 1] gV 13 A VR 1 = R B i

Pk v, 281102 B O EM AL D 12 sl EOBRF BV TiE, BT oT—% 1 b AT
R AR 25 ST A R OV e T — & 2B E 2 Ch . RIS RIS IE S < RO M K OV
BPEIARDAERICITE L WEE X D,

HREIL, UTDX9I0EZD, KEOBEFKTEHIOWT, DR E LU TOEANEY TH -7 &1

[AVIAY AN

o HIGEEIE. 281102 RER O T MIAENT O H AUIZ T & 2720 BHIC 12 UL R BE ISR 5 i & S
THZLETHoTEE AL 12 5% LL EO/NRIZE T DA 80 R OVZ2 A S0 T A R AT i SR
ZHESEFHN L CARBFE T 25 E CTh o2 BE TR L TWDH A, IRBRSEMFHEES IR\ T
AT D H B K O R B 2R AT 3 R O E R FANCAREICHE ST\ e ho e 2 &y

o HEHFRRREURER AT OB EEME DR I LD < FHAM AN FHE E 41TV 7R 281102 FAER O E H 4
FeFE AR — MZBWT, FRMTREE O XV RS2 T — XIS EREOG MR Vet %
D 2 L id, BB X W RREEME OB WA TS Z Lo . Em. KK
FRHTIE S & 7 DIE SRR 2 b 1= O A REE L B E TE RN &,

— 5T, LFOAITIMZ T, JeRKME TTP IS 2 BEARRSIIAAEE T, BUEMH ST 4 i S ddsH|
IZOWTBEPHMRIE R O T LV —KSEOMENRH 0 . B iERA ORBRIRRE RIS 5 2 L 0R
FIIREVWENZ DT EHEZE L, AL 12 5Ll EO/NRE %5 & LT ARRGEIZIW T, FIRIEITIC
B2 12U EOBEEZRG L LIERICHE S e RV TTP 133 2 ARIEDO A 2 & OV 2 % 7F
g% Z LTt 2500 &l L7,

o WEHMENTEEEICIW T, 12 5% Lo BEERIT RN T DT REM O —2 & L THUE
ENTEY, AEOBIFRMEE LI E 2 E, TS R OfE BRI S E AL 12 5L E
D/NRIZB T 2 AREDOFME R VLM AT T 23 B CTh o7 2 Lk, —EREHNTETH D
N

o HRIENTOT —F By bA TR CEMMIRIE IR — FEE T LT eh o2 125% 0L OB 6
BIOFMER LRI T 2 HEE ORI ZE 2 5 & KRB O SIS T DA K
W12 @& LA EO/NRTOFINE R O EVEZ DN T, AT RS R 6 — & OHERI 2N AT HE &M T &
5L,

7.R3 AZMEIZHOVNT
7.R31 TEHMFREDOE M OUVT
7.R3.1.1 281102 BREEDT VA > DFRYMHEIZONT

FEEE 1L, 281102 RBRDOFERITHE S & | EIIHIFRIIE 28— MBI D AREOFIINEEZ G2 Z &
DL DONT, LLTFD X 9IZHA LTz,

AHR L AEUEIRIR T3 5 B R OB SRR R 2 5 Z & WONCEEAETSHE CILBEUESS OFE D728
IZAT A RHLE 22 X VIROATER G P MERGENH 5 Z L h | 281102 B ITIFEMRARR L LT
Fht ST, AR E & L7z TTP A X2 F ROV TTP SEIR O —EF 0 e 3R (/MR E
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UM MAEFEEM AR, BHRERE) (X, FaTlCBUE U7l R & B 4 A 7o BRR i A i
EOZHranTHy, FERIEELE VWA D,

[RONTEERCARIE L FEERROA L T 5 L0, BETRPEGHE TR L
DR a A B OMEENEEZ T 5 Z LI K VPEBRATRE R HiE L LT, 7 v 24— =T P 1 Z8HH
L7z, 728, ERHTRONQSP 7 L& Wi/ My I 2 b—a vinh, B 1LEINGE 2 oAk
3L NEHERIR OUE 2 % 2~3 HRIE, 5 1 HICE G L QO ARSESUIIEERR O 2 TTP 4 X2 h D
HEBIHIN RN T ORLEUERS D Z EN RIS, L LR s, bl LI ROFEN
FHESINDIEHOROO 14 HENCE I N7 — ¥ 2 BRI U7 OFE 5 L O 1 OB OFE R
( [7.R3.1.2 281102 FRER DO EHIMHFHEE 2R — FOFERICHONWT) OEBM) ITBWTH, EEi#T
& ZIVTEE L L5 2 1A OF CRENT L7 SR & RIRRIC . ARIERE G- T CHEMETEIR T & bl U C B AT 726
MR ENT, LELY, 7o 24— "= BRICBIT D% 1 2 MIDFE T — X 12 S RO HHIEDRE
X ATRETH D EHBZ D,

ERIA TR 2R — MR D BEEFHME A (X, i/ RS E & O M E PR PEE s & 7 52
PETTP A X2 FOFRBIFE L Uiz, AMETTP 4 X0 bORBL (BN 1%, FEER CIXEICERERIC
ST 52y (I Thromb Haemost 2017; 15: 312-22, Blood 2021; 137: 3563-75) . 281102 Al TIL%&
BB AE (o MEU% O LDH) OB EA T L CREE(L Lo, v IMUZ DWW Tk, TTP O
REAEFRL DO UL CH D i/ MR IMARTE AL A BT D HRIE CH 0 | fil/ MO FEYE(E TR & L C 150,000/uL
DHHEND Z & RN TTP TIXAME TTP A X2 hOHEHED—> & L Cili/MiE 100,000/ul A A3
— ANV SN D Z & (IntJ Hematol 2023; 118: 529-46) 2%k % . M/ IMRER O EOED  (R—2
T A AMEDS D 50%LL 1T 25% LA EEA) & A E (100,000/ul Al X 1E 150,000/ul Ai) 125D <
AT A 20 L 720 LDH 12D Tl v i A B B YA R I O dR 38 4 KB S H8IE CTh 0 % R TTP
T DEBET —F 0 7N —TDart A LR — FTlE, %R TTP OIERICK 9 5 BRI
I/ HEAY 150,000/ul #87>> LDH 725 ULN @ 1.5 £ & EF T 5 Z L i s s Z & (Blood
2021; 137: 1855-61) 4B & ITE LT,

FERMETTP IIAVEBTH L Z & ERETTP O ARRICET 57— BR O TND Z & fEHE
159 C o 2 MFRANZ B U CH A2 31 U 72 leBH BRGRBR I 70 2h o 7o 2 L 52 B 2| 281102 3Bk
TR ER 22 R E SO F AT O B FEHE DR E I IS < BRI FH 32 | RO M T T B
H72 < Ak, ZEMEROPK 7 — 2 (RS ERAMICTMTo 2 & & Lz,

ARSI AT O L 5 ICE 2 5, 281102 RBIIEEMABR & L CEM SN2 b 0D EHHliFeftiL = A —
MTIT DA NMED EERAMREE Td 5 RPETTP A~ MIERRR A IS < EBUIN 23 I fE R T
52 EM D —EOFHEIIAIRE L W D, 7272 L AFEFRITHES S TTPEIR FRREERIER, R 5)
B OHFEEROFEIVRIEFIZOWTE, EBRRFHMETH Y A T 2ADRANTIEETE RN LICHE
TOREND D,

20 BRI SIS RB T DAEYERE FOSMETTP A X hORHELE % 1.65 #F 4 (Clin J Am Soc Nephrol 2015; 10: 2002-
12) | ARIREEE T TITEEREIRHE T & i L CERIZSEB RN 50% L Hb4 % 2 L 28E LT, 5S4 6~12 AT
SE TTP A X N OREIHNC OV TREDIEESR TR T S B2 =356, A E/KYE 0.05 (M) T 90%LL
O 2 TSRS D 72 D121F 146~220 IO B (555F 73~110 f)) DSELE 2 SN, BEERBOBE DG
FHITR ARG E N B3 < FTAM 1 JE M PR & kT S A7z,
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JaAF—N—=FHP A L LImZ LICONWT, EMfREEaR— FDOE
SUTIEAEREOF LB LR RSN t2FEz 2z %Y Tholz &
PRI LEE 5

