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1. BT ROBRE R USEIZ BT A8 AR 58k

NCl-A T 7 F_R=%— (CI-INH) 1., BV 777 —EE2RE LT D Z & CRIAEMECEEE %
FHETZEY T uTFT—E A e X — (B YY) ThD, BIEMEMEERE (HAE) 1%, C1-INH
OEMET (L&) TEMEY QA [CLb 77 VX = OMikOEEATTESIC LY | BRERE L
T DR, HLEOMREA 72 S A HRIERE (HAE %6/E) 222 28 RIEEEBTHY (H
WA RTA ), FEHR TRFEIERER SRR (2o Ensd (B 26 410 A 21 HfHTFEAY
B8 55 393 75 fREH 7 65),

HAE F{ED#L Z 2 ALSCHEIE I TIEFNZ L > Th A BREDOHRIEH D b DD BEDORIELZ MV KL
TOTHEFINZREE R BEEZE T2 ML TREY, A THMRIE TOREITEM TR
2 DT 2VRIRP M T D D, 1RFIEIT. HAE BIERBIRE OGN & . HAE BIEO TBL CGRIESHD 12
KA S5, HAE BIEDTB) (FEAEMH) 1%, SRHEHCR B2 0 O TS OBMRAY 22 BT & 0 L
ELATE TA C 258 1E2 T3 28 PRI & RIEHEN S WA ICEB SN2 BRI THICH»n s (H
WA RZA),

AITIX, 77 V=2 B2 B MEFEFEIETH DA BT 30 MEEEEHLAY HAE RAERBIRFOTERRIE L L
T, b MSEHESKR CL-INH 23 FAERBIRE OIEHREE R O PRHEE L L CORRBENT WD, Fio, mIED
U7 LA VIHEERTHL e T VARY Yy MNEBER N F7v~7 (B HHz) HNEH TR
L TARINTWD,

AANL, BEAGRD CL-INH K TH 5~V F— b PEEH 500 (IV #A)) & R— DAY 284 L,
HAE OR2MEFIEORIEIMSIC KR U TR SN TIHEAEAICH D, 4%, HAE BEZxIR L LIH
N TIFERBR (3003 #BR) DOMESNEONTZZ LD, FHRGRIKEIR & U TR o RiE ik 72 &G
HEEDM Tz, 703, AAIE 2021 4F 8 HREACKE (2017 4 6 A7GR) . BRINEE 34 DIE T Hlk T
RSN TWVWD,

2. MEICET B R OB IR T 2 HEOHE

AHNL, KEKR P RA BT IV A L FE—0FBE P oISz e MiEZ RS L, JR3E (F
ffA (C1-INH)) ofbErEo—5 (O 2557 7 —v, WERs) 2k, vl
Fll & BEARMIZ R — 0 RE L ECTRE SN FTHEARAITH D, RBFEICH VT, BANCR S EEO
E2, JREE (PR (CL-INH)) OROEFEITHRLIER b Sz, 23, JEEE (PREA (C1-INH))
RE - PSS D 2 &3 FRE DT OEFEE S BRE STV,

21 IR (hRE)
211 BETROBRREORRE

AR (C1-INH) OB T 2 8E FEDOERERIILLTDO LB TH D,
o v EGFIARE SRBEARE 1 O
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223 BLETEOBERORE
R opREREIcE T A2 REFEOELRETL, IO LE b5, B, AFIOEKRRER CIIH
TR IR ORFIDEH Sz,

224 BIFIDOER

RIK OB R OFRER 71k & LT, MR, #EsdakBh (SDS-PAGE) ., pH ikBr, & > ™7 B & &, 161k
LR 75 kB, MUERBR, K4y, = R b3 v, SRR, RAavERY, REMEih v, 45
W\ NV A, U N T A Uy HIEELOVEREYE (CL-INH EME) 235 E ST
W5,

225 BAIOLEM
RO FE R EMNERBRIL, F10EBY TH D,

#1 R OEERZEERBROBIN

o b PRAFSeAF eyl RAFIRE
FWIRAER 3 30+£2°C, 75+5% RH 1278 |[TrETFLdsfiansg
7z i R P 1 [AHE 120 55 lux-hr 2L E THE |ROHT 2L T
HUTLESM R = L3 — : 200W-h/m2 2L L

a) 36 W A L TEMTE
b) "Rl (W4 HY KW LORMETHS

FHRAERER e OO 2o etk BRIC BT, EfEIf 28 U CAE R ICAE R Z TR O b ho
77, ULEX Y, 8O, YT T FA T LRI AL OH T AL T VA TS 258 T
CLUTTIRET D L&, 12 HEENT,

2.R BRI B EE DO
R IX, IR S8R S, AFIOFEITHEUICEEI N TS O L LT,

3. FEERPRE BRI BT 2 BB R OB I2 35 1T 5 AR OIS
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3.1 BHEBEMAT LR

3.1.1 invitro 3ABR

3111 B MROT v MusEFRORMEEEOME (CTD4.2.1.1)

CL-INH ®t h &7 v hOMSEF OMEEE~DOFBE | b UIRMERZ AW CEHEi L= & 2 A,
IO E SR ST,

3.R HHEICRIT 2EEDOH
HeRE I, I—HEENZER LY . CL-LINH OfRIEMEDOHEN R ENTE Y | M i TR IE O 25
TEDFIEMHENC B T LR ENHHTEHHbDEER D,

4. FREERIEDEN BRI T 2 BR R O IC B 1T 2 FE OB

HENREICB T &R E LT, 7 v FEO U2 Wi lBadE st S nz, miEmgEro Cl-
INH {5 K& O C1-INH HUFIR L, 2R ENFOEL N ELISA EIZ X W IE Sz, 7ok, FRZiiHEo
RNFRY | PK 23T 2 — [ TEHE R A TR LTV S,

41 WRIN
C1-INH OWRIIZB LT, 7 v S RO X2 A=A BR G2 S vz, BB 2 LU IOoR
—a—o

411 Ty MEERERER (CTD4.2.2.2.1)

Wistar 527 > b (MERES 1 VL) 12 C1-INH (50 IU/mL) 7% 61.5 1U/kg 1% 123 IU/kg TEH-Z A HilA]
RN G- S vz, RBRIT 3 [BI5EHE S 4, 2R 2 (R R Tl CL-INH IEHESHIE S vz, i
CL-INH {E X, & 5-A1D 15~19%7 5% 2 277 Cmax £ TEH L, K 72 FEE% I Gai0REE T
KT L7z,

# 2 CIL1-INH (50 IU/mL) % H[EEARAEES L7zReD Cmax (%)

1[FH 2 [l H 3[AlH

BERE R | BeE5aT, &5 0.08, 0.16, 05, 1, Behai, 51, 5, 8, 24, 30 | 5l &5 6, 24, 48, 72, 96
2, 3. 4, 5% R4 R4
61.5 1U/kg 89 216.5 202.5
123 1U/kg 188 216 208

% : b MEEMEEICKTT D CL-INH {EEOEIE . 1 #E 2 L SEBfE

412 UYXHERERER (CTD4.222.2)

T (MEES 5 PC/EE) 12 C1-INH (50 1U/mL) 4% 200 1U/kg CHLRIFFIRIN B 5 ORI R FEG- S
7oo MAEH CL-INH IEMENE 5% 21 HE E THE SV, PK NT A= (IR I D LB Tholo, £/,
FRNE G- L I LT TR B DAL T T XA Z VT 413 76% ThH -7,

#3 CIL-INH (50 IU/mL) #HEEIRNERS UIEER T#RE LD PK /85 A —4
PG | AUCo21d (IU » d/mL) | Cmax (IU/ML) | #J84H taz (d) |HeféAH tae (d) | Vd (mL/kg) | CL (mL/kg - d)

R 6.18+£0.79 7.53£0.87 0.16£0.03 1.41+0.22 61.0£10.3 38.9%£4.3
BT 4.68+0.51 1.70£0.15 — 0.90£0.15 69.8+12.7 541%5.6

4
AU F— R FHEEM 2000__CSL _— U o kRt i ssE
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413 UV XHEERERR (CTD4.2.2.2.5)
79 (10 PL/EE) (2 C1-INH (50 1U/mL) & OY C1-INH (500 lU/mL, HIFEHRLE) 23274 200 1U/Kg
CTHEIFRNE G S 7z, miEH C1-INH HURIR 3 & 5144 5 5350 5 96 Il D& 9 IRl CHIE S 41, PK
RT A=K (BMEE) 3£ 4DERBY THoTz, Wil
(500 IU/ML) @ AUCq.96 D&M FEHIME O LI 109% (ifi{H] 90%CI : 100%, 118%) Th-o7=Z Enb, [
FHOEYFHRSEEN RSN LB LTS,

L. C1-INH (50 IU/mL) (Zxf9 % C1-INH

4 CI1-INH (50 1U/mL) KO C1-INH (500 lU/mL) ZHEI#HIRNEEE LT7ZBD PK X5 A —&

C1-INH AUCo-96 (|U - h/L) Cmax,obs (IU/mL) tie (h) vd (mL/kg) CL (mL/kg - h)
50 IU/mL 75.1 4.07 17.6 64 2.60
500 IU/mL 81.7 4.55 17.8 57 2.39

42 5

A 2 U 72 R AR 53 AT 2

A3 2 BEER 1T 520 S TV 7R, HIE

I, B MIBTSHIMm

$E CL-INH O 3R B e 1) 7ok o AR R EIZBE A CTH D LR L T 5,

4.3 R OBE
C1-INH it MISEHE S 7B TH D Z LD AL ORI B3 2 508k 135566 S v Tuauny,

AR HEHEEIZBIT A EREOEK
FERE X, AR (C1-INH (5001U/mL)) & IV 8| (C1-INH (50 1lU/mL)) @ PK /3T A —Z | 3¥EEI L T
WD ZEEND ARBIOFEYENRETANIZ B OBEIZ 2D EE 2 D,

5. FMERBRICEE I 2 WA R ORI 5 FE DB
AFN OB DR E LT, &G HMERER, RATREERRE O s M e H S vz,

51 HEH&EBHERR

AFN O EEF G-, IV RO RE IR FEAGE H S RFIZ R S 4172 C1-INH O~ 7 A KR DYT v M2k
V% HARIE RN G- FE R BR AR 2> D R S 4L, 6000 IU/Kg BE (=7 A) K 13000 IU/Kg BE (T v B)
IZBWTIHE KRB DO ZEITFE O LTV 7220,

52 REHREFMHRR
7 v b &AW E RN G- R BR AN FEhE S vz (£ 5), CL-INH OER G2 X 2 HMEFNE
FOHIHIEITRVEFHES LTV D,
£5 REREBERR

AR e GRR e 5] A& (1U/kg) B MR (1U/Kg) CTD
L |MERES o B . 20. 60, 200® W%
K18 (Wistar) E RPN |2 B8R QAL A) e K L 200 42321

a) VB PR

53 AEFEATHERR
AHIOAE T e MISERRD CL-INH THH Z &, 722 DAY FRIRE R OERET 2B £ 2

5
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HE. AR FOZARRE, AGERE, AP, MOHAROREICKEEH AL LB LNV
D IV BH L RIERIC, AAIAZ T2 AR AR R I S TR,

5.4 JRIFTHIEMRRER
7YX & W R AT BR N e Sz (B 6), AFIOR T, RN, BRI U AN 51
KD RFTABIETI B EFHH I LTV D,

&6 RPTRIBHEAR

AR il R B ARk E ) e
| KT ERARD b S LT ALBE, PRI
- AF & OV A P A A R G0 4 B L 42.36.3

a) I IREEK
b) BEE : BT, #IRNSUIEINRA : 1617 IU/3 mL/site. 5 (F5ER) : 269.5 1U/0.5 mL/site

