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H.

[0113]  20. skt 77 X L9FTIA BRI & , Horb Pk 7730 A A0 2 22 P R bR 25 .
[0114]  sijifay 21 . — PRI A 7 Z0 B E 8 B [F A R B E A suis A SR
(AMR) ) 77 ¥4, BT 3k 77 2 /B0, 956 L 0 R/ B8 0 4 4982 i FH 6 97 A 200 B 1) C 1 5 g 4 1 771 (C1-
INH) , Horb iR 9697 A 2R R C1-INHJE AR A3 A 697 B0R

[0115]  sijita 77 3022 . an st /7 021 BTl (1 5 v, JLIR B FE AT R0 3 28 Iy I Bk 25 .

[0116]  Sijita 77 3023 . KRR St 5 S 21 B 22 AT il (1) 5 v, L B 5 it FHBT 5 UK R L 2%
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(01171 Sty 224 MR ¥ S it /7 221 R 23 Fp AR — TR (1 vk » HLd B4 i FH 7 Jk 9 e
BERREH .

[0118] Sty 225 . MR ¥ Sk it /7 221 2R 24 /A — TRUBITIR 1 v » HLd B4 i FH i £ 4
HE 57 A2 BT K IR R B BT A

(01191 Sty 2026 MR Sk it /7 221 225/ AR — TRPTIR 1 U7V, Fo b pirid 4% B 2 S8 4
o

[0120] Sty 227 . MR A S i 7 226 i ) 5 32k » B rp B I S o 4 B 3k el AT AL
ZH < JUE < PRI < Fi oo JEE AR AEE K FLEH 5

(01211 Sy 3028  ARE S ft /7 21 27 AR — TRFTR K U5 2, Ferb ik 43 8 A2 1 ik
[0122] st 7 3029 — A G &4, HA & CLBRRE S 177 (C1-INH) 5 534N ZE M3 1k
7l s LA 257 BRI IR AR A oo

[0123] Sty 230 ansiftJy AN29Fr ik (K 29 W 4L & 4 b ik A= Wi 5k & i LR
2R 10 2L« IR ES I 1810 7 A 22 T B K IR ER R PL  ER B 1 (Te) SR

I
= o

[0124] sz /73031, —FiRI7 IEE B2 B O 282 B BHE A B & P RPTAN SR
(AMR) F) 77925, T i J5 0 AL 356 1) 20 48 1 B 24 iy 1E E 8 75 11 3% B 2 1 263 it FH A2 8 3 77 =10
K Y G R BR AR RNC T - INHA #1551 o

[0125]  {E LT S it 5] w3 10 2 56 45 SR S 7 ) i U 3R A ) I 24 77 A R C 1~ INH AT YA 7 5%
TiR7 J ILAMR ) B3 A 0 28 B R AR HE ST o b St 49 AN 1 T i B v E A0 B2 4R I BN A5 B2 DA
T4 75 PR ) A R A

St 451

[0126]  BEMLILXUE LB MR A0 78 4 - 3FAl Cinryze® (C1LESEE 05175 A1) H
TRTT B R SRR B AR 2 AR ) S U A R HE R B 2 AP EFIRCR B S B AR A
(a) P& Cinryze®7E A SPEBUAR A FHOHEF (AMR) [R5 R AR £8 28 v 1) 22 4 1 RO 52 7% 5
(b) i Cinryze® H T34 77 15 B AE B 10 S EAMRIAE F s LK (o) 2 Cinryze® 7 2
A S PEAMRE) ' R B i 25 43N ) 5 A2 Rk

[0127]  FEARBEFLH , AAAERST b AR, HIEA TR ™ A R .
[0128]  Cinryze®2&{FE ;500U (C1-INH) / /NI R T8 AR R AE R o I F Bl kv AT 7L 4
1) Cinryze®7 i A1 7 5 FIK . Cinryze® iy agAs /N 2K B 5 K 2 T 22 8t 741
FH %9 B0 9% SUAL AN Y -

[0129] 45242\ &2 AT [A) (B 2) #5252 S 3L 74N & i 52 254 (Cinryze® B 2
F) 75 L RAILGE KA (V) $133:5000U0 Cinryze® (AR 100U/kg) 8L 22 B, e 10 463
57911 X 13K IVAiiE2500U0 Cinryze® (A5 50U/ kg) S B i R MK bk 200718 5
W 259045 2R — R R AR, A8 AR I o B B 5 i 2 I it I 72 2450 o

[0130]  HFF¥it. W7 T Cinryze®7EHLABEAR B B R 52 A H 597 SUPEAMR
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(122 AV AE F (B2) o O 1 A AT AR M 9 28 g5t /0 5 ANCTE A0 S A A1 P I 3 ok 2 AR/ s e ik 7y 7
FEFRE A (IVIg) LA SZEIDSARH P 1 i B8R 2t AMR IR VA TT B HLAE th EAT Z 0T 5T o F 72 1Y) 52
WA B A LR B AR J5 DI A8 A 20 ZURE 2 UE B P AMRIE 1 vk (BRI R
L, 75K 2 BCHHTE [R) R AR R A 2 1T 552 s [R5 3 BIDSA