2 NIV T 1 o AR
TR CTE T, REDOHR
2 W Z PG LR Tl <. & L HIOR R A2 FOICEHE T 2 2 & 3] & B 2 5,
281102 7R O FEFHME H (X, TTP O LAY 5 8k D 5 HR2WricBR U CTEHRE R M/ ML DD & O
/NI PR E MRS AR M FIRZ B W23 TH Y | i/ MR E K O N 8 B RS i M 1 %
T DA EOBRMEIL, BEERMMAZFIL 5 5 i/ Mo OFRAR FRE & 72 230 &
EVER MAER M2 A6 9 5 8L T2 7ol &l 5,
SERMETTPEEIIENS & I 7 < EEFHIEE & SN2 EHMFEIE R — MBI L2METTP
AR OB BIRNEBES N Z L ENL, RIEOFIMRHHIC B THEH PRI RGURE 21T
D nitm & Uz 2 L1300 21583, RO, BMETTP A X2 MM T, A TTP A X
K2 TTP SER DR FUIRILE 2 & o TREMICFTM T 2 LB R H 5,

7.R3.1.2 281102 RERDEHMAIIE T F— FDOFERIZONT
O 2fENICBT D HEIMEICONT

HEEEIL. RO EHMAFIEOHIECONT, LFO X I IZHH L,

281102 BRI 1T D TTP A X2 R RO TTP IR O R BLIRILITFE 30, I QNS HEHETRIR — ARSRAE K
OARHE —FERREROBE T RIILNL DOLBY ThoT,

%30 : 281102 IRERIZIIT B TTP A X kO TTP JEAR DT BLIR I,

(MFAS, &R, 12 2L Lo RFE)

1 2 % 31

FEAETRIER N AREK FEAETRIE N4

(21 1) (17 1)) (20 1) (17 1) (35 )

B 0.08-0.376 0 0 0 0

RHETTP A~ b 1@ 0 (0 0 (0 0 (0 0 (0
N 0.45-+1.013 0 0 0 0.07+0.201

A TP A~ 4 (5) 0 (0) 0 (0) 0 (0) 2 (2)
o 50616738 | 16213342 | 202+5102 | 2.01+4299 | 1.44+4501

tin/ D 1 (49) 4 (15) 5 (15) 8 (26) 9 (16)
o e 1.82+3521 | 054+1241 | 019+0584 | 0.78+2227 | 053+0.829
Tt o A T I o R 2 1, 9 (13 3 (5) ) () ) 11 (1D
I 0.45-+1.455 0 0.76£2.069 0 0.06-0.378
FRRRERES 2 (5) 0 (0) 3 (8) 0 (0) 1 (3
o 1.02+2842 | 1.26+4345 | 057+1855 | 1.76+6.004 | 1.06+2.587
HRREFHOER 4 (12) 2 (12) 2 (6) 3 (17) 8 (23)
- 04310964 | 0200832 | 019+0854 | 0220926 | 0.22-+1.069
4 (5) 1 (2) 1 (2) 1 (2) 2 (4)
e 1.40+2344 | 053+1.066 | 037+1.282 | 090+1584 | 0.36+1.395

TOMO TTPIER 8 (16) 4 (5) 2 () 6 (8) 4 (9)

BBy FERBLROE AR T2 () . T B EBLIER (EELRED

a: M/MRIAE, ol E FREMEA MR L, AR |

L EFEZBNDTRNTOER
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3% 31 : 281102 7R DFEAETG P — ASELE [ M OVR 3K — fZEHETRRAE [ oD [R5
(MFAS, £, 12 0L EOEFE)

FEHEIR R — AR | RS — IR AR
(21 1) (17 1)
Tl (%) @ 29.0 [12,58] 42.0 [13,54]
PRI B 429 (9) 353 (6)
otk 57.1 (12) 64.7 (11)
N TIT AN 143 (3) 11.8 (2)
HA 66.7 (14) 82.4 (14)
Multiple 48 (1) 0 (0)
A 14.3 (3) 59 (1)
He KM TTP DRTTEWE FFP 66.7 (14) 70.6 (12)
S/D HLEE I 14.3 (3) 29.4 (5)
I 102 5 51 275 VLKL -/ VW J i L5 143 (3) 0 (0)
B 4.8 (1) 0 (0)
5 AR fE 2 BT 5 (B Y 429 (9) 58.8 (10)
BEAEIE X XA DfE 7L 57.1 (12) 412 (7)
AR ERAT 12 0 H o BYETTP A XV b D& 14.3 (3) 118 (2)
TTP A X2 N OFRBURI  |dHAE TTP A X2 F DA 95 (2) 59 (1)
APER OHEAME TTP A X2 b 0 (0) 59 (1)
2L 76.2 (16) 76.5 (13)
NR—2F A Ol (ful) @ 193,000 225,000
(118,000, 344,000] (95,000, 361,000]
N—2Z A LDH (U/L) 2 171.0 [129, 419] 161.0 [129, 224]

FEw (F1%)
a: PR [R/ME, O]

SHETTP A X2 ME, 5 L HIOEMEEHE FICB W T LHIT LR DN, RERG T TIEREDH
N hoi-, PRERFHHEEE A TIX, A CER (ClinJ Am Soc Nephrol 2015; 10: 2002-12) 1ZH:-3& | FEHES
O EIFIRIE 2 Z T - BE BT 280 TTP 4 X F OFBERIL 1.65 1 4 L FHE LTV,
281102 FBRITIIT 2 EME TTP A X2 h OFBLRITIEMERH F T 0.05 4 TH 0 | RERFHERFOFEE
LU0 BENoT, BETTIP A X2 FOFBRENEE L B -7 HEK & LTI, LFORBREZ b,
o ITHFEOEBEEMEMETIP LY A MY OF—# (23S < #iiE (Blood 2021; 137: 3563-75) Cik, EHIMY

W SERF| O #5552 T D BRFICEIT HAMETTP A X F OFEBLR[95%C1]1%0.36(0.29, 0.44]
"/ NFEThoT=Z &,

o RMETTP A2 hoZBL (BVEEE) 13, EBRK CITEITHEAIERIZE-S S W S 523, 281102
REROZNE TTP A X2 b OEFRIL, M/ MR E K O I 48 B PR M 2 £ D A AR A
DL BT HERNH D Z LD, LVRSTFHREETH -T2 &y

o ITHRIZANE TTP A XV hOEERFHERD 1 > TH DA, 281102 3B CTlIdEis bRt STz =
L

FHAME TTP A X M, 8 1 WIOEREIRIR TR\ T 4 61T 5 R0 S iy, AREE T Tl
BN oTz, RO TTP AR OFBIZIL, 5 L I CITAREAER 2 bR E . f/ MR E, o i
P e I, AR R M OV Ofthod TTP AEMRICE LT, BEVEIGHE T & bl L TSRS
TCTEPoT, B, MIEZ LT F=0 OEINITER SIVZBERREEICOW T, # 2 MoARER 5T
TEEEIRHR T Ll U CRBLENRED o T2D, 2R RN—RT A VED 15 {FOBEEZ DT EE S
FREOHNTULN K TH Y, M5 SN HRAMEIFZ ULN O L1 ETho7-Z L vh, BRRMICES 2
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Mg 7 V7 F= O8N TIERio7z, 72, 281102 RBRDOE 3 W& O TAK-755-3002 i 5k D17 H
BB T, R GRIC, RIELROHEENE TTP A ~ 2 MIEONCERI 0O TTP AEIR O FEBL=ANRERF A2 5
S RAEMITRD bR o T,

F7o, SERNETTP ORTAM ORI (FFP, S/D QUBLImAE, i i ke[ 55 VLA VW BEERAD | i
Mgt 2 2 B~ 2 BEAEIRE S LA O (I, PR MRS VE, DAfEIE, BHEaERE E%) Of I,
AR ERAT 12 0 HRE O TTP A 2 R RBURIL (BMETTP A XV FOH, FAMETTP A X2 F DA, &
PEROHERME TTP A X~ TTP A X FDFEELZR L) BIO TTP A X kO TTP SER O FBUR I 2
e LG R, FE M TH OB 2AIERO b Lo 7=,