5.R IR B EEDOH
FEREIT, TR SNTZERD B ARKIDIERGIR ZZ B DU TREB DIRSIE 220 &l L7z,

6. LR ZRBR KR OBE T 5 o4k, BRREERRICE 3 2 R NI 8T 2 FE OB
6.1 AYIEFFERBRK OBEET 2 0HE

MAEF CL-INH JEPEIZF A IE S, CLINH 2 X7 BRONCA X 37 BldbuiE b A 51k (R 7 = n
A KN U—y£), B CL-INH HUiKIX ELISA VEIZ L W lE ST,

6.2 FERARIKHERBR

B R SEPREABR (T B9~ 2 AR & LT, WS e T #A3UBR (CTD5.3.3.1.1 : 1001 #U5%) . MEsha 1 /1A
i (CTD5.3.3.2.1: 2001 #XBk) . VAL EE IAHFRER 2 36k (CTD5.3.5.1.1 : 3001 7k % Of CTD5.3.5.2.1 : 3002
AR K OENFIFERE (CTD5.3.5.2.2 : 3003 #5k) OkiE, PPK MG RSN I_H ST, 72,
FRZRLHE DO ZRWVER Y | PK /8T A — X [T S HEHER E TR LT D,

6.2.1 RERHRE IR DBET

6.2.1.1 ¥EAME 1A/ERABR (CTD5.3.3.1.1 : 1001 3B, EMEHAR : 2012 42 12 A ~20134E 3 A)
SMENERERN (PK FHIEIEL : 15 ) 2RI, AFIL OV #HIZ 2 SO GIET (KA 5% IV

AN 2 F 5T WV ”AFGERAR Z855) OWTAT 1500 U BEEIFIRN G- L 7zBRo ffEd C1-
INH % > 2327 B ] OV CL-INH IEPED PK /8T A =R IZR T DEBY ThoT-,

R7 NENEREEBRE AR RO IV RAZEE LD
Cl-INH Z %7 & (REEE) R CL-INHEME GREE) O PK/NF A —F

Cl-INH % >\ 7 & C1-INH 751
B Cmax _(mg/mL) AUCo-last (mg -+ h/mL) Cmax (%) AUCo-last (% - h)
A 15 0.319£0.0230 57.824+4.9247 171%+38.4 291166181
IV 5 15 0.313%£0.0198 56.499+4.2488 168+25.9 27423 +3762
6
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6.2.2 BFITRITHHH
6.2.2.1 S 1/IMAERER (CTD5.3.3.2.1 : 2001 3Bk, EHHIR : 2012 4F 4 H~2012 4E 12 H)

SREN HAE B3 (1 AS0E 2 ) 18 (i 2% 512, IV B4 20 IU/kg OB [EIERARN & 5- 2~7 BHIZ, A
A 3 & (1500 IU, 3000 IU, 6000 IU) @962 HE&E% 60 O&GIEF (7.21% 15 ) OWTh
DTEEGH 1 RO 2 (245 2 7] 4 R TG Lol CL-INH # > /87 f CL-INH iEME LY
CAZ NI EODRT7HITRED LB Thole, £z, AFIKEHO 1LHEANS 3HA £ TORFT
1% C1-INH {51 D 3 HIE S iz,

#8 S EANHAE gHBREOMIEH CL-INH #2377 B, CLINHEMRERCAZ VI EBD VT 7

C1-INH # > 237 & (mg/mL) CLINH /&M (%) C4 % 37 & (mg/mL)
1500 IU 3000 IU 6000 IU 1500 IU 3000 IU 6000 1U 1500 IU 3000 IU 6000 IU

~_— 27 A Kf [0.04+0.01]0.10+0.14|0.10+0.13| 15.4+8.02|11.0+7.37 | 17.1+8.05|6.79+3.10(8.58+11.9 | 9.23+11.4
438 H 0.060.02|0.15+0.13|0.23+0.16|31.7£9.97|44.3£17.7|80.524.9|11.1+4.45|14.1+5.28 | 18.4+6.55

6.2.2.2 ESEIMAHFRBR (CTD5.3.5.1.1 : 3001 3EX, FEHEHAM : 2013 48 12 H ~2015 4 10 H)

SMEIN HAE B3 (1A 2 8Y) 90 il 25t 4ic, A2 i (40 1U/Kg, 60 IU/kg) KOV 7 ER%
4580 OBRGIERF (7.3.1 % 17 2) oW )Tl 2 8] 16 MR &L 5 LZBEo ffEd C1-INH & >
N7 B, CLINH{EHEL N CA Z 7 &D T 7EIZERIDEBY Tholz,

#9 HNEANHAE #BREDOMmMEEF CI-INH ¥ X7 &, CLI-INHE®RERCAZ VI ED T T7E

C1-INH # > /37 & (mg/mL) CL-INH /&M (%) C4 % 37 & (mg/mL)
40 1U/kg 60 1U/kg 40 1U/kg 60 1U/kg 40 1U/kg 60 1U/kg
N—R T A W 0.09-+0.10 0.08--0.08 29.8+15.2 28.3+10.9 10.0+7.04 8.88-4.80
3 H 0.13+0.09 0.17+0.08 45.4+17.5 66.0+20.6 13.5+5.41 18.0+5.70
5 38 H 0.14+0.10 0.18+0.09 49.1+15.2 69.0+20.1 14.4+555 18.7+5.16
8 i H 0.13+0.07 0.17--0.09 47.1+14.1 63.4+18.6 14.8+4.90 18.3+5.70
1138 H 0.12-+-0.08 0.17+0.08 45.8+15.3 66.7-19.1 14.0+5.29 17.9+4.99
1438 H 0.12+0.07 0.17+0.10 44.7+14.1 63.7+22.8 14.1+5.14 17.8+5.64
BT PRy 0.10+0.07 0.13+0.08 38.7+10.9 49.3+18.6 11.7+4.56 14.1+5.22

6.2.2.3 ¥EAMEIIAERAER (CTD5.3.5.2.1 : 3002 3Bk, EMEHAR : 2014 45 12 A ~20174E 9 A)

%A HAE B3 (18IS 2 ) 126 il 2 %F51T, AHA 40 1U/Kg X% 60 1U/Kg Z 169 H] 1 (Eﬁéﬂ%%
24 JAM) | VR 2 (GRS - 28 ) . fkFi 53 CREOHERE D4 « ik 88 IHH) W
WE 140 BRI TG L2 o g C1-INH % > 37 &, CLINHIEMER N CA X 27 8D h T 71
IR0 D LB ThoTz,

7
AU J— MM 2000__CSL ~— U » Z RS fl_ 5B
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#F 10 AEA HAE #BE omiE+d C1-INH #2237 &, CI-INHESERRCAZ U R7EBD NS 7|

C1-INH # > %7 & (mg/mL) C1-INH /&M (%) C4 %7 & (mg/mL)

40 1U/kg 60 1U/kg 40 1U/kg 60 IU/kg 40 1U/kg 60 1U/kg
N— R T A 0.09--0.08 0.10+0.11 30.4+14.6 28.3+7.98 10.5+5.43 9.06+4.98
9 3 H 0.15+0.08 0.20+0.12 52.816.0 66.220.7 16.3+6.05 18.8+6.12
25 3 B 0.15+0.10 0.25+0.34 52.6+16.3 69.3+225 15.9+541 18.9+6.36
29 # H 0.15-0.10 0.200.11 54.3+17.0 67.5+24.2 16.2+5.54 18.5+6.48
37 M H 0.15--0.09 0.21+0.16 52.017.9 69.2-23.0 15.4+5.63 18.6+6.31
53 1 H 0.15+0.09 0.19+0.13 51.2+17.0 63.8£29.6 15.6+5.96 17.3+6.08
12 H 2 0.11+0.05 0.20+0.11 43.2+18.0 63.9+26.3 15.5+6.65 17.1+551
36 3 H ¥ 0.14+0.06 0.22+0.12 52.5+22.7 69.7+£26.3 14.8£6.29 16.2+£4.71
60 3 H ¥ 0.12+0.05 0.22+0.15 48.3+18.8 77.5+66.7 15.0£5.63 16.4+5.82
88 i [ 2 0.12+0.04 0.22+0.14 56.1+17.5 77.2+36.1 14.8+6.01 15.0+5.28
i%ﬁfg?w 0.15-0.09 0.19+0.12 52.0£17.2 66.6-34.9 14.8+5.90 16.3+6.60

a) kit 5

6.2.2.4 ENFIMAERER (CTD5.3.5.2.2 : 3003 3ER, EMEHAM : 20204 6 H~2021 42 A)

HAE B (10T 2 7)) 9 5l A %1412, AH 60 1U/Kg %3 2 (AR 16 M T 5 L 7=BR o i o
CL-INH % > /37 & CLINHIEHEONCA X /7 &0 R T 7fEIFR 11 D LY Thote, £z, 161
HIZH T 2 Hefkd 54 D CL-INH {5 D AUCoc. AUCouiast. tip 1. EAZ40 5,317% - h, 13,091% - h,
¥19 B (225 HER. #iPH : 167~297 HEfE)) THh o7,

#F 11 HAAHAE #BREDOMBES CL1-INH Z /%7 &, CIINHEMERCAZ VR BDO NS 7|

C1-INH % > /37 & (mg/mL) C1-INH i&ME (%) C4 %7 & (mg/mL)
NR—R T A W 0.09+0.15 26.1+5.81 5.87+4.00
3iEH 0.21+0.14 74.4+12.7 17.7+6.29
7 ¥ H 0.20+0.16 66.3+21.6 16.3+6.85
1138 H 0.21+0.19 67.0+18.5 18.0+6.32
16 38 H 0.19+0.15 59.8+19.5 15.7+7.60
16 HE (K THIAR) 0.21+0.14 66.9+14.3 16.6+7.05
16 HE (BEHTH%S5HAE) 0.17+0.14 47.7+11.8 15.8+6.28
17 HE (BEKTH%8HRE) 0.16+0.18 36.4+8.97 14.7+5.27
RS T ORBERE 0.12+0.15 27.6+4.92 10.8+3.88

6.2.3 PPK fif#T &k OMREERE — BULNRNT
6.2.3.1 PPKf##T (CTD5.3.35.2, 5.3.354, 53.3.55)

WS 1 FEERER (1001 3X8R) . MEANEE 1/ ILAHRRER (2001 #XBR) K ONAL 26 IAHARER (3001 3kBR) C1F
HALTZEF 124 1] (2103 JER) O MAEH CL-INH JEH: % T, NONMEM (version7.2) 12 X % PPK fi#
HTASFEME A7z, —IRBIGERFR K O —RIHRBRE A D 1-a /= A v M ET VTR S, AKFIO
WEhE 7 1 7 7 A KT B BB &5 L7255, (KB KO CL 2 KT T VI A AT,

HREET LAV T, A 40 1U/kg 313 60 1U/kg 223 2 [ T #5- L 72 BEo> i g CL-INH 1% 2
NWTY I alb—varETofiR, PKXZA—ZFR12DLEED Thoiz,

#F 12 EEIRBIZBITS CLINHEHD PK ST A —% [95%CI] (VI =2lb—Yay)

& Cmax (%) Tmax (h) AUCO-Ta) (% - h) Ctrough (%) tiz (h)
40 1U/kg 48.7 [26.9,96.2] 58.7 [23, 134] 1700 [558, 5110] 40.2 [22.2,77.9] 68.7 [24.0, 250]
60 1U/kg 60.7 [31.8,128] 58.7 [23,134] 2540 [837,7670] 48.0 [25.1,102] 68.7 [24.0, 251]

a) ERIEIZEHIT D AUCo.