[0131]  GnEI2Fr7R , 1697 JE PR PE BB 20 R AN EE 90 R EAT o iFF 78 B 45 oR A 8 SN fe— 4%
A TE IO RVEAN 1) H 1o #MAFICT - INHZK P A2 7280 2 25 20 K [R5 5 i 8] S0 VP e LA T
PK/PDIlI5E o 41, 78 455 25 K 49 NAT 1% (K PK/PDR AL 18] 25 W4k, ZEVA YT e 6/, HAE B f%
O R A TT I 14N A SERE WAL 32 30 (n=T %55 n =T/ Cinryze) & 575k
[RIPEA DA 2 I PR 25 5

[0132]  #fF 5 24 Wit FH o 2 T o] SR A B I R BT AR R & s 6 T e i iR = &9 51 K 1
AR AR A ] AL 8 0 C1—INHA A 2 /KPR 1E A 270100 9% o 704 BE A 52 188 g ik i
Jiti FH2000UCinryze® J&5 , ThAEPEC1- INHIE 1 2 2 56 46 1) P 228 A K 4150-60 % o % 1U
CL-INHVEME W T ImL I 2R v, o8 1T 78 A S MEAMRAY i 35 W 32 = C 1 - INH I T Re 3 M 22 /b
100% , %38 B N\ 7T A 75 B 2150000 — N7 R ¥ Cinryze®ZEHAE £ 3%t B 2160/
I 1R 2= 22 1, BERE — R 25 T 2500U 1 Ji5 2277 5 1] 70 B2 AN 45 245 B4 7 2 9 1 ThRE P C1-INHAK
S, BRI, BE LAY 2 TR 7 o i) Cinryze® 20 dh i 523582 4252 50000 (R #E 3t 100U/ kg)
BAaf B, B 5 42 25000 (NI 50U/ kg) » BERG— R, L7 )7 S °P 4 7 LR Bt
PRI 5 T 0 1) A S P 0 T 2 DAL D 790 3 e o () B A 7 FH 7R = 200U/ kg 1
FoAMCT-INHAL & 9 5 PR 117 IS PR 2 Hh W55 281 149 8 1 110 2 of XU ol 22 /) o

[0133]  f EATA, M IL7AN IR Cinryze® 5 22 /557 (0.9 % S AL BAA R At fnid: ) it A
4R : (a) 7E 55 1R 5000U%) 467 B Cinryze® (ANl 100U/ kg) 85 22 8 704 B4 5 ik A
s SR JE (b) bk 4 vE S 2500U) Cinryze® (ANt 50U/ kg) k2 B, &g — K, FF 4228
(33,579 11 & 13KR) & AN 57 2 B 78 259 72 Qo e i 52 LA K 29 1mL OF B2 T 100U )
Cinryze®) /74 38 3 5 ik 4 e - IR, 78 55 1K 5000U (50mL) A ) FF 2 R 2 K 2550
38 HAESE3.5.7.9. 11 &2 13K 2500U (25mL) ¥y B 457 2L I 8] & K 292595 o i 3% N BRI
FAYEER TR A 5 1E i AT H 3.

[0134] Mgk 25 BRI M2 DL R IV g o A F EAT I 2 i 2597 ¥ T SR 3 AMR D 97
AN M 207 =, WE R 2 AR 551 03,579 11 JZ 13K FH - 4, tn B 3 F o , i 4 75
T[] R0l SR PR UE B, B I S I 2 L DU R UK I 2 (FFP) | IfLVRRN /X TV g (44
cytogam. gamunex) & 1) MK B 4t .

[0135]  ZG5AXEh J1%/ 253005 AE AW T b, M T 22 i ) k47 Cinryze® [ 254030 712 1
ZIRE AT ARSI 12 A A T e, W 5E AN ) 52 6 1 C1— INHATL i R0 T RE P 7K SF- o A A 15
i s Ja — GRI R (BE13K) 2 5 1A 2R 2R A% T 34 5 56 L I B] 25040 AR FE X 2 B oR 1155 3 BEPK
SR AT ITEA IR YT I FE P 7E 252 C1- INHER 22 B 57 1) 38 40 BT CL-INHIA BE PR /KT (B14A) S
UNFT P, BT 36 3 2R 7K PR IE A CL-INHI g Mk (R 4P ) AR 883,579 11 K 13K 32 C1-
INH(Cinryze®) i) 52 5 k. 541, C1—INHI BE M F T 34 5 28 8 1 1) I 500 4 B 1) 22 S A
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5 13K 24 7 B (R e R PRy SO0 B FEE A 52 77 5 L) (P14B) o R ik, 76 Clinryze® F ifn 3% %
2 CRI/85IVIg) VAT i g b, 2 5 e i) (R 2R Bk 25 (FN/ B 1VIg) BRI AH EL I A7 7 3K
[FIC1-INHIhBEM: (R, v M 28 LA M 22 30 1) 351 2 (1 ) TR