@ FHI OB ZECDONT
HEEEIE, 12 EORBEEZE LD THIMEFET 2 Z & DZEMEIZOWT, LFO X S IC@HB L

Too AT D RITINZ . RIEOREHE T &4 FIRNE S L7z & & O ADAMTS13 [EPED PK IX4FE )& - T

FLILTWa 2 & (16213 PPKEHT) OHESR) ZikE 2 5 L. 18 LOBHE & 12 5% 2L I 18 5%

KiOBEE LD THIMEZTMT 5 Z LITTREE B2 5,

o ERMETTP OBWEMEIITFMIC L VEVRH D Z EDNF BTN DA, HAERE K QYRR O A B
FIZEAb, NERM O RGYER S VWF REZEMT 2 ER OB LD THY . R
ADAMTSIVEMEAE T 2 Z L 12 & U ULVWF Z &R S e & 9 IR BRI IC L & 77k
WTHDHZ L&,

o TTP A XY FOFRBRBIMIZ L D BMEREGRES 2 Z0IER BN &/ NETRIERE B 2 b, FEEE
BETTP LY A MU T, TTP A X2 b OFRBLEED 10 mfAwm O /N Tl 40 s OER L 0 &
WIZERHEINTND LD, Hix IpdEE T TTP = B Y — R3EIEL X1 (Blood 2021; 137: 3563-
75) . A &N TRIEROIEHE T TV 5 Z & (Blood 2019; 133: 1644-51)

o AW TIT. FEMA &L LT ADAMTS13 DI fEh iR L < IEWS, 4% 6 1 A £ TIoHE
RN ERIFRFE & 725 Z & (Blood 2001; 98: 2730-6)

e ADAMTS13 ORI DA B ILE X VWF O TH Y (Blood 2008; 112: 1713-9) | IEHFENL O
VWF BEEIIRRA LD bR, £k 6 W HB TRAIIET L TAER 3 BTl & RO 183
B — ANZRENT D Z L5 (Thromb Res 2007; 119 Suppl 1: S4-S5) . AHR(Z69~ 2 &2 M 12 kLA
Lo/ ERATRERENIRZNEEZEZOND Z L,

Fnkg (18 melh by 12l B 18 maAi) IO TTP A Xy M RN TTP B ORBRMITFR 2 D& B

DTHY ., 125 LLE 18 Rl D BE DNV 7 < FEROMIICIEA R H D DD, 18 Ll EDEFEMN D
FER LB OB DHANITRRD o7,
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%32 : 281102 RBRIZ BT D EBER D TTP A X b L TTP SEIR D IEELAR DL
(MFAS, &R, 12 0L EOEFE)

18 %L I 12 LA | 18 e
Bl 20 %31 F1-2HpEE %3
FEAETRIR AHE ARHK FEAETRIR AHE KK
(34 1)) (33 1)) (31 %) (4 i) (4 1) (4 151)
0.05-+0.296 0 0 0 0 0
1 ~
APETTP A~ f 1) 0 (0) 0 (0) 0 (0) 0 (0) 0 (0)
0280819 0 0.08=0.309 0 0 0
=2y ~
HBIETTP A ) ) 0 (0 2 () 0 (0) 0 (0 0 (0
- 4145855 | 1.72+4.249 | 156 +4.767 | 3.73-6.200 | 2.78-5569 | 0.54+1.077
N /)
/MR 17 (67) 8 (24) 8 (15) 2 (8) 1 (6) 1 ()
N I B S 1.41+3.177 | 0.39+£0.995 | 0.54+0.826 | 0.89+1.029 0 0.49-+0.982
VA LR 1L 9 (18) 5 (7) 10 (10) 2 (2) 0 (0) 1 (1)
—— 028+1.155 | 0.46-1.638 | 0.07+0.401 0 0 0
FPRREE S 2 (5) 3 (8) 1@ 0 (0 0 (0) 0 (0)
s g 1514721 | 0.09+3.393 | 1.20+2.723 0 0 0
HHRE ORI 7 (29) 4 (18) 8 (23) 0 (0) 0 (0) 0 (0)
o 0380988 | 0220879 | 0.24+1.135 0 0 0
i 5 (7) 2 (4) 2 (4) 0 (0) 0 (0) 0 (0)
| 131+2.105 | 0.50+1.235 | 0.40+1.478 0 0 0
TOMD TIPHER 70 o) 6 (9) 4 (9) 0 (0 0 (0) 0 (0)

BBy AERBEHRO I SRR () o FB B GRS
a M/ ERIAE ., B FEE VRIS IR . ERRRERRE T . AR AORE IR B ORISR D SER M TTP 12
B 2 & B2 b D TR TORER

PLE XY, 281102 BREROFE . 12 5Ll O FKME TTP BEICHIT A ARIEIC L 2 EHMREIEICR S
ERAIEZO B D AIMENRD N EEZ D,

@ HARANEFNZBIT HHEDIMEICONT

HEREIL, AR AZERME TTP BB ISR T DA RMEIC SOV T, 281102 BABRIC B ANS N 512572 0 Fgt
L 72 IR R ORI RER BRI BT 2 WA &R L TRl 2 & 9 R 7z,

HEEE L. LD X D IC@H Lz, EERILFES A5 (281101 #ER) KO PPK E7 /L& Wiz
Qo b—va UREREMND . ADAMTSI3 IEPED PKIZENAA TR E ZREWIEO bz ro72 (T6.R.1
PK DEWNANZEIZOWT) OEBM) , ADAMTSL3 Eix 1121 200 UL EOBR AR NHE SN TN D
2. AR BRRZEITERD BTy (Haematologia 2019; 104: 2107-15)

F7-. ENINDOHA FF 4> (IntdHematol 2017; 106: 3-15, BrJ Haematol 2012; 158: 323-35) % Lbifz L
ol A RRVETTP OB K OBW LM FRETH 72, ERNAE IR TTP OFEEZHNE L
TEHANTAR SN TOZROR, WTNDO T A K74 280N ThH, EHSUIHERZ ADAMTS13 % &
T IMAERF OEEAHEE SN TV D, A TIEFFP OB HER ST\ 5 — 5T, sk Tz oftic
S/D LER A (ARFAAGE) <° ADAMTSIL3 & A itk ke [ 55 VILA - IVWF Ji A o & G- b HEE S Tk
V. EP TR TR R BEAI OFEBIC 2 H N B 208, WO FEH H ADAMTSI3 Offifta HiJE LT
W5, EMIR AT EREOIREN ADOXIR L 72 5 BE OB FIZO WL, WIhoh A KZ 4 THH
LS STV 2RV fERI D TTP SER DSk, BHEREREH 5 DA IEE O TR e RIE TTP & O Fi%
DWEIZDRND Z EIFENIICTIETH D LB 2D, LI -> T, WNIRPER O AT A ER O]
BN D . RIEOF NI 2L KE LA O REMNEITERO b TnWieneEx 5,
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UL b2 % T L7- 281102 5BR D 12 UL E D BE IR T B B AR NEM I, 261728 18 L Lo
PET, BiEHR & LCFFP 2 5- S TH 0 . AL & BEH RICRE BV 2o 72, 281102 7R
(1 2H0FE RO 3 ) ORMBEM I PAARANEFICH T D TTP A X kKO TTP IER D FEBLIR
PUIE B DLBY THY ., AARANEMIZIW T, AEREL T TEMELOHEENE TTP A N2 FOFHL