8
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WA ILARERER (3002 3R) K OVEINES IAHRER (3003 #A8R) D fifEd CL-INH {EMEIC W T, Vg
S0 1T ARRABR (1001 5ABR) . ¥EAM 1/ AHABR (2001 #KBR) M OMEA S IIFHFABR (3001 74BR) THESE L
72 PPK EF L EZHWT, KESMICESS VI ab—ra VafTo iR, ThFhoiBchgoni-
FEWME & —F LTz, F7z, 3002 HRERO I EREIL 3001 FRERO I ENRE & 3003 RO I EREIX
MHESN AR (1001 78R, 2001 3Bk, 3001 7Bk, 3002 7ABR) & —FH L Cuiz,

6.2.3.2 HREE—SULENT (CTD5.3.35.3)

HAE #2255 & L7ciipgh e AR (3001 3lk) TS b e 7 — XIS & | #uk LFEIEA N b
D 7= D time-to-event &7 /L % W THAEH C1-INH i&ME & HAE BIEDRI Y 2 7 ORISR S
Too T OFER, MAET CI-INH {EMED EFICEW, HAE BIED U A 7K T 3588 b iz, s C1-INH
TEME S HAE FEDOAR ) 27 OBIRD T I = L—3 g VSR & PPK T (32 13) D Cyougn 21X 1 1R
R

— | ‘I
1
\
1
0 - 1
= \
Y
A
A
N © A 3
< < 50%FAXt Y 2 7 B
= b
go T0%FH%H U 2 2 Joirb \ !
L& A
S -
W 096AHRS U A 2 i
T T e
R e i
3 25.4%
N—RATAY o} b 1
40.2%
N [0/ JS—— [ 1 S S — 1
0,
601UKg (] ‘ 48|'.0A) o 1
T T I T T T T
0 20 40 60 80 100 120

MmAEF CL-INH &M b7 78 (%)

B 1 HAE ZEEOMERY 27 & i CL-INHIEME b7 7HEOEEE (VIalb—vay)
R X2 b—va LIS KD HAE FEF%F U X 7 & iR CL-INH &M b 7 7 fif oo Ba
Ry 7 271y b BEERS T RAE, FRILSETEHE, _—2 T4 213 3001 REROFEHIfE, 40 1U/Kg & 60 1U/Kg I3}
B HE T T VAT L D ASAIHR 55 O T

F7-. AF|%E 40 IUIKg K TY60 IUKG TR FH 5 L7-BEo it CL-INH IEYED T 7 & SEfEIC
FEDERM L7z HAE BAEDHRT Y 2 7 M fd3 298 OFIG 1L, 40 1U/kg $5- & bhi LT 60 1U/kg #%
HBCEETH -7 (& 13), FBH-EO TR b 7 7EIC LiuiX, 40 1U/Kg $5-T 50.3% D #5RF 73, 601U/Kg
5T 67.4%DHERFE 3, HAE FBIEOMXT Y A7 % 70%J8/» &1 % CL-INH i&1E b7 7 (40.3%) %
M2 DHZ &L,

AU J— MM 2000__CSL ~— U > kst SR s &
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%13 &AH| (40 lU/kg BT 60 IU/Kg) B TFHE L2+ CL-INHEED F 5 7R OEHEICESEEH L
HAE REOFXT Y 2 7 BT 2EBFEHEOHEG S Ial—Ta))

XY A2 50%LL | 70%LL 1 90%LL I
W DOEIE| (CL-INHEME b T 71# : 33.1%) (C1-INH J&EYE b 7 74 : 40.3%) (C1-INH 7&EM: - 7 71 : 63.1%)
& 40 1U/kg 60 1U/kg 40 1U/kg 60 1U/kg 40 1U/kg 60 1U/kg
Cavg 83.4% 94.0% 62.0% 80.5% 13.7% 32.4%
Crrough 72.5% 87.0% 50.3% 67.4% 7.30% 20.3%
6.2.4 ADA (CTD5.3.3.2.1, 535.1.1, 5.35.21, 53522)

HESNE 1 TAHRRER (2001 3R0R) | WSk 57 ITAHERBR (3001 55k & OF 3002 7-R) K OVEPN 5 IAHRER (3003
AR (ITHLZ A B ALTZ HAE BB 25t U AHl 5% 0 ADA OFBURDLE . ADA @ C1-INH /EMED
HRIRENN G S T-, FORER . W ORBRIZB W TS CL-INH & i A9 % ADA 18D bh
2o To, E7-. ADA FEBLIT 3001 FBRN— A T A L 11.2% (11/90 f) KON T 32.1% (26/81 fi)
3002 FBR TITN—RA T A IF 23.0% (28/122 1)) . 6% 2 #&T (53 ) Wf 13.5% (15/111 f4i) KON
fefe 54T (88 JH) KF8.9% (4/45 i) TR DAL, N—R T A UREOARFIF G- BRAGRTH & ADA 1385 H
SN TE Y AAIF L & ADA ORBUZBEMITA B> T,

6.R HEBIZIT 2 EEOH
Betld, IT 2 E 22 & HAE BEITXT 2 A KO AL - & & LT 601U/Kg 1 2 [ N &5 %3
ET DI EICoNTIE, BYBEOBA»LITZANAREEEZ D,

o IRHSNERRIEIICEIT 2 &R O BRRBR TH L2 PK 7’1 7 7 A LD FEHIE & PPK fif
HrovIalb—ra UERITEEL TS Z LR EnzZ &,

o KHI401U/Kg 60 IU/Kg %3 2 [Bl# G- L7=35E6 . WO HETH EFIRETO CL-INH %
N7 ZEH HAE FIETBAOBIME & HEEEMHP LT\ 5 40% (Complement 1984;1: 147-59) % i
DT EMWREINTZZ &,

o PPK T H1E, CL-INH IEPEIZH BRI ER7-32 2 & | BESUSHENT 2> D CL-INH TEPEA =
WEE HAE RBIED 27 MEL 725 Z L ARENTZZ &,

B, AFIORE - BREOBUMET, BERRBRICKT 2 AR O EIEORER & O im0 L E

ThHDH=H, T.RE THRITT 2,

7. ERIRBVA SR ORI Z M B 5 2 EEhE N HE 12 31T 2 BE OB

HIWER O RMEICBET 25 R & LT, £ 14 18395 T AR (CTD5.3.3.1.1: 1001 55k) |
WAV T/ AHRRER (CTD5.3.3.2.1 : 2001 #6%) . [EWNHEIAHFER (CTD5.3.5.2.2 : 3003 #6k) . 1SN
R 2 3% (CTD5.3.5.1.1 : 3001 3k, CTD5.35.2.1 : 3002 3lR) DRERMIEH ST,

10
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#14 WERBR—E

Fh [FRBREE | W5 BESRE S |k - RO st

i | (RE) FFmIE H

#E4h [1001 3B |18 miLL b 45 mELL|16 B AN X% 1V B 1500 1U % BLEIERRN % 5- et
(1) T O Yy EhRE
2001 6% 18 LA o> HAE |18 43 IV #4520 U/kg EFIRINTR 500 2~7 HA2IC. AHK| 3 H&|KyEhe
(T/1) |1/ 2 AR (1500 IU, 30001U, 6000 1U) ®»HH 2 flE%E 6@ 0| - H%

BESNEFCEI Y, A EEE 2 B 48T oK T 5|7

3001 #R (12 % LA Eo> HAE |90 44 A 40 1UKg & 7T &R 012 mL/kg, XITAH] 60 IU/kg| A %hik

(Im) 1A% 2 BUERE |40 1U/Kg : 45 | & 775 & 7R 0.08 mL/kg %, 1B 1 LRI 2 o7 v |24

60 IU/Kg : 45 fil|A— =1k, 2 [\, KIRES 16 B8RL TR

3002 #Bx |6 kLl o> HAE  |126 fl TR 1 (24 /D) : AFH 40 1U/kg X% 60 1U/kg %8 2| & #1722t
(1) 1A% 2 BUERSE (40 1U/Kg @ 63 f5il| Bl T 5, FEAEDOBE (4 BRI 12 BI2LE) (2 &0 20| F %0k

60 1U/kg : 63 f4il|1U/kg T°> K 80 1U/kg ¥ THIEA]

TR 2 (28 M) : AHK 40 IU/kg X% 60 1U/kg % i 2

EIR T, 8 HWIZ 3 EILL EOFIENFBL L 7256,

20 1U/kg 3°of% K 80 IU/kg % Tl L &% &

[EIPN |3003 75k |12 # LA o> HAE (9 45 HAW (k8 EM)  BIEHE 2 Fim & IZHE Ak

(Im) 1% 2 RIS (KA H72 1) SRpENRE

AFNRERY (16 #R) : AFKI 60 1U/kg % 2 [BIf F 5|22t

ER R AEROBINE 2 LLTIOR T, 7ok, AlBRICE T 2 WEIROMETRIRIC OV TR, 6.2 BRARSE
PEAABR D IHIZ R L T2,

7.1 5 1HRB
7.1.1 ¥4 1 FERBR (CTD5.3.3.1.1 : 1001 3Bk, SEMEHAR 2012 4¢ 12 H ~2013 43 AH)

18 7 LA F 45 i LU F O AN (BAZREGIEL @ 16 ) A %FGUT, ARAIZ BIRNEE S LT- B0 2 &
OAFAN & IV BN OIEYEREDO Ll 2 B & U2 BEA(L —EER 2 & 2 H17 0 24— X —F B
KA > ® 1 gk CHEM I 7,

R - A&, AFSUT IV RA 1500 1U 2, 7 8 A4+ —"—IEIC LD 2T HEEFIRNE S L Sh
7o Fio. FHEEWOMIC 18~25 H ORI AR E Siiz, ERMHMERI D20, ¥ 74 I —1EIC &
D AR GEHIZAB AR 30 mL OFHERICAH] (AAFRHRE 500 UML) 3mL 23, IV S5 5y
(I IV A (FEfREFREE 50 1U/mL) 30 mL OFER AR K 3mL 25 Sz,

HEAE AL S H7z 16 BIRBNTIRBRIE N B 5- S 4L, BHINZ VAT GEM & e, 2, 581
RN T IV BB O 512 1 BRIMEEICHRfR 92 2 LAV L GBI & 7e o 72 112 FR< 15 B3 PK
FEMT SRR & S 47z,

FEFHGE B (X, AFHEG-1% 24 FERIDANICHEL L 7oA EFLRORBEIG & S, AEEG% 24
RE LN O R EFRORBUIED LT, IV RF 5% 24 ReELINICIE 6.3% (1/16 fi) (2 SIHEEZ 1
HEOREFGFE L, R 50.0% (8/16 #i) 12 12 fF0FEFSR (KA G% 7618 1
SHIAR 4 B 4 1R, BUR. A v 7 o BEER IE AR, ABEEER A 16, IV AR S
% 3B 41F . SIASASR 2 1 2 1, BEK, $EERES LA L) BSEHE LS, W biFEEE TH
Sz, BIER., BEERAESES, BBRTILCESTAEHERS, BEERO N7,

7.2 H1/0FRR
7.2.1 #ESMES T/IMAEZRER (CTD5.3.3.2.1 : 2001 3Bk, EMEHIM 2012 4F 4 A ~20124E 12 )

18 kLA £ HAEL B (C1-INH {523 50%A J (Y C1-INH 4 > /3 7 B B3 FEVEM A )  Id HAE2
A (CL-INH 7EMEAY 50% A0 M O CL-INH & >R 7 B BN EEELL ) B3 (B AERSRE 4R 18 f) 1TA
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Bl 7 B T #e b LT BR O S Eh g

O B2 a2 TAER L IF S B st 8 sk C 3 S iz,

HAE J&/EEIZICRIT A AT, 227 U —=1 7 KERi 3 7 H LAN® HAE Z4EH 5 [BILL R, 7
DAYV —= 7 KGRI 30 HLAN® HAE BEN L RILAT & ST,

Mk - A=

IV $U5] 20 1U/kg O HEIFHIRPIEE 500 2~7 A%i2, A% 3 A& (1500 1U, 3000 U,

6000 IU) ®9H 5B 2 HEAEFK 15127 6180 OBGNAFIC 3B >F 0 1T, &HEEZE 2B 48T
SETREE ST,

#& 15 AANOBGIEF
JIEFF A JIEFY B JIEFy C JIEFF D NIy E JEFF F
541 1500 IU 3000 1V 3000 1U 1500 1U 6000 1U 6000 1U
542 3000 1U 1500 1V 6000 IU 6000 IU 1500 U 3000 IU