[0136]  BRARZE AT L , VPAL AN 32 3 (1 #MACLq . C4 K CAarK T Wi B i A T e
C1-INHI 8 1t R Ji 2k DA K2 FMARZH 43 C1 g« CA K CAalty I YR FE (361) o W 5 I S o 24 B2 AE
Y H AT, BB AT MK R 2 2 1 LA SRR 70 24 it 2w (RP af 2% B 25 J5) H BLAEARXT T
B 0 24 Wy F G I IS 1) f 3RS IRE H T-PK/PDi R

[0137] 1. Cinryze® %t 22 B 1) 2540 5h 112 R 25 302 B 7T

Cinryze® SR
#J7.(U/mL) 0.477 0.118
% fE(U/mL) 0.994 0.309
[0138]
Clq (ug/mL) 379 17.2
C4 (ng/mL) 113 70
C4a (ng/mL) 55 400

[0139] % T-%1, Cinryze® 3 J& I8 1 C1- INHIRE ML AN BURMA R Ge 4], oo 2
22K P 22 T 5P 28 DL B R 78 AR A L rh BF 9 25 097 VR B AR T o 22 TR 7 A
b, Cinryze® 2% 55 75 1 3 Ol - INHT U A h RS 1 W2 KT B i G 28 N1 17K
STE) 3 B S AU B T R AN SAC L INH, e 56 35 T 0 BLF 90 45 25110 7K S o TR 32 ¥ C1 - INH
PR K2 8 T8 o R P A I &, o {8 0. 0670/ ml = Img/ 1dLIF) e 55 RE00K Ho %
B U/mL (AR 5 9R) o Sebr b, CL-TNHIh A ) A 8 488 £ 70 Bl (HL v A ook 2 28 7K )
7£ Cinryze®y7 45 U & 1.59-2. 02U/mL o AR T, X FE ST B IR AR AR [ T 22 a7 g
[ A VR 0 90 P L Bt , MR ZEC - INHARR S FEN T 1K, 1778 S 2 () [ 4 2
[o140]  Cinryze® i & BL/E W AR b AMA RS04 B MBI ROIE S - ] Cinryze® 35 57
F) 5 TR TILC T RNCA ) 535 I Ay I35 A P ot R 28 N T DK PSR IE) 5 CLa RICA S 28 M p b
AR, W2 S AMAGR AR A 2 B 15 3 RS TR [ 7E I3 b R N R BE L AR
1M B9 C1QATICAR R B 388 1, 7 LA #6575 — 58 7K S FR) 4 1 k)

[0141] &, 28 S AMA IR A2 3 5 22 R AT L CAa T 5 VR 2 140k /N 453 BAIE 52 o 38
Hr— EUAMA 3R G080 CARE 5 10 R Cda, CARK) L9 B TR /AN o A 49 BT 22 B FH % 40 i 41 g
C1-INH(Cinryze®) & 7 1 538 FE I it C1-INHIh B8 2B 1 , X B (2. 5 8504 B #MA R G0
il FERE EEC1-INHIGYT B A FRAE FI , S ATF T 2 13K I 2 H Cinryze® sk 22 8 57 5 1 2%
B (FN/BRIVIg) 414 VAY7 I s L2 A P4 Thie (RS IR %) 2 R

[0142] 1B NER T (CG) SRS 232 rh AMRIKI I PR AT 10 o I 6A S s T ZE 75 AN I 1 1E 3
B 2H 4 BB R T A LI AMRIF) 45 L1 CG o 76 FH 22 B RIVA 7 1 IR L6 B opy T i A 3
A SLIRCG, T 7E F Cinryze®4 ¥7 1) AL B th , 74N (U 1A SR CG o X e 4 U0 5 2 3
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It BT AR B B A T BB R A (EM) 18 BESE (B17) I 7TA R R E AR IEHEME
117 B 7BE 78 H A CGI B AL A v T AR A T ik e T BB, L WE 76 22
FWE bR e 2 (I B 2 A0/ BTV g) 14 B FRIVETT I AR EE fE v, TN A 3 R I 5 CG
—EH R ER , 1 7 A Cinry ze ®4F A R e ST iR 1 4 Bh AT 7 B AR LE B vp , TAN R B AN R
5C6—E R