O BT, RO TTP FER DFEBLUZ DU TIT AR & RER DM 23588 6 7z,

7% 33 : 281102 i BR DO AL K O H AR AEMIZEBIT D TTP A X2 b KO TTP JEIR DT ELR I
(MFAS., 12 %Ll Fo B

AR HAR N
1.2 WS 53 F1-2HPEE %5 3 1
FEAETRIR ARHK ARHK FEAETRIR AHE ARHK
(38 31) (37 #1)) (35 #i) (5 #i) (5 fil) (5 i)
0.05+0.280 0 0 0 0 0
=y ~2
REETTP A~ b 1) 0 (0 0 (0) 0 (0) 0 (0) 0 (0)
025+0.778 0 00710291 | 074+1651 0 0
1 ~
HREETTP A M7 ) 0 (0) 2 (2) 1) 0 (0 0 (0)
- 410-5806 | 184+4329 | 144+4501 | 332+4954 | 068-1518 0
NS
tin /s i 19 (75) 9 (30) 9 (16) 2 (9) 1) 0 (0)
NI 1363019 | 035+0946 | 053-0829 | 0.37+0.826 0 034+0.763
VA L I 11 (20) 5 (7) 11 (11) 1 (1) 0 (0) 1 (1)
S— 025+1094 | 0411551 | 0.06+0378 | Lil+2477 | 137-3.067 0
HPRRERE 2 (5) 3 (8) 13 13 1 (4) 0 (0)
PRSP 1354483 | 088+3214 | L06-2587 0 0 0
FREEFRIER 7 (29) 4 (18) 8 (23) 0 (0) 0 (0) 0 (0)
- 034+0940 | 0200832 | 022+1.069 | 037+0826 0 0
5 (7) 2 (4) 2 (4) 1 (1) 0 (0) 0 (0)
| 117+2080 | 045+1175 | 0361395 | L111+2477 0 0340763
COMOTIPIE | 7 oy 6 (9 4 9 1 3) 0 1)

BB MBI O I AR R
a s /B AE . /I A B T PRI R il PR RE R

ZHNDTXTORER

()« FEBe: BB GEHMED

AR HRE IR B O LAS D S Kotk TTP IC B4 % & %

PLE XY 281102 #ER ORMRER TRO LN AIEDN BARNLERMETTP BEICE W THHIfFTE 5
EHIrd 5,

BEREIL, LT O L DICB 2 5, 281102 ikBR OFE RIZEE S < AOMMEDFHMIZIZRA R B 5 b DD ARFE
I fn-#EH 2. ADAMTSI13 Toh 0 . He KM TTP ISRV TR L 72 ADAMTSI3 iGtEDmiFEZ AR & L
THERESNDZ LIz, L TFORZRE X5 & ADAMTSI3 O EHM IS L2 BREFITE T, A
BB XY —ED TTP OSMEEOREIH N W CE 5, 7o, WiEE O & OSSR FIEATHRS F
HEE 2 18 LB & 12 5% | 18 iR D BE & F & O THIMEZ I 5 2 &1L ATRE &
L7z,

o 281102 AER DL R FHIN R FEIEN G 70 2 FEEHMMIE B T 5 2N TTP A X2 s ORBLIAR IR
TTOLHLHFEOHRTHY . FHBICIRATH D DD, ZOFRBRIIARERE T CEERE % L
Bl &S 7holzZ &y

o 281102 FERICHE VT, —HORHIHEAE BBV A S 2 L ITHET D HLEITH 55, #EE
TTP A X2 R RO TTPAER DR BRI OV THERASER 5 F CHEEER T L0 bIRWERTH-
7= &,
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o 281101 #Br. 281102 #ER I Y TAK-755-3002 3Bk DT — Z % FV 7= PPK ENT OFE R (AEZ R |
ADAMTS13 {510 PK I\ZH E 722 % KIFTHNIRMEERIZZEO 57 ( 16.2.1.3 PPK fi##r] OIH
ZH) | BEYE RS LS TAEKEIC LD ADAMTSI3 IED FRA-BSEIGTE DL Z &,

AARNZEBT DHEIMECONT, 281102 BHBRICHAAN Lz BARNEEEIIRSN TR, £/,
ARIELH T CRaMR AN TTP 4 X2 hORBUIGRD b ho72 2 b REM & ORED—
EMEOFMIIREE CH 503, 281102 3Bk (55 1 - 2 I0FA L OV 3 1) (231 AEBID TTP Ek D5
WRBIZOWT, HFoNieT —H OHIPATIXENAEITR D L 27 BERITERD G TV RN, AT,
RERBAAART O B b ARIEDO G DEITLR D NIKNE R OFM R ME BRI IR O [E NS 2213580 B T /e
WZ EaENE 2D & 281102 SR DO RMER DA E A RN TOREDHNMEOFHBUFIMAT 5 2 L 1%
ARETH V| 12 %L LD B AR NS RKYE TTP B8 T O EMMFRIEICIIT 5 TTP OV O BT
DHFCE 2 LD LT LT,

7.R32 —FHAFREIEDORRMEICTOVT

R 13, RO — Rl FERIE DA ZPEIZOWT, LR D K 9 IZHH L7z, 281102 3Bk TiX, Gk TTP
AR NERBLI-BEE, FER T CEERE CH 5 MIERA L kT 540 T~ REEa R — b
ICHHAAIND Z & &S, RN OT —5 5 A 7 REEE TIZ 5 FIOBEPHAAN LN, v
F v FREE R — TR, RBRERYEM SN TTP A N OB A5 -84, P RBEEE O
RIGAAE (M MRE L OV LDH) CTRMETTP 4 XU FOERICAEET D 2 L BHET DANIEERAHE & S
N2 ED D — o B IR EMS I PR REEENC L D ERRREMICE S A TP A XU FOER
ICEE LW EHBIL, TRMETTIP A X2 RV &S, AMEOITRIg bR S, 4
YTy REEEAR— MOEAAN DI 5 BT, 2FOBMETTIP A X M 4FOBMETTP A X
FEEWDRRRD BV, 261 (BMETTP A2 1, PETTP A2 FEEW 1) SAEERE, 341 (B
TTP A X2 b 1, Bl TTP A U REEW 34F) DMEMEIRHREACEI 0 T iz, 7eds, F—HBE
T2MEORMETIP A XY EARDO LI, YkBHIIRRHEH ID T2RA T~ MEEaAr— b
BRI, 1EH EIARTERE, 2[5 B I3AEEEERICE D (T bz,

Fr T~ v FEE R — N ORIERSE O T bz 2 BB T 2 EREBOHER X, K2 DLk
D CThoi,

20 AT 2V () i, /MRS 25,000/ul, LDH 723 625 U/L (ULN246 UIL) Toh-o7-Z &
O, AMETTP A X2 b Sl STz, E7z, EITHER, B, FRICIA 5 M0R I, FRIC R KESE 5 cm
DOIEDRTRD B, WThs TTP LD Y LHWrE /-, 1 HBIZAZ 40 1U/Kg, 2 H HIZ 20 1U/Kg,
3~4 0 HIZ 151U/kg 2G-Sz G4 ED . ARIEOERGZIT /ISR OB K O LDH Db 235388
5. 4 B Bl /MY 152,000/ul, LDH 23 296 U/L & 720 | sk ONMMLAE ST L2 Z &b,
BMETTP A X2 h3EIHE Y L Lt S, ABICAREOEG 2/ T L,

20 IR (b) T, fvEAS 84,000/ul (TRER FEfE B O B IR AL fi) Td 72743, LDH
723202 UIL TH Y, ULN (250 U/L) D 2 {G& 82 H¥INIFRD bivieirolzZ Lint, BYETTP A X
MEEWVE Il S 4L7e, 1 H BICASE 40 1U/Kg, 2 H HIZ 20 IU/Kg, 3~6 H HIZ 151U/kg &5 - G
6 [0]) . RSO B M/ M OB AFRD i, 4 B B2/ MDY 187,000/ul &7 >722 &b,
BPETTP A 2 FEEWAEIE 1P L7z L HIlr s 4L, [ 2 % TAREN G ST,
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— A= RBREN E R OB R, O R AR o R PR AR A
2 : 281102 ER DO A LT~ o R R — MBI 2 REFEO IR RAEEOHER