VRt S 47 18 BRI &GN 1 RIDL EARIN G i, UL BERRIT I GER & S
Too Flo. AHIEE-H D CL-INH IEMEDO FERED 1 [E1LL EAG B 7ok 18 523 584 7 ff A e G4 &
A, 4R CCARAIDEREIBUE I D IS S, BRHlE E O FHREAS 1 8L RS B av7e 12 Fi23 51
B OFERETEMERENT X G & Shz,

FEFMME B I, SRR IRERICBITHET IV 7& I alb—Ta VESSEKEREHO 4
WHEEARCTO CL-INH {EE b7 7O B E Shdz, ET UV 7& VI alb—va VU ROFEIEL V15
SV 4 HIFRTOEFIRRED CL-INH IEM b 7 7EOFH)E, Rz 16 (2R T,

#16 REEHCBI S 4 EERERRTO CLINHER N 7E (%)
(SRR AT R B4 B X3 B OB BETE M AT e 2 )

CI-INHiEE R Z 7 7Kl 1500 1U 7K1 3000 1U 7K1 6000 1U
{1 (N=12) (N=12) (N=12)
EFY L& n 12 12 12
vIial—vayv A+ A Y 30.3+9.07 45.9-+14.35 80.6+23.47
WGP 31.0 (15.25,45.19) 45,9 (23.55,68.32) 77.4 (38.39, 121.09)
ESTA n 12 112/ 12
SEXIE SRR S 31.7+9.97 44.3+17.73 80.5+24.92
WGP 33.6 (16.90, 44.95) 40.6 (12.15, 66.35) 87.5 (38.0,117.50)

N : HBRE R n o AT R RAEERE £
a) 1Bl SV THEYBIE A MER RO RA T 7 — DO EREL G DL h o T,

LAEMIZOWT, RBREIM T 94.4% (17/18 1) (2 145 thOHEELRNHEH L, AFloHER]TIX
1500 U $5-T 83.3% (10/12 f51]) (= 58 {4, 3000 IU $% 5T 66.7% (8/12 i) = 24 {4, 6000 IU #5-C
75.0% (9/12 #]) 12 54 hD, 7= IV A GH T 22.2% (418 #]) 12 9 EDOFEFHLN I LI-, BIE
FiZ. 33.3% (6/18 1) (Z 49 {4 (1500 1U : 5 44 27 {4, 3000 1U : 1 4 1 {4, 6000 IU : 2 51| 21 ) FEHL L,
G L LIRSS (5412544 (150010 : 5 41 13 £, 60001V : 2§ 12 £)) & EFHHACALEE (3
%1 10 # (1500 1U : 2 5] 5 4, 6000 1U : 2 {5 5 1)) 23K 53 2 GO Tuie, AL S AN ORIERH
& LT, 1500 1U OFAAL 1 41 4 {4 1% O 6000 1U DFEAR 1 1] 1 235580 bz, EE2AHEFGIL, VR
iGN 161 144 (), 6000 1U #¢5-T 141 1 (iEERAMEY 3 v 7)) BRRBD LN, W
BRI & ORREBRILEE SN, BRIEVWThbEfETh o7, L, BRI LICEST-AFHEFS
IEERD Lo T,

12
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7.3 FBIAERBR
731 ¥ EIAEERER (CTD5.3.5.1.1 : 3001 3Bk, FMEHAR 2013 45 12 A ~20154 10 A)

12 % 2L B> CL-INH JEPEAS 50%A0i#i 73> C4 & /3 7 BB AN HEE AT O HAEL A ST HAE2 AU

(EVEAL SN D BAEGRE SR 80 BILLE V) ITARKIZ K TG LTIZBOA MR VL2 RET 2
HEVEAL " HEWR T 7 BRI 0 A4 — R —R B2 S 38 fik T S iz,

ARRBRE, 227V —= 78 ek 48F) . SAW (5RE 8#M) . 1AW 1 X OVAHE 2 D 4 ~—
N CHERL S 4L72, HAE BB IR 2 AR L, OG AN W TIIRA Y U —= 7 KBERi 3 7
HUNO#ERET 2 2 77 A IO HAE FED 4 BILLEEFEKICFIRK S T 288 E . OIFRMIZH W
TIFEAWREANL, Rf)o 2 BRIC 1 AL EOTE AR oG 2 4 W 2 [FI2LED HAE %1E
WHEHL LT, & Shvie, BAMIK TRHICHEIRE 2R 17 \O77T 4 180 ORENAFFIZEERSIZE Y
FiF7=,

TR O Mk - R, AHI 40 IUKkg, A5 60 lUKkg XL 754 (A 40 IU/Kg X1 60 IU/kg (24
Y HRE008 mL/kg (77 BEREERE) XiX012mlkg (77 ERERER)) 2R 17TIRT 4@V D
B ENERFC, 8 2 [|], AIaHH 16 W ok FHh- Sz,

# 17 3001 RBOBBREOEREIERF & #iBE 5

40 lWU/kg 52— =R 60 IU/kg &G5> —r =R
BB S 22 {51 23 1l 23 1 22
TR 1 TR EAE A#1 40 1U/kg (0.08 mL/kg) 77 v RERE A4 60 1U/kg  (0.12 mL/kg)
TRHRIA 2 | AAI 40 1U/Kg (0.08 mL/kg) AT A1 60 1U/kg (0.12 mL/Kg) 75 B AR

B, RN 1 L 2 ORICRIRBIR 23 E Lo 12720, FI60RIBIAARE 0 2 3 [ A 0 R AT
BHCE DT, AMEOFHEMIREIIAIEF O 3B NS KEFRHOK TET kE 14HE) L ahiz,

AN EHET UEAEA LS 072 90 128 ITT 42 & S4u, 90 BBz 1 [BILL EARKI T 7 2R3
HSi., &RINZEEMITIGER & S, ARAI4010U/Kg 1% 43 B, AHK 60 1U/Kg 1% 43 Bl 77 &R
BARIT 46, 7T e RIEERIT 28Ik E SN,

BRI I 1T 2 IRBREE A~ OUREE I M O P48 AR R 72 (RiPH) 13, 40 IU/kg & 53— 2 = A TiE,
AHI401U/Kg 13 16.3+1.56 (8,18) #fM. 77 bREmA EIL 155+3.33 (3,19) #HMTH Y. 601U/Kg #
Hy—27 = AT, AKI601UKg 1160211 (6,18) #M., 77 REAREIT 15.1+3.27 (5,19) #
ch-o7,

FEFHIE A (X, #5720 O HAE FAEEHE BIFHEE) & 7z, 401U/kg &5 — 27 = 2D 45
BN BT, AAI G-I T 26 FIC 145 [Bl, 77 B AR EAE &G HIM T3 40 412 503 [E]> HAE %
TEDVRBL LT, 601U/Kg $&5-2— 27 =2 2D 45 FlZB\W T, AFIBEGHIRI X 25 iz 71 18], 77 &R
R P G- WM Tl 42 Bl 472 [81D HAE F8/ED 5B L 7=, HAE B/ (BL7H) 3R 18D LEY
T, 7 T8R L L TAH 40 lU/Kkg X% 60 IU/kg #5-12 & © HAE F&/ESEEE I ZA BT L=,

V RBEEEEE H Ch 5 HAE BIEHEICOWT, 77 R B SR OISR 4 0.152 [81/ B, AH 40 1U/kg £ 5-15 0 5 VB
Exa 7T R EERED 50%, AH| 60 UKy &ERDRIEHE L 77 R ER D 20%, RBIEHEOIL@BOREERAEL
0.066, A= /KUEMH 5% & F8E L, &K 60 1UKg % EF & 7T ¥ RIEAEHRERORM, KO, AA 40 IU/Kkg ¥ 5K L 7
T REBFEERGREOR CENENRIEEEICOWTHEEZRET 2720 0K 1 %50 909%™ 2 72901213 72 f1
WELE S, EOTOIEAHERE$IE 80 FILL £ & Sz,
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# 18 HAE R{EEE (W, R) (ITT£H)

40 1U/kg $ 5> — 27 = A (N=45)

60 1U/kg #2553 — 7 = A (N=45)

BRI O H & AF 40 1U/kg 77 eAEAERE | AHKI60IUKg 77 e A EE R
FEMTHEBRE S 43 44 43 42
SEEME AR = 0.04+0.076 0.12-0.069 0.020.025 0.13+0.076
b (€ e EED) 0.01 (0.0,0.4) 0.13 (0.0,0.3) 0.01 (0.0,0.1) 0.12 (0.0,0.4)
B/ IRV (95%CI1) @ 0.04 (0.02,0.06) | 0.12 (0.10,0.14) | 0.02 (0.00,0.03) | 0.13 (0.12,0.15)

TR REEREE D (95%Cl) ¥
pﬂE b)

—0.08 (—0.11, —0.05)
<0.001

—0.12 (—0.14, —0.09)
<0.001

a) RAEMKET NV (EERRL LT, R, (BRI, &5 —r 20 2% JEMRE L THREZHRE LIZET V)
b) H—TEDERARER 2 HIE T 5 7201, WEEBETNE (A7 60 1U/Kg & 77 £ NEBFBOBEIZB W THERZEDRD
OITHEIZR - T, AFI401UKG & 7T ERERBEORE L FEMT 5) DEE ST,

LRMEIZOWT, BEFRIT. AK 401U/kg 57 67.4% (29/43 f51]) 12 342 {4, AH 60 1U/Kg $&5-1F
69.8% (30/43 f5il) (2 157 . 7T bR E B &R GRE 61.4% (27/44 f5]) |2 203 14, 7T B RIEA B GRE
71.4% (30/42 #1]) |2 141 32 BTz, WD EERET 5%LL ISR b= A EF S %3 19 (R

7,

#£19 WTNIDOTEREEEERE T 5% LICRD SN EEES (RN SER)

AFKI 40 1UKKg (N=43) |AHI601UKg (N=43) |77 EBREER (N=44) |7 7 R EEE (N=42)

HEFGPT n (%) 35 n (%) 35 n (%) 35 n (%) %k
TS ERALALEE 7 (16.3) 86 9 (20.9) 20 6 (13.6) 36 7 (16.7) 28
EAEEEDS 1 (23) 1 8 (18.6) 9 3 (6.8) 3 3 (7.1 3
TSR SR 7 (16.3) 90 7 (16.3) 19 5 (11.4) 34 4 (9.5 9
e DGR i 5 (11.6) 60 0 0 2 (45) 62 1 (2.4) 1
TS ERALAEAR 1 (23) 1 4 (9.3 39 2 (45) 6 2 (4.8) 18
TS ERAL A S 3 (7.0 8 4 (9.3 6 1 (23) 2 1 (2.4) 2
FESHER AL PN i 2 (47) 5 4 (9.3) 5 2 (4.5) 2 3 (7.1) 5
TS H i, 3 (7.0 8 1 (2.3 1 4 (9.1) 4 0 0
EEED F 4 (9.3) 5 0 0 0 0 1 (2.4) 1
&GE Y 3 (7.0 3 3 (7.0 3 3 (6.8) 3 3 (7.1 3
5 1 (2.3) 1 1 (2.3) 1 3 (6.8) 3 3 (7.1) 3
e 1 (2.3) 1 1 (2.3) 1 3 (6.8) 4 2 (4.8) 4
EE (%) :n/N
N : BB G S - BB 5

n: BEFGREIEL

BIVERIE, ASH 40 1U/kg #5257 32.6% (14/43 f51]) 1T 283 {4, AHl 60 1U/kg $¢5-Ff 34.9% (15/43 131)
(2105 1, 77 AR EA ER G 27.3% (12/44 #) |2 152 {1, 77 AR ERE E&#& 57 23.8% (10/42 f)
2 62 8 LTz, BIEHOKERD BEH A TH D . AAl 40 1UKg £ 58 27.9% (12/43 f51l) |1
274 11, ARHAl 60 IU/kg $¢ 5-7f 30.2% (13/43 ) 12 97 {1, 77 B AR @A &L GHE 22.7% (10/44 f5) 12 149
., 77 e RRE BB GHE 23.8% (10/42 #]) 12 61 M58 BiLlz, B ISLANORITER X, KAl
40 WU/kg & G-FETIIFEMED E 0 2 61 3 7R, HEAE, FE Bl TR, W7 =A U7 LAF— KO
PR A L1 1 1. K 60 1U/Kg $¢ 5-BECIESMIZ 161 6 14, &R R ONESHALEGS 16l L, 77 &
RERERGEECIIIE, 747 ) 2 D ¥ A ~— L OMZERIES LH L, 77 B R RE &R S
TS 1Bl L CTh o7,