[0143]  534b, £ B FECinryze (R) Y67 I B3 1 55 13K C1- INHHT i /K P A T g
C1-INH/K P55 B35 064 HIG PR 25 AR SCHR o B O DU B 1 3R J 2R 1 8 (R IE) Rk 1
[FIC1-INHBL IR FA T e 1 KT (K18) o SR JE 4K H I L & 1 HH S5 R — =B 6 Al R4
BULE T T AR (B9AZE9H) . Wi 9ARIIBFT 7% » 5 FH 22 B 551 (B9A) ¥4 F7 0 AH B 78 F
Cinryze (R) (I9B) ¥R I7 1) AR LL BB 5 R AF AR/ NFICC R I, Hid Cinryze R) B#H I 14%
CGf #2252 22 BRI i3 R I 43 %6 CGo

[0144]  FEVRIT G640 AR E#E , £ 55 13K B H L 248 AT T/K AR C1- INHATD S i
IR B R e 58 2 0 R AT AECG o [R B, 7E 8 FE 2R AR IE I CL-INHHL SR 5 ' AH 43h CGII A fE 2
() A7 FE W I 2] (1) AH e

[0145] b4k, 4nfE TOAFHLOBH BT 7 , a8 3k I S o 25 R L7 C 1 - INHAT S5 P A D RE 14 7K -
B, W 10T 7 , 1M 2K Bk 223 P $5C 1 - INHPT R 1 A D RE MK 20 IR AR 7 17.6% (E10A)
143 .3% (F10B) .

[0146] A<k BHALFE S FHC1-INH (5 iy Cinryze®) {& Jyi7 ik f/ slbn i 4 28 (R, ofn 2 o 2=

FITVIg: PR # A 1 LR S e B AR BB T ¥R 6 7 A/ BT 5 FAH 2838 R AMR IR 77
5o AR B T R O T R AR A AE BB 3 A C1-TINHE F 3 AN/ Bl 0 B R 2296 77 7EC1-INH
RITHR AR AT 1E 2 JGIE P A B ) a4k

[0147]  BbAb, R 25 R PR b B AT A FIES e B 2 By sl 2 LA
R kb ek 2D 4 B 8RS L [R) Fh S AR R A Y0 N B AMABGE I CL-INHI R 1 /KF - Sibe b, e %
20,000/ ML &, B 13K ULTIRFNES T LA E A N RN, AMUAEIRK L, H
JELE RN ECL-INHI) B 1 /K 1B i F 2k I

[0148]  [H ML, AW 9T ST 24 5 R 4 5% B 20, 0004 A g Cinryze® 2 13 K 6971 : (a)
FETEZINEBEEENR TN (b) Jrid B 4ERFCL-INHFY B A B K FAE AN
Cinryze®Gy7 ()45 F 5 (o) ANk 3 WoR B ShEE M B s UL (d) ik B SR T
L FAE6A I BB /NER o R L, BT 6 7 7 VA S AR s H BTG T AH LG 32
HEEEXTAMRE FE A VR IT R

[0149]  EARFELL E O RIR RN/ BUZS 5115 B 1 4% J B ) J 8 STt 77 28, AEUAR 08 1 Tf 1)
T 5 25 Foh H A SI2 it 77 S0 T AR A0 AR LE R RN G2 SR Uk S 2 1 & WL o A K B ERL AN FR T
s A1/ 8% I 491 7~ 1R AR S it 7 8, T A2 72 AN i 25 B B SI2 it 7 =20 1) S el ARTORS #0175 0 T
Re AT KBRS AE O

[0150]  phAk, 4 7E AT B S it 77 X5 A DL 46 FE 50w A8 R, ok U8 1 R OE “RudE” | “X
AR A L R O TR AR R 8 S A S T U R BOP BR (W SR A
Tit7) A& HERR A5 S 77 23 [ 2 bR B e st STE R AR B A A 1 1 BT )
F HAHEBRATAT R AN A T8 B B2 7k P IR B i ARVE “H . L A HERR R SL i
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J 3 AR5 7 6 5 ik
Z A LARG Ak A
CLINHFR (U/mL) | C1INH3h#6 (U/mL) | CLINH 3R (U/mL) | c1INH3hg (U/mL)
2010102 0 23 10.1 169
2010105 0 127 15 181
2010108 0 0 15 197
2010110 16 49 17 134
2010112 0 42 13.8 115
2010113 2.5 24 16.9 105
2010115 7 13 21.2 127
A Cinryze® % 7 69 % XK
SR ARG Ak A6
CLINH 4L (U/mL) | c1INH3hdE (U/mL) | CLINH A& (U/mL) | c1INH 32k (U/mL)
2010104 7 78 17 164
2010108 8 129 16 185
2010107 9 180 14 202
2010109 15 105 27 191
2010111 6.8 87 2.5 173
2010114 3.9 73 20.7 169
2010114 6.6 44 229 166
K18
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