F T~y REgE R — N OBEERFERICE O AT bz 3 BIC T D ERMR A OHERIL, X3 0
LB ThoT,

2 IEEE Y (@) TE, LEOAMETTP A X2 R RN L EOAME TTP A R FEREWRRD b L
Too MURZHEIT. M/IVRERS 20,000/ul, LDH 73 627 U/L (ULN 246 U/L) Th-o7=Z b, AMETTP
ARy e S, 1~3 BBICFFP M H- &7z, 3HE® LDH (X 337U/L TH V., ULN & 1.5 %
LR E72ol22 E0 D RS ERINIAMETTP A X2 hAMEIE L7z &Il L7223, /M %3 67,000/ul
TholzZ b, B TTIP A X FORIEOEFE 7V 13- S WEFREEZK T Lz, FFP O
¥ 5. 36 H I FHOUIL/ MRELAS 23,000/ul, LDH 2% 652 U/L (U970 & 1R5R 3206 [ Rk BE 0 B PR A i)
L7 BMETTP A U Mg I S, 1~2 B BIZFFP 3% 5 &=, 3 B B I/ MRS 101,000/ul .
LDH 7% 323 UIL (W34 & IG5 FEfi R R B OB IRIRAE) & 7e 72 2 &6 | TRBRAH S AN L 2ME TTP
AR REEOWEE L7z EHIET L2, BME TTP A X2 FOEEOERE 7 13l S0V E 52/
TL., 20%, EFMFEREaR— _%ﬁ L7z,
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3 =L 0 (b) TiE, /RS AS 20,000/ul (FRBR S R RS O R AL ) . LDH 2% 412 U/L

(ULN225U/L) Tdho7=Z b, BV TTP A X Mg Sl S, 1~3 H HIC S/D ALER i E A3 #
a3z, BE5#T 3 BRI/ IMREDS 261,000/ul, LDH 23 235 UIL L 72 o7 Z b, @HETTP A~
v MEEWAEIE T Uiz &I S dL, OB EIRFRRIEICBAT LS, SRS T 5T LV —
IS DT DI B % Pk LTz,

20 IEES (o) TiE. fsEEAS 65,000/ul, LDH 73 211 U/L (ULN200 U/L) (W34 iRER Sk
ERBEREOBRARMRAEM) TholoZ &b, BMETTP A XU R EHIr S, 1~4 B BIZ S/D AP
HED G- S 47z, 4 B BIC/EDS 150,000/pl (TA5R 52 5 P iR O BRI A i) | LDH 2% 225 UL &
ol Z E D RIS ERIZENE TTP A4 Xy hSEE L7 &Il L7e2s, PR BB O lR i
fl CILif MY 137,000/ul Tho7=Z Eh, Ak TTP A XV hOEEOER 17 I S a0 &
BEEZKT L, ZOREMMFIIE R — MIBIT LT,
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281102 B DA > T~ v Nk a R — FUSMT, LBIOBEICA T~ v RREOKRFHE - A&T
ARENEH- STz, TAK-755-3002 38k Tl A7~ > RiEEa R — MOHAAN S N BE TR0 -
7oy, B REE 2 A — MOHEAAN SV FHEF O 16 Cf il <. ARIEOYIEEE 55120
W L7- B G RMEORERERE RS, BMETTP A XU FERBE L TV Z LR SN, T D%, A
WA T~ REEEORMALE - AR TRE SN, Y%EE COBRKREMBOHERIZ, K4DLEY
ThoTz, #EIEGRTO M/ MRER T 20,000/ul, LDH /Z 1027 U/L (ULN350U/L) THV ., 1 HE (EH
FERE L L Comm#s) (243K 40 IU/Kg, 2 H HIZ 20 IU/Kg, 3~9 H HIZ 15 U/kg 235 %5- &7z GG
9 [\]) , AIDOBEGHLIZM/ I DB K O LDH O 235388 i, 3 H BT/ MrEAs 195,000/ul
7HHICLDH RN 282 UIL L7pol=Z v, BXETTP AV F3EIE L- Ll &, mifE2 HEE T
RIENE G- STz,
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— A RN [ R BE D B R R A A
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c DWTNOEREGHEETY TTP A X2 b RO TTP SER ORHRIIARIEEE 5 T CEMEEHE T L0 LK
<. ﬁﬁ%ﬁ LT RERAIENSIFCE D, £m, @Nﬁm\%@%ﬁT&U$%&5T®wf
MUZBWTH BB THEFRRPRBO bR, REE ORREREEZREH VO LW S oA EFLRIT
T, EEHERTE £@7H774WKk§ﬁEW@ﬁ#Okoﬁﬁ\§5ﬁ§%@%%ma%%
U7 fE 0 A AU O RS AETRYE DS Q2W £E[H Tl FFP B E 2 %< (85.7%) . QW [ Tl S/D ALH i
ROBENL -T2 (50.0%) Z & EERE, KREE TR T,
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% 37 : 281102 55k O & WA FEHE 2 AR — MBI DB GAEE R D

TTP A X2 N EONTTPIER OFRBURIL (MFAS, 12 5% LA L)

Q2w oW
FERTYTON % 3 0 F1 200 % 3 0
PRI P R PRI R R
(28 f) (28 f) (26 1) (8 i) (8 i) (8 i)
0.06:0.326 0 0 0 0 0
£, ~
REETTP A=k ) 0 (0 0 (0 0 (0 0 (0) 0 (0
0.27+0.849 0 0.04+0.223 | 0.22+0.632 0 0.17+0.470
=y ~
HBFETTP A b 7 g 0 (0) 1 (1) 1 (1) 0 (0 1 (1)
X 4.50+5.707 2.29+4.889 1.85+5.177 1.79+5.055 | 0.50*=0.920 | 0.31+0.573
NS
/AR i 17 (66) 7 (28) 7 (14) 1 (8) 2 (2) 2 (2
TN A P 1.23+2.180 | 0.39+1.023 | 0.55+0.864 | 0.22+0.632 | 0.260.729 | 0.41+0.784
Vi 9 (18) 4 (6) 8 (8) 1 (1) 1 (1) 2 (2)
s s 0.34+1.268 | 0.48+1.753 | 0.09+0.438 0 0.24+0.675 0
PREEREE 2 (5) 2 (7 1 (3) 0 (0) 1 (1) 0 (0)

4 o 0.14+0.528 0 0.09+0.447 | 553+8.872 | 3.64+:6.348 | 3.58+4.138
HHREFHOER 2 (2) 0 (0) 1(2) 4 (24) 3 (16) 6 (15)
W 0.14+0.506 0 0 1.13+1.665 | 0.91+1.681 | 0.94+2.183

2 (2) 0 (0) 0 (0) 3 (5 2 (4) 2 (4)
i a 0.95+1.616 | 0.260.816 | 0.18*£0.503 | 2.254+3.128 | 1.15+£1.949 | 1.00*=2.817
TOMD TTPHER® "0 (14) 3 (4) 3 (3) 4 (10) 3 (5) 1 (6)

BBy FEREBEBEROVE L RERE (R F) | TB IR BB
a M/ IMRIAE, i g BRI MR L, PR RE R

HT 2 EEZ LN LT RTORER

\ PPRESAROREIR B OSSR LASR D SR TTP (2B

7% 38 : 281102 FBR D EHAMH S IEIE o R — NSRBI DR EHER OF ERE L OREILRN
(LM R R, 12 Pl E o BE)

02w ow
HH1e2 WipEE o5 3 41 1.2 WpEE 538

FEAETRHE ARHK AHE FEAETRHE N3 N3
(30 1) (30 1) (27 51)) (8 1) (8 1) (8 f)

TRCOFERSR 86.7 (26) 700 (21) 63.0 (17) 100.0 (8) 100.0 (8) 100.0 (8)

1B L oK BB

Wi LHE SN 500 (15) | 133 (4) 3.7 (1) 375 (3) 0 (0) 0 (0)

HEFR

HELHERR 6.7 (2) 0 (0 74 (2) 375 (3) 0 (0 25.0 (2)

i?gﬁ‘@g@ﬁ 67 @ 33 (1) 37 (1) | 500 @) | 250 @ | 375 (3

RBRIED®F . H ki

S e 0 (0) 0 (0) 0 (0 0 (0) 0 (0) 0 (0)

ﬁ;;wl%okﬁ 200 (6) 0 (0) 0 (0 0 (0) 0 (0) 0 (0)