BB IRICE > - A EHSRIE, 3631 (KK 60 IU/Kg #5-TIXZERZ., I ¥ REABERERETIX
JHZERE, 77 B NRA BHRGRE ISR LA & 161 11F) R oi, FHRE & ZERAE TR
EOREREFRD Y LRE SN, BRITIONTNLERE Shic, \EERAEERLIL. 3612 4 4 ORAI
40 1U/kg 358 TITRBEMERUIIE 1 61 1k, 75 B RIEAR SR GRED 1 61 BAGME M EIE & O
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LiF, 77 bR @A ERGHECIIMERAE 1 6] 1 1F) B0 o, WRiIvFhbhliEs snk, 7I&
R A BRSO TR & ORREURE H Y & Shiz,

7.3.2 ¥EAETIAEERER (CTD5.3.5.2.1 : 3002 3Bk, FEMEHAM 2014 4 12 A ~2017 49 A)
6 ik Lh B C1-INH JEMEA 50% A 2> C4 & L/ 7 B DS IEMEE RN O HAEL B33 HAE2 #l s
(B AEHEBRE H 100 BILL b)) (CARKIE TG LT BR O R O 20 R OVE 2 & it 2 BAE 2 b3k
BRRIAT R P R 0N A 32 MRk C e ST,
300258k (1%, AT OBERE LA AN B ALz,
o REEHHI (62651) : HAT T D 30015RERIC ARSI ILI0015ER (2 SN U 7= 23 RBR I I P 2 AR 2
B &N s

o B (5261) : 3001EKBR A SE T L., 300255k O #[E K £ T L MRS I SN L5

o MR (12f1) - 30015KERZ 55 T L. 3001588k DR AL T REE A B 300258k D M)[E1 >k FE £ T L [#
LAINIZ BN L 7= 4

30025 Bk ODHAEFAEAE L I BT DA NIEHE X, LT O X ST E ST,

o HHERCLINHOEMMFE AT > TV D REGH] ARG L OARFREBRD A 7 ) —= 2 7 KB
ANZIBW T, ks 520 A ICHAERIEN4RILL ERGk S Tnb Z &,

o FHEHCLINHOEMMFE 21T > TOIRWRE G, ], fkkef - 30028 D A 7 Y —=2 7
SkBER13 0 A LI O34 %20 A BICHAEZRMER4EILL Btk S TnWb 2 &,

ARERIT, A7V —=2 78] 1REM 1L LONEEL 203 SOR— TR SNz, A7) —=27
W IR & Gl S 7R 1, TR 1 O A 40 1U/Kg SiE 60 IU/Kg DN A7 0 F B SR 24 | 2
OAHT DA, R L 28T LIRS IR 2 1CRAT Lo, 7eds. KIE YR O Aikise i 58 (5
R 88 M K OV D% 2 HIF OBHFRA) ~MEE TBATARE & STz,

A - AEE, R 1 Tk, AFK 40 1U/Kg XiE 60 1U/Kg 38 2 [0] 24 BRI TG Sh, 1R 1
OS5 4 I HAE Z81EDS 12 [N 381 L 788503813, 20 1U/kg 372 80 1U/Kg & CHllit Al AE
Sz, 1EFEM 2 OHERE) <k, BN L oM &2 2 [\ 28 W TG & S, EFE 2 o
Wt 2 8 WMIC HAE FEEAY 3 [BILL RFEBL L 72 #kBR#E 13, 20 1U/kg 972 80 IU/kg % THHEAIEE L Sh
7o 7ok, ARMEOFHHIFIZIEE 1 © 3 A H b R AEKPE A UIAFIRKE & 5% 4 BE T, HER
SO OFHMBIMIEA A EO 3BEE S 4 BWESOL 8 M & Sz,

FEE UG S HEIEA L S 4U72 126 B3 ITT S & OVE ZWWEMRIT e AR & S, 126 BB 55
KA 1 B, EG- S dv, IR VR R & Sivic, A 40 IU/Kg K& Of 60 1U/Kg #% 5-lC 22
AU 63 BIAEN D AF T A, 40 WU/kg =50 7 411 (1 FIEIERH 1. 6 FlIVEHRS 2) 25 60 1U/Kg (ZHf& L
7o ZO THIIX, 40 1U/Kg £ 5-& 60 1U/Kg & 5- Ot D22 MR /I REM & LT E STz,

TR~ OIEZE WM O E AR MR 2 (FEPH) 13, AHKI 40 1U/kg % B 5 L7283 Tl 67.9+40.21

(2,137) ], AH] 60 IU/kg Z#25- L 7R Cl% 72.3+38.50 (8,139) HHE TH o7z,

FEIMBEE (X, £ 20 IR L7 7T DOREMEA XY MENENO NMEEIZ L 5% (PTIR) & X
Niz, HHEMEA XY RO PTIR 2% 20 (2R,
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# 20 ZEMOTZEIMERD D PTIR (REMMEITHSREM)

AF 40 IU/kg #¢5- (N=63) AF1 60 IU/kg #¢5- (N=70)
PTIR (fFIA4E) | (95%CH)  [PTIR (fF/A4E) | (95%CI)
BB (I < T @)
BB IICE - A EES 0.01 (<0.005, 0.07) 0.03 (0.01, 0.09)
Az ZERETE RS 0.00 - 0.01 (<0.005, 0.06)
TF74 7%V — 0.00 - 0.00 -
AB & 3 L 7= HAE B1E 0.00 - 0.00
T DTS ERAL S 0.00 - 0.00
FRRUSORERERO S D BERAGERE 0.00 - 0.00 -
$1 C1-INH Hifk 0.06 (0.02,0.14) 0.06 (0.02, 0.14)
FeBLFGI S < JhT P
EERPIEICE - - EES 0.01 (<0.005, 0.07) 0.03 (0.01, 0.09)
mieZEre g 0.00 - 0.01 (<0.005, 0.06)
Th74TxY— 0.00 - 0.00 -
APBi%& B 7= HAE 31E 0.00 - 0.00
T DTS ERAL S 0.00 - 0.00
FRRUSORERERO S D BERAGERE 0.00 - 0.00 -
HT C1-INH Hiik 0.06 (0.02,0.14) 0.09 (0.04, 0.17)

a) WA ICIE DS ST L7ZPTIR= (HFHERG PISERSNT-AEESNEI LIWREROEEH / (HHREo® 5
TH—EEGBAH +1H O /365.25H, FHEFROFEII)» D LT, lx OWFHE ORBHM A TOR
SHRHDOME Lz,

b) FEEHIASEMNT LIZPTIR= (FHABRSPICRESINTEAEETROAHMR) / (SEREORSHKTH —#
Bt H +1H OF) 365.25H, FAHEHRZOFII 0D LT, x OikrE ORBRBIIM SR cORE B D
Fné Lz,

BRPETRIREHEIER & Sh, VAR Z— (3002 BRSO ANILYE L L CTHVZ HAE F&4E
AERE & bl UL ARHIEE SR o o0 HAE ZEEBEEE S 50%LL EJsirb U7 9iBRE) OFIG 2035 i S vz,
ITT 4£MIC1T 5 L AR X —DEIE (Wilson #1215 95%CI) 1%, 40 IU/kg #%¢5-T 93.5% (58/62 1)
(84.6,97.5), 60 I1U/kg $%5-T 91.7% (55/60 f3]) (81.9,96.4) THh -7z,

LRMEIZOWT, A 40 1U/kg Tl 88.9% (56/63 i) 12 948 {4, Al 60 IU/kg Tlix 82.9% (58/70 1)
2 849 HFDOAEELPBD b, AHEFREKCEEMORBURILL . WTNhOFE 5T 5%l EIC
RBOONICHAEFRER2LITTT, 2B, BWEHDIZE A ENESFENRIS ThH -T2,
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K21 AEFEZRUBWEAOREBRILLE VT DEE T 5% U LIZRO bhc FEER (Z2UMTARER)

40 1U/kg $5- (N=63) 60 1U/kg #15- (N=70)
AEFL BIVEM AEFRL BIVER
n (%) (e n (%) e n (%) 3 n (%) (e
HEEGEE 56 (88.9) 948 36 (57.1) 697 |58 (82.9) 849 |32 (45.7) 556
TSR S AE IR 35 (55.6) 692 35 (55.6) 692 |32 (45.7) 554 |32 (45.7) 554
AEFEL (PT)
ELEEEPS 12 (19.0) 23 0 0 21 (30.0) 36 0 0
e SALS ] 17 (27.0) 211 17 (27.0) 211 | 10 (14.3) 51 10 (14.3) 51
TS EBATALEE 10 (15.9) 45 10 (15.9) 45 12 (17.1) 331 |12 (17.1) 331
SHA 10 (15.9) 22 0 0 10 (14.3) 19 1 (1.4) 1
TESTERAL PN HH I 9 (14.3) 56 9 (14.3) 56 7 (10.0) 22 7 (10.0) 20
RGE R 8 (12.7) 10 0 0 8 (11.4) 10 0 0
TS EBAL S 5 (7.9 75 5 (7.9 75 8 (11.4) 72 8 (11.4) 72
B 7 (11.1) 7 0 0 3 (43) 4 0 0
RUER 7 (11.1) 7 0 0 2 (2.9 2 0 0
RafiE 6 (9.5) 6 0 0 5 (7.1 5 0 0
et ons AIINED 6 (9.5) 1 6 (9.5) 1 4 (5.7) 12 4 (5.7) 12
SRS G 3 (4.8 4 0 0 6 (8.6) 6 0 0
i 5 (7.9) 10 1 (1.6) 1 4 (5.7) 14 0 0
P15 5 (7.9 5 0 0 1 (1.4) 1 0 0
] S e % 4 (6.3) 4 0 0 4 (5.7) 7 0 0
TG AR AS 4 (6.3) 19 4 (6.3) 19 3 (43) 4 3 (43) 4
SN IEIR 4 (6.3) 19 4 (6.3) 19 2 (2.9) 2 2 (2.9) 2
TR 4 (6.3) 12 0 0 2 (2.9) 2 0 0
i PI U 4 (6.3) 6 1 (1.6) 1 1 (1.4) 6 0 0
JTEEYE 4 (6.3) 8 0 0 0 0 0 0
R0 1 (1.6) 1 0 0 4 (5.7) 4 0 0

TRBR IR IC T S 7o EF ST, 4014 0k (KA 40 1U/Kg CIERFPIR 161 1 #F. A% 60 1U/Kkg Ttk
DAEZE, BIHTR X OB A L0 L 1F) R HaL, MR & 5m IXTaBR3E & ORI EBGRH » LHESh
oo BRIRITVTNGEIE & S, BEERAEEST. 96 121 OAHI401U/Kg TIZ 46151 (1 Flc
WA OME A U o AfER 14, OVFE APEISHIIaME B Mlilat: U oSl #8455, SUE KRS L6 1 14) .
AH 60 1U/Kg $¢5-Tix 5 41 6 £ (1 BNZEZEMWED £V R OIS 14, 1 FITHEZE 14, 2D ApiEsE,
AEFE, & 1611 ¢F) . A% 80 IUKg B 5-CiE 16 1 GEEMILEZIE) #bhiz, WIho
FHHREREMRITZ L E SN BRI EHO 164 1 FOREIEZERE WIS EIE ST & Sz,