Egg’im%ﬁ@ﬁ 367 (11) 0 (0) 74 @ | 375@ | 125 1) | 250

FEHEIG% GEBIE)

TR B BAMATL (R G N AT ST 2 BilicoWnW T, 281102 3B 1 #I Tk, % 3 Wick W\
TTP (2R3 2 e SUTSER A 3 [|] (K Edm., B, AiRAE S RETR) BBLL272w, SBBUEICE
SEEGHEEN Q2W 705 QW ICEH Sz, F£72, TAK-755-3002 iBROBITHEA 1 Filix, TAK-755-
3002 REREITOK 11 7 ARIC, % 6 4 ARNC TTPICEE I~ 2 8 ik 2072 < & b 34 (HEE
EPREE, FROEL, KL R LIZGEOMEBICAEB LI, BN QW 775 QW ITAH
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ENhic, 203 WHZIZ QQW ITE S L7z ny (BEHARH]) | 4% B IIIEBR I MG & O EK 721k
il & LRk S, HFONQW ICE T STz,

MR, FERRIRIZI81T 2 ARIED E M SR IE O G- E OB FIEIZ DWW T 5 K 5 HFEEITK
iz,

HEEE L, AP O X D ISR L7z, HEAERE - S D FFP O EllgEIC >\ T, BRSO A RT 4
ATFN TR A B (2 B9 2 B e Zn SV 1 3 R0 A S Qe (i ML B D PR SR BER -2 R A 1 2023,
J Thromb Haemost 2020; 18: 2496-502) , [EMEIGIZIWT, FFP OEMEO B 58 1%, KM TTP
OEFESE, 1BHRINNE, BRMECEFE OFIENEAZZE L TRIRENATEY . —BEIIIIER & /i
A ER LTSS (Blood2019;133:1644-51) , L7=h3-> T, AEOBEMEEIZ WL, flx D
B DIER K QML MBI A, BRI ORGHE 2B E L TEMICE VBRSO D EEZ D,

WX, LT O X 9188 2 5, 281102 #BR O EHIHF L 2 A — MIIBWTRETHIE - A& TARED
BIED RIS S, FFRTHEREEMENGRO Bz Z L2z, Q2W Xk QW O W DIz T
b G IIVE R V22ROV THEHEIGHE & O EIZB W CREBROEM RIS TS Z A2 E 2 D
&L REZEMICR G T 256, 281102 B CTHEIN/- L0, 1[040 IUKg OARIEZ | FERRCM
AN DR DIRFEIZ IS5 & Q2W XU QW OB G TG4 25 2 L1333 Y Ll 5, 281102 3
BR CREAM S U7z A AR MNEFIEIIIEF IR O D DD, AFED PK I ONTAH 0 K O et D E NS 7%
IR D LR RITRO LN TV ARNZ EbkE x5 L (T6.R1 PK OEWNAEIZSONT] . 7R3
AMEIZHONTY KO TRA ZEVEZOWT) OEBM) | BARNERM TTP BE 21T D HEREHIE -
&%, 281102 RERICH T AL - AR EFEE T2 2 L1324 ST 5, £z, RIEOEHH
FEFEIC BT DB GHEIC O T —BOEEL R T 5 2 L IIREETH D Z Lo, BUTOEMEER TH
% FFP OE MG & [RIER, SRRl MR IS D B3 OIRABIZIS U CEMNEINT 5 2 & R OVRASCE
IZBWT, AL EHIAICER G 23585 O GHEITEE ORE, AaROKGHEFICLVIRET D
B AWM T 2 2 LW LB 2D,

7.R.6.2 —FEFREEDORE - A&EICOVWT

HaEE L, RO B FERIED HE « FHEICOWT, BIFO X 9 I L7z, 281102 BROA T
~ ¥ NEREO G - AL, SPEHETER I ADAMTS13 M 2 - I IEf #PH AT £ © R &4,
FERATHRT 5 £ CIEFHRPAMITICHERF T2 2 2 HEE LCERE LR ((T6.R2  EEILF S MFHFER
(2R Dk - HEORERMIZOWVWT) OHSM) el BRARRERTIE, A% 500 IU X% 1500 1U
ZES K 5 mL TEME L. 2~4 mL/Zy OB TRIRICHAIRNE G52 2 & & Lz, 281102 R4
Ty REEEaR— FOARERED 2 FlTiE, BLEINHE - AECARENEL I8, 1 AT
TTP A X2 MEE HIZEG 2T L. 18I TIEalE TTP A X2 REEWEIE O 2 H ik £ TR G 1N TH
N, F£72. TAK-755-3002 B TIHIL LI=AME TTP A X2 Mk L TAIEN A F < o FEREDO K
M- HETHRESNEZ 16T, A TP A X2 FEfED 2 B TAREN RS Sz, T
R — N OMFHEGIEIIR SN TWDR, APETTP A Xy MNElE®D 2 BB E TR 2T 52 LT
PR TR B EECX S A RetEiE b 2 L B2 5,

BRIE, LT DX DICER D, 281102 ERD A7~ o FIRIE AR — F TAREN R G S i EFIEIX
FEFIZRENTWZb DD, e RKVETTP ORREAHECHRF L « HEOBRERAMIIIMZ T, B -
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HETAREOFIENRE S, FFRREREEEN RS2 8 ([7T.R3.2 —FEfFEIED A INE
IZ2oWT) RN [TRA RZEMIZOWT) OHESH) ZEkE 25 L. TTP ORMEEERONE - &L
LC, 281102 B CHUE SNk - AHERARET S 2 LIXale & I 5,

B TREIC DWW T, 281102 B DA > T~ > REIE R — MIBWTHED LB 0 AME TTP A X
VREED 2 A E THRESINTEBE T LHOARTH Y CUHEOZSTEIRHATH D, Lz > T
— RER FE R E OF G R L ZE A 2SRRI MR A S DB DIRIEZ BB L CRIET D Z LN HETI TH Y |
B3R L ABEO B G- Ak L2 W B 2 IR SCECTHERMRE ST 5 Z LAl e & 2 5,

PLE. T7R6.1 EHMAIEEDOHE - HEIZHOWT] KON [7.R6.2 —WfiFEEDME - HE&IZo
W) DIEOBHFFERNS . L - AELORMN CECB T 2@ T 2RI TO L T2 20
WY & CHIWr 528, B 2 B E 2 TR EIITHIBT L 72w,

CHE - &)

FN 2 TAT OVAIRHE 5 mL TR L. 2~4 mL/45y O TIERICEIRNIC ST 5,
EMCE G T 256, @, %A&Uﬂzﬁuiwm SICiE, 18] 40 [EFEHANTKG % Bl 532 A%,
B OWRBIZIS U T 1 18] 40 EERHAL/kg 208 1 [E1# 595 2 &ﬂf%é

VBRI G T 256, @, AL 12 % Eo/RRIZiE, 1A BIC 1 [E 40 EEREAT/Kg, 2 A
EKlﬁMOE%i&ML3HEuMi151EM5I%$Mmg%&5¢éO

LA - HEICEET 5 1EE]

EHIRNC R G T 256 ORGHET, /I BRARTER, BTG E OB GHEEFEIC LIV IRETH Z &,

o SUWREERRICHET A5G, BESHIMIE, /MR BARERZFEICIVIRE L, BAREBRG EZHk L
AN

7.R.7 BIERGER ORFIFEIEIZOWT

HEEE L. AREORIEIRTFER OMFFHEIZOWT, LD L IZHIA L, BRRBRICBIT 2 BARAN
JEBIERRONTNDZ LN, Sa vy, TF7 47X —0ORIVRI L ORIt Z &0, 1
ERE TR D ARER GRrOREMEZRFTT 2 BT, REEZ G SN TXTORERETTP BE %
KGR L U TR i R A (BRI - 18 1 A [ (—IReli FRiE D - O B B 13Tl G- 4 TR 2 £ C) |
TESEGIEL © RN G & U COEMMFRE T 40 ) 2Efid 5 TE TH D, %mrﬁﬁ
ARFRIZF T D RE TTP BEES 70 6] (M Eif /N PESRBER 29T A K 2023) THDHZ L.
IR Tk OHEE EhiEl S (BrJ Haematol 2021; 194: 444-52) Z %K% 2 CRE L7z,

BRI, LF O L DIC8 2 5, MR 2 B AN R ket i MEJs D 1 SR B0 R 123k
HAREOHEARBRIIBE SN TND ZEEEMER D &, —EEIIKCND T — 2 PNEBESND ETAR
EPE G S HUT e R MM AR M s PE SE B9 B O 2 2 ki & U7 s IR e R A A KT 5
ZENHEE LTS, o, SERME TTP BE Ol 2k 3 2 BRRBR I 1T 2 B 5B IT 22 &
HA NIZ BV TARIED —FE Fe i e O 12 LA O/ BT 5 RGBTV b 2 b DR
%‘%I BT DEEMEFICONWTHIFRIET DLENH D, HEOFEMICHONTIE, TEHELY R

PEEFHFEEHCOWT) (PR 24 F 4 A 11 BT ERLIE 0411 5 1 5, HERFAK 041L1E 2 5) (I
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O, REMBFFHORE,R Y 27 3HOZYME, ERGZ RSB L O 2 7 &/IMEES)
DEYPES O, H i THlam L7z L CROEANITHIBT L 72,

8. BRI X HKRRHIREE I3 R & B RHTAR 5l A PERRZ R K OBEAE Ol
8.1 EAMEEMERFITHT DHAE ORI
BUE, HEERT TH Y. ZOMRLOBEDOHEITHFEARSE 2) THET S,

8.2 GCP ARG RITH$ 5B DY
BUE, MAERT THY . ZOMRLOEEDOHBNIFERE (2) THRET D,

9. FHEWME (1) 1ERRFRICRIT HREFHE

M ENTER D, REHOERMETTPICET2AMEI RSN, BOONTERNXT ¢ v M EBE
R 5 L HEMITHAR R L E X D, A HITEEF## 2 ADAMTS13 TH V| Je KM TTP 1233 28T
TG HRRIE & U CERRBIGICIRIE T 2 BRI H D B2 5, FIoEIE, ARG, Ak A
BEICOVWTIE, SHICHEBRELEZ D,

M COMFI A E 2 TRICIBER 20 L HIBC X 254100, REBBEZER L TE LI X2
EBEZD,

Uk
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BEHE (2

6426 H

& E

[k 72 4] 7V~ EEM 1500

[— fix 4] TRELZ—E TNAT7 (Biaf##az) v F¥Hyrar—8 TLT77
(GEAR TR Z)

[ 3 &) IR TR S

[HEEHH A ] SF548 H 16 H

(W h 5 — 5]
MELDO LB,

1. BEEAR

B L O D% OEFEICBIT 2B EOHIEIZ. ITO LY ThD, k. REMB#HOHEME
i, KMHIZOWTOEMEENSL O LHHEICESE, [EREFREIHR AT 25N
BEOEMICET 53] (CFERL204E 12 A 25 HfHT 20 EE 8 5) OMEIc LY., 54 LT,

11 AHHEICONT
AIEDOHHEICHONT, UFOREED, FEmE (1) © [TR3 ARMEITSWT) DHEITKIT 2

WOYINNE, HMERICIH SN,

o AHOEHHIIIEIZ OV T, 281102 ABROEIMIFRIL 2 A — MIBITF DAMETTP A~ b il
BETTP A N2 b RO TTP AR O FE BRI ASES G T ORI F 2Bl LR b oo 2 &
G, TTP OB EO R BUNHN LR D AR IR T & %,

o AREO—BEFRIEIC OV T, 281102 WBRD A T v o FERE AR —  OBRFHEFIBIID R AR
PEDFEAIIC IXBRIA D B b 00 AR (IR 2 DI BIREIC 35T il ML ORI O LDH
DR RO DI Z LB EEE X BIEHECHT S AR TE 2,

12 AREOHEKIRENT, 28 - PRICONT

RIEOBGRAREERTIZ OV, AREC T TTP OIS %43 % BRI A e &, YT &
LTV BTV 2 MBI DR R & 72 2 IR & LT, AR BERBIIC IR 2 BT A E 1
L OB ORI, BB S,

e, AIOBRE - BIUE (AT IR VESEBER ) &35 T & AN & OB BN,
BB LS N,

1.3 A - AR\ T

ARIEDO L - HEIZET 2L T OMEOEIENIL, Wb HEMERICSF sk,

o EMI AL UL BANERER Rl oA & L CAREE R G954, 281102 3R THLE Sz
1EEGELORGHELZRET D2 LITRYETH D,
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o EHHETHIEICE T HEGHEICOWT, MvMER, BERIERS: O BF OMRRE, AR O& 55
HICELVRET OILERS L BEEEERET 2LERH D,

o RMEHIERRC R FRIE & U CAREA BT 55 A OB G T RN DWW TR, ERTD i ML
EERREIRGE D BE ORREZ BB L CIRETHILERDH D Z &, LONEIR & RO G 2k L7
T L AVEEMLEE L7z BT, 281102 BABRICK T O HUE (BMETTP A N2 FolE# 2 HH X T) 216
WA 2 Z LN HEYITH D,

bRtz liE 2. ML - HELOME - HEICEET 2ERIE, UTo Lk L9252 Lvzy
& OFREOYINL, HMERICFFENT,

[HE - &)

IRF 2 YRS DYRIREE 5 mL CTIAME L. 2~4 mLI4y O E TREARICERIRINICTES 3 5,

EHIECE G-I 256 @E, AL 12 L Eo/NEICiE, 1[0 40 [EFERELAAT kg % FEE 3595 28,
A OIRREIZIG UC 1 18] 40 [EFEHAT/kg 208 1535 2 LN TE 5,

SVEERNC ST 25 A . WmE . AL 12 LA Eo/NRIZiE, 1 B BIC 1 (8] 40 EESHEALKG, 2
H EIZ 18] 20 ERSHAL/Kkg, 3 H BLARRIZ 1 H 18] 15 [FEESHAI/Kkg 2595,

[HE - HEICEET 3R]

o TEHIMICHE T 256 O GHET, (/MR BRARIER ., BEE O GAEEFIC LV IRETH Z &,

o AMEMEERRCER G A5A. MR, mAVBEL, BRIERFEICIVRE L, BAREEG 2k L
AR

1.4 EFEZYR7EEHE () 2o T

PRI, FaAWE (1) o [TR7  BLEERIFEH OMRFIFHEIZ OV T OHEIZIT st &k OF A i <
S A E 2, BIRSIC BT HAKIOEIRG ) 2 7 FHEE (R) 122\, £ 39 IR Rettn
ARHARET D Z &R 40 IR TIBMOERGZ MRS L OB IO U 2 7 f/IMETES) 2 7
5 & WS AL IR THREESE F RS (2ORE) 25259 2 2 &3y &l Lz,

# 39 : G Y A7 EREEE () 1281 5 LeMERRIFEL AL T 2 B FE

MR RIR
HEREEINTZY A BHERIEEN ) A BHE AL IE W
cvav g, TFI74TF— AU EE—DIRE AL
HHMHIC BT B Mt
YY"
40 : EIHEL Y 27 EHEE (R) 1285
BINOEIREGZEMEERIEEI RN R 7 o/ METEE O 2
BN E KL MGG B SEMNO U A7 FeMETEB)
- THIRIE % A - TAREAFEEIC L ARt
- KEEME A AGER A (SHRA) c EIRMEFEH AT EM @EIEERA T A R) OFERR N Ot
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7% 41 : FREM R BERARE (2pFRE) o717 ()
H Y fifi FHERE T2 D el L OHEED it
FEESYaRES g r X (BB
KGR Je KM TTP B
AWM 18 7 H [
TEIEGIEL | 40 ] (ZRAEMEMENTSEERT & L TO)
BEY R (MR, AiaEe, RAEERE - S0ME, BEEES) | AAlo SR (E#
FAPEEA | M AMEEER, 1 ARER, BEEE, R, RE5EH R5OHB Lo
TTP A~ NEE) | PRHEE, BRIRRAE ., AEFEFROFIURNE