7.3.3 ENFIMAERE (CTD5.3.5.2.2 : 3003 Bk, EHEHiR 2020 4£ 6 H~2021 42 A)

12 LA 0> C1-INH 1EMEAS 50% A A0 C4 & L3 7 B &) HEUEE A 0 HAEL Y 1% HAE2 B o> [
ARNEE (BAEPBREH 10 6 (CARFIZ 2 TH5 LIZB0a o, et k OSSR EhiE 2 Mim§ 25 FE
TEZALIE G RRFEXRT GRS E N 10 fiak © 3 S 47z,

AR L, A7V —=0 7] (R 48) . AW (k& 8 M) . AFNaHS (16 H#) XU PK/PD
P MIEARARER B O 7 3D D e s e 4% 0B BRFHA R (2 BE]) @ 4 /38— M CHRk 7z, HAE F81EBELC
B DM ANEYE T, OFEAIZBW X, A2V —=2 73K 3 B HO 9 b3 25 2 h AR
HAE J81EDS 4 [RILL BB L 7ol . @RIk Wik, A O RO 2 #HIZ HAE Z81/EN 1 [A]
IE, URE AR OdEgT 5 4 BBIC HAE J87E2S 2 2L BB U= 9B, & Sz,

AFNRFI O FYE - FRIZAA 60 IU/Kg %18 2 (7] 16 BRIAEE A~ TS & Sz,

LECLDFENMEONT 10 FINA Y U —=2 T %5 CEAMA~BIT L, Z0 5 bHAATEEMIC
BAT L72 9 B25 FAS & Sd, AFID G ST 9 Bl apln 2 M st GHEH & Sivie, BB i
FAS % %8 it S duiz,
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TRBREEA~ OIEZE W M O AR MER 2= (BEFH) 1%, 15.683+10.1992 J (15.29, 15.86) ThH -7z,
ANMEIZOWT, FEFEE H X, AANSERH R R OEARI RO 1 4 A b7 0 HAE FIEHE & &
iz ARMEOTEAM I ARGE N O 3 H OIH (Dayls) 7°6 16 ¥ H 0332 A UTAFF & b
%A HETEII, MR 3H1IC 8 Bl HAE SAEN I L, 6 BillX HAE BIEN & B 7R -7z,
HAE Z/EBEE IR 22 D L350 T, BAM & ol U TARBIVAFE CIX HAE BIEBEEMET L7z,

# 22 HAEZ{ESEE (Bl H) (FAS)

M ARG
FEMTHRBRE S 9 9
SEEME AR 2= 3.691+1.0909 0.295-+0.4815
Rl (EEPH) 3.581 (2.03,5.64) 0.000 (0.00, 1.32)
WO & AANRE ORI EOZE -3.581

BRI OWNWT, FEFERIT77.8% (7/9 ) 1T 109 73D biviz, AEFEFR K OENWEHOFRBLRN A
281 Y, AEFROKES (1017109 1) 1FEEETH Y | FRIFITFERIZR O 161 1 1 ORBEIE 2 FR
& FEEXTRIR Th o To, BEERAFTFR BT ILICE > T AEFFR RO TITRO biiehroT,

#23 HAEBEZRRURHER (RetiftrdREN)

HERER BIYEA

Bl (%) 3% FilE (%) 3%

HERGLK 7 (77.8) 109 3 (33.3) 62
e AL S 2 (22.2) 3 1 (11.1) 2
-IHEE 2 (22.2) 2 0 0
R SRR 2 (22.2) 2 0 0
P15 2 (22.2) 2 0 0
HLEE 1 (11.1) 30 0 0
AL RLEE 1 (11.1) 25 1 (11.1) 25
R 1 (11.1) 19 1 (11.1) 19
TSRS 1 (11.1) 16 1 (11.1) 16
R 1 (11.1) 4 0 0
K 1 (11.1) 1 0 0
»5 1 (11.1) 1 0 0
AR SR 1 (11.1) 1 0 0
FPE* 1 (11.1) 1 0 0
I 1 (11.1) 1 0 0
e 1 (11.1) 1 0 0

7R BRI 5 FEEOE
7R1 BRAERRBRT A VROBKRT — & /3y —IIZonT

HEEE X, ARFBICROERT —Z Xy =220 T, FOX I ICHALTWD,

HAE OFARFRITA 5 TAIZ 1 ANEHEESNTEY . AHICKDEZ TRV EHRESN TS (Allergy
Asthma Clin Immunol. 2010; 6: 24), F7=. HAE EH D72 D WAO/EAACI A KT A LTk, FIEHEE
DEWVEFICBW IR BEMEIRREZBE T2 2 L 252 L T Y, CL-INH ARBIRZRFEE
AR & L THESRE ST D (Allergy. 2018; 73: 1575-96)

AHTH. HAE OF RIS L FIFRE &5 2 S, ENEFHIIN 2400 A LHEE ST D (8
i BRI E AR EHE Y v —F LA, 2016) N HAE SBEEDSIEFIZIR O TWD Z & END,
ENE AR (3003 #BR) 1IIEEMRE L, 77 2R UIBEFR A G IR L LW akBritmi & L7, 3003
AR OV (R, HAE RIEBESE) . AL - B &% ONABREEEE 511 5 1 34 28 A AR (3001
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AR L RERICERE Lz, £72. EPN 3003 aliR, st 3001 #kiR & & (S A 20 oD R T HAE Z8/EH
JETITVY, 3001 RER T 7 7 v AR & Dl 21T o 72, etz o, EN 3003 Bk, #E4F 3001 i
BRIz . AH & IV R O3B RE A e U7-iEsh e 1B (1001 35k) . HAE B IZ31T 5 AHAl
O F R, SR ENE K O ) 2 Wit U790 T/TTAERBR (2001 3A8R) I ONCAHI o & W13 5
LRVEA R LI S IARER (3002 3R) &30 THRET L 72,

PLEXY, R1UITTT SRBRATHMERE U CHIRT — 2 Ry r— U Rk LT,

HREIE, UTDXoIcELD,

HAE B O 20, SR ER, RBEE 0O LEIZ X 5 HAE ORMFRIEORIEMS] GEHZIEM
Hil) 12 CL-INH OFARNE G- 21T H16# 2 v 7 MEZENACRBETH Z s (BN A K74
V). WNIRME « SMAPE R EERNC L B ARFOFIMER OVZEME~OEBIIRE RN EZ D, -,
AFRD HAE A EUIFEFIZR O TND Z &6 [EN 3003 5kl 4 F S e fakiR & L. ¥iEsk 3001
RRORAEEFIH L CHMEEZ M 55HE & L2 L3002 B2V b 0L EZ D,

PLEX Y, REOFIEICONT, EIZEN 3003 55k &S 3001 58RO RRED H HAE FEIEERE &
A L ¥ESL 3002 BR ORI 5 CORR LR LTz, £/, BRMEICOWTIL, FHMEE RS LTI
ENT= 2 TORERRER K O O RIEIRTE% OREMEER b &0, AHFEFGORBURILEZ M L7,

7.R2 BARHEZONT

ARENDHHEIZDONT, FEEEIILLTFO X 2 IZH LT\ 5,

WSk 3001 FRER & ONEIN 3003 FRERIZ 51T 5 HAE FEMEEIL, & 18 (k3001 #Bx, 2, H) KO
22 (EWN 3003 &k, B, H) DL Tholz, st 3001 &BR T, 60 1U/Kg #%5-. 40 IU/kg #25-&
HIZT TR EDLBIZEB O TR FICH B2 207 Hiv, 40 WUKkg $£5- & ik LT, 60 IU/Kg #
5T BAFRIRENENRD BT, [EN 3003 iBR 0 60 1U/Kg 505 H (3 22) 1%, #3001 &
BrRofE AR (60 1U/kg D HAE JE1ESEE (1 H) « FE5E AR HER 7213 0.563£0.771, " ARfi (FEPH) 13 0.29
(0.0,31) LFEEEOMEIMZRLTEY ., BAANTEWTAR 60 IUKg 2 2 [ F#G Lo A%
PEZFRFTOMETCHD EEZX D,

Fio, MRBROBKFMEE ThH D L AR — (HAE FAEHEN 7 7 &R TE A & g LT
50%LL_EFESHAICID LT-RBRE) DEIA 25 24 12, HAE BIER D L A & o — 3Rl FBEE % 3% 25 (2
Y. WTHOFEHEBIZOWT S, AAIOAMEZ T oK Th -7z,

2%, [EN 3003 B Tlx, BIKEHEE R & LT HAE B8/ED BEIEE - S vz GEYEIEIR OFREEIC
B X IR Y RN, PR R OVEE O 3 BeFEREAMN) . AR ST EE O HAE HAEIL, HAMIC
1% 8 5l (88.9%) (T 17 ff (H4FRE 16 . AL 1) . AANARHINZIZ 361 (33.3%) (26 fFOFEED
FAEDFRD DAL, AFNGHH P OELEDRIEDORBT /2T,
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# 24 HAE FEEEASR & e U RIS L-4E 08l&
(#8451 3001 BBk - ITT £/, EP 3003 3Bk : FAS)

HEok 3001 35k =N 3003 7R
40 IU/kg (N=45) 60 1U/kg (N=45) 60 1U/kg (N=9)
FRAT SR AK 42 40 9
=50%J0 L= #EE 2oHE (F1%0) 76.2% (32) 90.0% (36) 100% (9)
(95%CI) P (61.5, 86.5) (76.9, 96.0) (70.1, 100.0 )
40 1U/kg % 5- & 60 1U/Kkg $% 5 D7 13.8%
(95%CI) » (-2.8,29.7)
=T70%/0 L7- s oElE (5140 66.7% (28) 82.5% (33) 77.8% (7)
(95%CI) P (51.6, 79.0) (68.1, 91.3) (45.3,93.7)
40 1U/kg % 5- & 60 IU/Kg % 5- 07 15.8%
(95%CI) D (-3.2,33.3)
=90%H L 7= #BaE oElS (B1%0 42.9% (18) 57.5% (23) 66.7% (6)
(95%CI) P (29.1,57.8) (42.2,71.5) (35.4, 87.9)
401U/kg #5- & 60 1U/kg #% 5-D7= 14.6%
(95%CI) » (-6.7,34.3)

a)=50%) TL AR H— L ERINT,
b)#E4t 3001 5k : Wilson 1512 & 2%

#£25 LVAXa—ROMEREE (F,/8) (#3001 ABk : ITT £, EPN 3003 3Bk : FAS)

#ES: 3001 R [EIPN 3003 75k
40 IU/kg (N=45) 60 1U/kg (N=45) AFNRF PN
AF 40 1U/kg 77 %R AF 60 1U/kg 75N (N=9) (N=9)
FEATHRBRE S 43 44 43 42 9 9
SEME RS | 11642543 5.54+10.816 0.32+0.539 3.85+2.984 0.30+0.482 4.60+3.823
b (€ e EED) 0.29 (0.0,13.3) [3.99 (0.0,73.1) |0.00 (0.0,2.8) |2.92 (0.0,13.4) |0.00 (0.0,1.3) |2.17 (1.8,13.0)

[N 3003 FRER IR E F3 D7 < L A EFABNCER O H 25 21T 5 Z L N TE eh o 7oAy, st
3001 #BR O EEFEAGE B & OFEIREHEEE (L AR 2 —0FIE) (2o T, Mk, MR, Fl, AH
LIS DFPHAIR ORI X 28 SRR 2 F2hi L7 (5% 26 M UE 27),

FEFHIH A RO AR X —DEIGIZOW T, 8RO I T RREF O TR R & [T
oo T HAE RBIEBHE X7 7 B ARG & il U CARAIE G- IR < L £72 40 1U/kg $£5- & Frifg LT 60 1U/kg
BT -T2, VARV E—DEIAIL, 40 IU/Kg #5- & il LT 60 IU/Kg 5 CTRinro iz,

# 26 MOEMICET 5 HAE BIEFEE (Bl H) (S 3001 A%k : 1TT £H)

AH 7T R

40 1U/kg (N=45) 60 1U/kg (N=45) A E (N=45) A& (N=45)

n FEELBE n FEELBE n SO n SO
EXE 43 0.04+0.076 43 0.02+0.025 44 0.12+0.069 42 0.13+0.076
o PKE 27 | 0.03+0.038 | 24 | 0.01+0.016 28 0.11+0.071 25 | 0.11+0.061
B PKREDS 16 0.06+0.112 19 0.02+0.033 16 0.14+0.064 17 0.16+0.090
P B 17 | 0.04+0.063 13 | 0.01+0.009 17 | 0.10+0.056 13 | 0.13+0.084
Bl [tk 26 | 0.04+0.084 | 30 | 0.02+0.029 27 | 0.13+0.075 29 | 0.13+0.073

o 12 EA B 17 R | 3 0.02£0.020 3 0.01£0.012 3 0.04=0.074 3 0.12+0.099
iy L7 5Bk 65 R | 36 0.04=0.080 37 0.02£0.027 37 0.12+0.059 36 0.14%0.077

65 Ll - 4 0.05+0.065 | 3 0.03+0.016 | 4 | 0.16+0120 | 3 0.110.040

T [F#EH CLINHY 9 0.10+0.134 | 12 | 0.02+0.027 9 0.12+0.104 | 13 | 0.14+0.094

I RES 8 0.04+0.053 | 8 0.02--0.036 7 0.15--0.069 8 | 0.13+0.070

YL 27 | 0.02+0.043 | 25 | 0.01+0020 | 29 | 0.12+0.063 | 23 | 0.12+0.068
P AR

N : ITT £H OBl

n: TS — & AT B EIEK

a) A7 VU —=73KPiA1 3 7 HLUWNIZ HAE O ThiR#E E LTEH
b) IV 8AILIA O A ST
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#£271 WHEFICBIZ VAR —DEIE (%) (ES 3001 3Bk ITT £H)

40 IU/kg (N=45) 60 IU/kg (N=45)
n % (%) 95%C|? n % (1% 95%CI?

EIN 42 76.2% (32) 61.5, 86.5 40 90.0% (36) 76.9, 96.0
oo [ KE 27 77.8% (21) 59.2, 89.4 23 87.0% (20) 67.9,95.5
B kELS 15 73.3% (11) 48.0, 89.1 17 94.1% (16) 73.0,99.0
M| B 17 64.7% (11) 41.3,82.7 13 92.3% (12) 66.7, 98.6
B &k 25 84.0% (21) 65.3, 93.6 27 88.9% (24) 71.9, 96.1
B |12 5L R 17 BRI 3 333% (1) 6.1,79.2 3 66.7% ( 2) 20.8,93.9
ln |17 s L 65 R 35 80.0% (28) 64.1,90.0 34 91.2% (31) 77.0,97.0
65 LAk 4 75.0% ( 3) 30.1,95.4 3 100.0% (3) 43.9,100.0

T | C1-INHY 9 55.6% ( 5) 26.7,81.1 12 83.3% (10) 55.2,95.3
B |RO3 7 85.7% ( 6) 48.7,97.4 8 87.5% (7) 52.9,97.8
Y [mU 27 815% (22) 63.3,91.8 22 90.9% (20) 722,975

N : ITT £ OFiEK

n: fRNTT — % 21T D%k

a) Wilson {52 L5

b) A7V —=17%BKai 3 » A LLINIZ HAE O TFhiaH# & LA
c) IV BAILIA O At 2 e

12 %L B HAE B %14 & L7tk 3001 3RBR Tl 17 Rl /N OBERE 1 6 5] & 7205
7223, 6 5Ll RO HAE B3 & x5 & U7-¥ggh 3002 3R ik 17 LA T o/ As 10 BlfEA AN i, &
DD 6 12 AT OBERA 1L 3 4] (10 5% 2 fl, 8% L) Th 70, KHERE O HAE FAEHE R G
BRATRIAAI B 5 F) 1%, 10 (KA 601U/Kg) 100%, 10 &% (A 40 1U/Kg) 96.4%. 8 ik (AHAl 40
IU/kg) 97.1% T o 7z, BIREHIIE R O L AR & —DEIG & PREFHGE B O HAE ZBIEHE KO L A
F o —HOE BT OV T, ElRI O F o S HIMEAT 2 BT & LT L7z (K 28), 17 LA F D
INRIZBWT S, BEREH L RROFER TH o7,

# 28 2FREFMKRCEBRNOWoERNT OFRE (MEH 3002 3Bk : ITT £M)

| 40 1U/kg  (N=63) | 60 IU/kg (N=63)

L AR HE—DEIE (%)
EE XSy n % (Bi%0 95%CI? n % (B0 95%C|?
ERI 62 93.5% (58) 84.6,97.5 60 91.7% (55) 81.9, 96.4

17 5L F 5 100.0% (5) 56.6, 100.0 5 100.0% (5) 56.6, 100.0

17 w8 57 93.0% (53) 83.3,97.2 55 90.9% (50) 80.4, 96.1
HAE F{ESE (B1/H)
i) n SERME R R A n ERIE R
SN 62 0.447 +0.7372 63 0.454 +0.8582

17 UL T 5 0.285 +0.3656 5 0.225 +0.3335

17 Hi8 57 0.461 *0.7615 58 0.474 +0.8879
VAF o —IREEREE (B/A)
i) n SERME YRR ERIE R
SN 62 0.264 +0.5722 63 0.313 +0.8040

17 UL T 5 0.106 +0.0705 5 0.078 +0.1540

17 Hi8 57 0.277 £0.5949 58 0.333 +0.8344

N : ITT EHOFIE. n: @7 — % 2 H T 5 61%k
a) Wilson #£l2 Xk %

AAND B Z2B ZPEC DUV T, 1iESS 3002 BRI h > HAE FEAESEEE K OFEVEDRSHEBL L 727 o 7ot
B OEIG &K 29 12T, WAL 3002 BBR TO R OAK O HAE FEVEBEEE X, 4 3001 38k & ONE N
3003 R L Rk CTh o7, Fio, WEFL 3002 RO R 2.5 F 2B 2 2R BRI 28 U T, HAE ZEN
FEBL L 72 o 7oA 13, 40 1U/kg % 5-7C 34.9% (22/63 ) . 60 1U/Kg ¢ 5-C 44.4% (28/63 f5l) T -
776
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£ 29 HBHIMR DO HAE BIEEER CRIELRO R o L EBRERS (MBS 3002 FER - 1TT £H)

40 1U/kg (N=63) 60 1U/kg (N=63)

FYEBEE (B/A) FEAE 0 O TR ([5/A) FAE 0 DR
A THET n | EEE S EERZE] n S B n EREEEEEZE] 0 | S B
%3~ 6 A 62 | 0.574+0.9493 | 63 46.0% (29) 63 | 0.486+1.0055 | 63 | 54.0% (34)
%7 A~ 12 A 58 | 0.298+0.5544 | 58 56.9% (33) 58 | 0.385+0.9163 | 58 | 69.0% (40)
% 13 H~% 18 A 22 | 0.227+0.4975 | 22 63.6% (14) 24 | 0.354+0.9013 | 24 | 66.7% (16)
%19 A~%24 A 22 | 0.250+0.3771 | 22 545% (12) 24 | 0.278+0.6804 | 24 | 66.7% (16)
%25 A~%530 A 21 | 0.190+0.4650 | 21 76.2% (16) 23 | 0.00810.2085 | 23 | 82.6% (19)
%531 H~%35 A 5 0.239+0.5351 5 80.0% (4) 5 0.000=0.000 5 100.0% (5)

N ITT M OFIEL. n: il — % 289 5015

PLEX Y. HAE OEMOIRIEMS 2 B E L THARNEFITAH 60 IU/Kg %8 2 B TFHE L72EE
DOEMITRENTZEEZ D,

BREIE. UTDXHIcELS,

WSS 3001 7R O EEFHIE H Tdh 5 HAE BIEHEIZOWT, 77 2R G & il L7256 O AAl
B GHED AN R ST, £72. EN 3003 B OPBRE LIRS N TV b DD, AFIHE 5K 5
FHEEE TH D 1 HH7- 0 0 HAE FEBEEE I, st 3001 5Bk D A& G- RO plifk & Ak CTh - 7=,
BT, TRLUICFEFHDO L0 WA - SARERBEOERIIAFOENMECRKREIEE LN EE XD
N5 Z &, EPSORRRERICI T 2 HAE FAFEMHEEE LIS OFHEIE B 12DV T b AR O A D R S
NHRERPELNTND Z & MORE 35 U Hiflkke L CTAAIOE M 503 T o 7-iist 3002 :ABRIZ
BT, AEOFEORHEDNEO D 2 2B E x5 & AARNBFITI T HAA 601U/Kg % i
2 [Fl - LT BR O R0 HAE FEIEMHIZ R I T 2 &l Lz,

7R3 ZAEMIZONT
7R3.1 HERABRICBITILEEMEICONT

EER BRI T D ARKNOL M ONT, HEEFITUTO X IR LTV 5,

AF 2 ATz ifEsh 2001 38R, ViESS 3001 FkER, IESh 3002 FER K OVEIN 3003 FBRIZISVT, 175 filod
HAE B IZAAID G- STz, BRRRBRIZ I W CEE 2 A EF 5L, viEsh 2001 3808k 2 41 2 14, 14t 3001
Bk 3 51 4 {4, WSk 3002 FRER 9 5] 12 FRIZERD BTz, HRIFIE, VAL 3002 RO 1 Bl & BR X T
B [EE ST & Sz, EN 3003 BB CIEEE LA EFRITRD LN o7,

FRBRICBW TR DN E G EFRITEFAIGTH - 72, FHIARRERIZE T 2 AL G
DOFRBUARDLE R 30 12T, WTHOFRER T & EFEALR IS O K3 1 TTE5REE & O REBERIERO H il
Too Fio, —HOWBHEICL < OIEFEN SN FEBL L CTVe, BEOESBAIIS L, ML 3001 35k
DERETZ7ERT LA LA, [EAN 3003 HERT 16 7 40D HiL, ZiLh &5 O TOESN NS
DERIFIIENE Tdo o 7o, SR LS OF EFELOME A K 31 1IT7-T,

HEHERAEES, BWEM. EHBAEIGS KT OO EEFLORBEEITHBRM CRL > T e
DO, BRI E 72 2B 20, REIHRGICEE L7228 EOBRRITREO N TE LT, BHA
NAEFH & AME N & TARBIDO LR T 1 7 7 A4 MTETRD bR o7z,
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2 30 BIHRBRICI T D HERTTMRISOREBRIL (REMMFITRE)