2. FTEHE (1) OFTLEHEHR
BEHRE (1) OTFROAIZHOWNWT, BLTFTOLEBVETET AN, ATIEZLBEARE (1) Ofmice
ﬁ;b)fcﬁl/\: k i&—’ﬁﬁwu L/7Lx_o

H | 17 FIIERT FIIEF%
62 | 30 | TREAEGIK : BEMMATHRER L UTES | TEEMIE MM SRR & LT 40 f
i FEHEIL T 40 fi]

3. HMBIC X D AGRHIFER IS T NS BRNTER D SRR R R K UMEHE DIl
31 EEMEEERERERICH T DA 0K

EIG, ERESSEOWE, AR L EMEOMEREIZRE T 2 IR OHUE IS S AR HFEEICR
g ~EERHON L CEAMEEm A 2 I L, TOME, EH SN AGE R ERHI S W THFA
ZAT O Z LI OV TSRV S D & B IR L 72,

3.2 GCP EHIFAERRITKH 2848 04| Wr

RS, BRSSO NE., A& O 2 OMRE BT D IEEOREIT IS 7K $§% RS
9 _xEk (CTD5.3.5.1-1) |k LT GCP EMIFHE 2305 L 7=, £ ORER. B SN AR REEE
IZHESWTEREZIT) 2 L2 OWTHEIL ARV E O & HEE I LT,

4. KGR

i boFEzHE 2, B, FROKRKMZM Lo LT LT OZIRE - RN O - &R TK
RLTELIARWEHET 5, Kb BIEADRBAERLTHL Z &b, BHEANMIT 104, £
HSRELNCRE S L, U S ORAN T B3 OBEE O WU B %8 L Il 5,

[ZhRE ST BN R ]
Je RVEIMARTE L/ MRS PE SR BT

CHIE K OV & ]

RH 2 AT DYRIRENE 5 mL CTIAME L. 2~4 mLI4y O E TRERICERIRINICTESR 3 5,

EMRNCEET D854, @i, AR 12w Eo/NRIi, 18 40 EESEA/Kg & WEiE & 545 03,
ABEOIRBEIZIE U C 1[0 40 [EFREAI/Kg 28 1 B854 5 2 LN TE D,

APERERN R BT 256, W, AR 12 L Eo/NRICIE, 1 H BIZ 115 40 EFSHAL/Kg, 2 H
EKlE&OE@ﬁ&ML3HEMM1151[M5!%$MRQ%&5T60
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[k & & ]

1 EFEGY X7 EHFRAZRED L MUIZFEMT D2 &,

2. [ERNTOBRBIEF DD CTRONTND Z &b, BERGESR, —EROIEFNR DT — & 3ER
EN D E TORNIL, RAEFZ G RGERE 2 £ 92 2 LI L0 | AR O FBE OE =G
WAEARET D & &b, ABIOLEVER OFEIEICE T 57— & 2 BHICIUE L, AHK 05 1 H
WCHEREELZHELDLZ L,

IV
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W& 35 Jeh H AGE

ADA Anti-drug antibodies e S/EARLN

A disintegrin and metalloproteinase with | h &> RAR L P UNMEF =T 2 HTHT 4
ADAMTS13 | athrombospondin type 1 motif, number | A4 > 7 7V R OA X araT A F—8EH

13 13 %
ALP Alkaline phosphatase TINIYKRAT 74 —F
ALT Alanine aminotransferase TI5=TI) NG AT 2 T7—F
AST Aspartate aminotransferase TANRGX BT I ) VT AT 2T —F
AUC grf\?eunder ADAMTSILS activity-time ADAMTS13 M4 — IRe ] Bh AR T oAl
AUCq.24n — B 5-4% 0 BEfE 5 24 HffE & T AUC
AUCo.70n — Be51% 0 BREffl 206 70 FFfEl £ T AUC
AUCo.72n — Fe5.4% 0 BEfi] 5 72 B & T AUC
AUC _ 5% 0 Kef ) b H A& E Al RERs R T

last AUC
AUCa - Fe5-1% 0 FfH 2> B R AHIE RS R E T AUC
AUCo- - Feh51% 0 RffH 2> & HEFRKHFH] £ T AUC
BMI Body mass index IR HEE
BU Bethesda unit A 2 AL
BVDV Bovine viral diarrhea virus T IANVAVETRH T A VA
Cave Average ADAMTS13 activity 45 ADAMTS13 751
Cave. < Q;/te;rage ADAMTSL13 activity at steady ERREEIZ 31T B Cave
CHO Chinese hamster ovary T A =— AL AL—FIH
Cl Confidence interval B XH
CL Total body clearance BH I VT T A
(of I Creatinine clearance IJVTF= VT T A
Crnax Maximum ADAMTS13 activity s ADAMTS13 JiF 4
COVID-19 Coronavirus disease 2019 aw v AL A EYE 2019
CQA Critical quality attribute B E R
DNA Deoxyribonucleic acid T A X REGRE
eGFR Estimated glomerular filtration rate HEVLRERIR A &
ELISA Enzyme-linked immunosorbent assay FE G O S R E A
Enmax Maximum response AR BUG
EPC End of production cells AEPERS T 12 M
ER Exposure-response B R — s
FAS Full analysis set e K DFHT R G AR ]
FFP Fresh frozen plasma B RE SRR T
HCP Host cell protein RS R P A
HLGT High level group terms BNL T IV — TR
HLT High level terms L 5
[Te FOTEMark 2 v CibE S 2 3

ICHQ5A(R1) | AFT 7 7 a P — s HERELO T A VAL
HARTA PEREAT ) (2oWT) (PR 1242 H 22 AAS

) =SSR 329 )




[FHHR X DNA BT 2 )0 LTz & o on o A pE

ICHQ5B 1 | W22 e o OB AR R B IK D43 HTic
K74 SOWNT) (CERK 1041 A 6 AFHTIESRESR 3
77)
(TSRS (S AT 7 7 v o— S AERMR
ICHQ5D %71 | AR H R EHE ) S TR e A oD
N de. R ORFEMRAT ) (2o Tl ((FRk 12
7 H 14 R T EFES 873 75)
ICH S5 (R1) ”/*‘4;%?7:/ v —ItH [E%'Eu”u@éflfﬁ%ﬁ?l:
N ﬁﬁéyﬁwﬁW@{KouWn Rk 24 43
H 23 AT KR ARE 0323 545 1 7)
U International units = B HAZ
LDH Lactate dehydrogenase FLIE K SRR
MCB Master cell bank VAR =TT
Medical Dictionary for Regulator -
MedDRA Aft(ijv(i:'zes ctionary for Regufatory ICH [E|BR = 3L FE
mFAS Modified full analysis set ETE U 7= e K DOFMT o G4
' 2 | I
MMV Mouse minute virus ~ U AUNT A VA
MRNA Messenger ribonucleic acid AUy — 1 R
NZW New Zealand White —
PK Pharmacokinetics S ENRE
PPK Population pharmacokinetics RHEAF Y ERE
PRV Pseudorabies virus IRMHIERIF D A )L A
PT Preferred terms JEARGE
Q Peripheral clearance A=AV NEADIT VT T A
QSP Quantitative systems pharmacology ER Y AT LI
QW Once weekly 1A
Q2w Every two weeks i
Recombinant a disintegrin and
rADAMTS13 | metalloproteinase with a B 1 2. ADAMTS13
thrombospondin type 1 motif, number 13
RCo Ristocetin cofactor activity VA ETF a7y 7 Z—1EM
Reo 3 Reovirus type 3 LA TA LA 3
RH Relative humidity FHXHE BE
V/WE ;iig:nblnant human von Willebrand BHEFWHZ © - von Willebrand F7-
RNA Ribonucleic acid U NG
I __ .
SEC Size exclusion liquid chromatography P A RYEFRIEIAR 7 v~ 7T 7 4 —
SD Sprague-Dawley —
S/ID Solvent/Detergent AR RS A
SMQ Standardised MedDRA queries MedDRA AR SR 3
socC System organ class B RIR R
TK Toxicokinetics N e A A
tas ;‘Qﬁ&?gﬁ%"ggﬁ;‘{gﬂ quantifiable S A FTRERS R
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