#ES 3001 FAER WSl 3002 3B (R 53R | EP 3003 35k

40 1U/kg 60 1lUkg |EERET7EARIKEET 7R  40I1UKg 60 1U/kg 60 1U/kg

(N=43) (N=43) (N=44) (N=42) (N=63) (N=70) (N=9)
n (%) [H¥n (%) H3xin (%) H3xin (%) 5 (%) 35 In (%) 5 (%) (e
% AE 29 (67.4)[342 30 (69.8) | 157 27 (61.4) [203 |30 (71.4) | 14156 (88.9) | 948 |58 (82.9) |849|7 (77.8) | 109
ISR 12 (27.9)[ 274 15 (34.9) | 103 10 (22.7) [149 |11 (26.2) | 63 |35 (55.6) | 692 32 (45.7) |554|3 (33.3) | 44
Related [12 (27.9)[ 274 13 (30.2) | 97 [10 (22.7) [149 |10 (23.8) | 61 |35 (55.6) | 692 32 (45.7) |554|2 (22.2) | 43
EEISR 0 0 0 0 |1 (23) 1 0 0 0 0 0 0 |1 (111) | 7

n: EHFE AE : AEFL, ISR [EHENE, Related : [KERBIFRD & 2 HESHBALEOE

# 31 FIHRBRICET D EHBNKEUNOEEEROME (ZEEMTHREH)

#ESL 3001 #RBR Sk 3002 FER (R 53AU8R) | [N 3003 FER

40 1U/kg 60 IUKg |BA®ET 7 EARRAERT 7R 40 1UKg 60 1U/kg 60 1U/kg

(N=43) (N=43) (N=44) (N=42) (N=63) (N=70) (N=9)
n (%)  |#En (%) [EFEn (%) EEDN (W) N () [HEn () [N () K
K2 AE 29 (67.4) | 34230 (69.8) | 157 27 (61.4) | 203 |30 (71.4) | 141[56 (88.9) | 948 |58 (82.9) | 849 |7 (77.8) | 109
ISR LI#MN23 (535) | 68 [25 (58.1) | 54 21 (47.7) | 54 27 (64.3) | 78 |50 (79.4) | 256 [56 (80.0) | 295 |6 (66.7) | 65

AE

Related |5 (11.6) | 9 |3 (70) | 8 |3 (68) | 3 |1 (24) | 1 |4(63) |5 |3 (43 | 4 |1 (111 | 19
L 2 47) | 2 |2@7 | 3|2 45 |3 (371 |5 |8 (127 |10]7 (10.0) | 8 0 0

n: RBIBIEL. AE : AFEFE. ISR : EHEMIAE. Related : REBIR D & 2 HGHHAL BUG DAS D7 FE 5

7.R3.2 BRERFE % OREMIES

AH ROV 84751 00 B3 R 75 1 D 2 AR BIC DU T BEEE AT PSUR (B srgmp - 20 45
il ) cxEsxUToLsic@mLTns,

AFIOBFBMA (2004451 A 12 B) UK. BRERBRO Bt sk oy s 3 e e
feEsnsd, £-, AF (EEHAR (201746 A 22 H) LK) KRNIV RIAF (XA Y E—v g9 o Hl
mimepass (1985 45) Like) ik, 20fJeE A e sccznzn T v @Ry, -
) xo el v @@ sEs. - - E slcE s, mEG T 12607 fFOF
TERD#HE S, 2095 9260 HIZEEZRER CTH o7, £z, KH O PSUR FAAI LB FIZ, A
aileso] iy RNV DZEENN | UNERSGESNNVAFIECE] [l RV PG |
A - AEFEY) DSRGE S AL, WA o T 5983 D EWER 2 G Shv, £ D 9 b 4524 S EEE R EIEH]
Th oM, ARIOREMET 07 7 A B E JIT LS 5 i /2 2 B IS DT un 7z,

-
— A

UGN RICHE SN ERREER 23 32 1T,
# 32 BUEIRFHICHRE Shi T aem @

FEAFE (PT) IV #L5 A
A I 1222 (1216) 5677 (5674)
HEERRL 204 (1) 521 (0)
JEZh K dn 285 (270) 158 (158)
SR 62 (7) 58 (5)
HESTEBATE TR 14 (1) 57 (0)
P ASBE D E 5 43 (29) 55 (50)
JERE 67 (51) 36 (31)
AL 98 (67) 22 (15)
ARSI A5 F K BL (37) 7 ©
DTN R R 97 (3) 0 (0)

23

¥ (EB %0
a) ANEM =1V RFISUIAA & ORREMEAGE TS 20 LRkl S RERGER O T~ ToHE (ARG L&),
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7.R33 ZFOMOEHRITREEFESESR
IV BIEI DU SCEIZB W THEEME SN WA IeZEREFRE N a vy T 7 7% —I2>D
WTC, HEEE L, UTOXHIZHBHLTWS,

7.R33.1 IMmieERHtEES

BRRPERIZ I W OB L 7o AR ZERR PRI BE T 2 REME O b 5 A HEF S 4 SMQ 8k I X UMl
) W CRIE LIEFRFHE A 6 U7z, WS IR IV T MARZERR MRS 2 BillC B L
7o T ONFRITHESS 3001 REROMZERRIED 1 ] (77 v AREE) LiEs: 3002 SEROAME L FHEED 1
Bl (60 IU/kg ¢5) THYH, WIhbEERAEFRL Th o7z, MIERIED 161X, mieZEREFES D
FIEIE e O R EHEED B 0 | ERARGER CTOTRBREE O Y)EI1FE 5-RNTER G0 b T, SR m B
FED L HIE., BARE, KEMRE, Sl 27— VELOE R Z U8 RIEZHF LTEY . Dk
BEFIE ORI CIk, MikFgE PREEERMARE Clx7e < . BEO MR KRICEE LT 72— A
BRI LT — 7 IO BIRRIE] DIRIK T L R 5 LSS bivlz, mFEg s b, KA
& ORRBERITEE S, BIRIEEE CTh o7z, [EN 3003 #ER ClimfEmpttRgdE5En itk h -
7=

REIRFEH ORI RE LT, B> PSUR ARG HC 22 6] 25 1 (IV R4 7 6] 9 {4, A 13
Bl 14 14, IV BB R OAKHK] 2 F 2 44F) OMBREREFEZOBRERH Y, TD 55 20 4 IV 87H 6 1,
AHN 12 {1, IV RA R OARHE 2 1) NEE TH o720, BEERNRERIRITHE ShTunian, KRR
TE SR - T AR ZERRMEFSIT, IV UF OIS FE, DZE K ORI & mARIES 1 CTh -
7o LA EDOARFIOEGIRFER K OFcH O PSUR FA xS IR I @E Sz e g8 et w2 L 50 KA
RO BRI OBV T 1 7 7 A N~DF TR EIT RN EEZ TS,

WM T, KRB SV TWRWEIEE - 2R, ik - & TIEd 203, AMEEREEH T 0 .LIssh LT
AT JE I 440 00 Bl fn B U R REBERE (CLS) O TR SUTIEHR & B IIZ IV LA A e b U 7= BRIC BB 72 AR S
DWENRD > ToTed . BRI O SCEITIB TR, IV AL RIS, BRREAICES RS LTY#%
WENBISRDEERELTTS TETH D,

7R332 Yavs «TF747F%T—

WAV EIRBRICEB W RO ONET T 7 4 7 % v — R ONEBUEICBE 5 /O H 5 58 % |
SMQ DLEMEE Rkl (774 7% v—Us URgE]) ROV (77 4 9% —/TF 74 7% —
ey a v Z0REE DRI ) & BV CREE LIE RN & 520 L 7=, MEsh 3001 3k & 1fiEsh 3002 SR O ff &
HEHTIE, TF7 4 7F 2 —ICBHT L fEEOSH 5 HR L LT, AFIGFAEM D 24 4 44 1 O Z
T AROFEERR O 3 B 4 th23 R E STz, AAIDFEHERTRE S Befgad, ke ) 74, £ 955
SiE 4 515 1. 5855 4 4] 4 1F, FFE 3 61 10 14 ) OVELBE 3 1] 3 4 CTdh o 7o, WMIUEIZ BIEd~ 2 AlREM: D
b HERIT, AFIPFEEAD 36 4] 113 1 T T B ROFEER D 12§ 15 T Sz, KA
EHICRE SN F BRI, £ OFIE 4615 1, 5B 4014 1, FHMET LA —4 61 4 . FHE
3B 10 PF, ALBE 3 1] 3 /K OVEFHINL RIS 3 FI 53 CTh 7o, 7ed, FESNT-FLITIX, 2H5M%D
HOITEENTWRN, 7T 7 4 7% — TmHUE I BE 2 ATRENED & 5 FGT, KR/ D3R T,
KA ORKBERITZR L LA S, BIFEREE TH -7,

[E A 3003 FHERICH VT H, 7%74?%v—&@L@f’%@#57*@@%5%&% ZAN I EiE
AR ER—0D SMQ ZHWTHFE L= & Z A, KLBE, KR OFIEA LB LR RE Sz,
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BTORERGEVERET, BEEE TH Y | AF L OREBEFRITA L E@E Sz, 7ok, EPN 3003 3k
TRE SN FRIITRE O b OIEEFERTH2R,

REMRGER DL RMEFHRE LT BT PSUR FRASCHSIHIH I 88 i 143 {4 (IV 54541 16 {51 40 {+.
AHI 63 51 92 {1, IV BIAI K OARAI 8 #1] 10 . ZDfthod CL-INH RK] 1 51 1 ) OBUE, 7+~ 1 7
X U—RISOHRENRHY . 2D 55 5548 (IV BAI 12 1, ARHK1 39 1, IV AR OARA 3 4, Z Do
C1-INH Al 1 1) PEETHo7nd, BEERRRIRIEHRE STV v, ARHFI O BRI ERER  OFcH D
PSUR FA IS F TS SNIORBUE,/ 777 4 7 F U —RISIC LD ARFI KO IV 8F| D2 2~
07 7 A NSO REERITRNE B Z DN, RENT Y Vo ERAITH Y | R RER & ORGERE %
CHIBBEOE /T F 7 4 T X RISICBEET 5 FRENRE SN TND 2 ENE, IR CEIZBW T, IV
BIK & [FREOEEMA 21T 9,

FEREIX, FFEEOBAN O TRI OMFTL D, AFIOREET 1 7 7 A WL ATHE & HIWr L=,

7.RA4 EREREIMEM T RUBEE - 21ROV T

ARENDOEERINLE T IO T, BT X 212525,

HAE (ZX]9 D18 E LT, BRI DOH A KT 4 > Tlik, BIERFOIEE, BIEEZFHET HREL L L
B R0 AT 23EORIEMG G T Kk OVEMIIE 512 X 2 BRI FEORIEMH] (RET55)
DHESEE (EATA RT A 20 WAOIEAACI A R A ), A TIL, R PHIICO>V»WT~m v
ALy NERBEE 7T ~7 (BETHlLZ) DNAEARINTWD, K4 HAE BEN 12 % £ Tl
WIZEDRAEE RIS D LG S TOD R, WAIOR GRGERmIT 128 EThdr &, Foa b7
VAR NIRRT, P-FEX XU, CYP2D6 & () CYP3A4 ORREER 248 LIFHER & 72 2 3A10
FIET DFOWEDH 5, RV HAE FAEOFIEMH OMLEVET, Hx OBFOREZZE L THh
FT2UERH DL HOD, 12 A O HAE B Hxt% & LIz B IR 3V CTRAIO A 2 K 0%
EHEPHERINTND Z EEBEEE X D & ARAIX, 12 @R O/NEE 5T HAE B IZHB VT, HAE
RAED RN 723 IEMHNC I B 2R D—> L 72 5 &l LT,

FEREIX. HAE FBE 2 x4t & L7=EMN 3003 #lBR, #ESk 3001 305 K ONEA 3002 FRBR A . AR D
EHIRE G L2 AMEITIF X, ZeELIFREE B 2D, Lo T, ABIOEKIONLES T
Z5FE 2. ARBNOGEE « R %A DEGVEME RO M EORIENH &35 2 L I13% AUATHE
MWL 7=,

7.R5 Hik - HEIZOWT
7.R51 Ak - ARORER CHEREOLEMEIZONT
ARFNDOHE « HEOBREIZOWT, HEEEIZLLTO X S IZHBA L TnD,
M4 3001 FABRICH T DAKI O HEIL, LATF LY 40 1U/Kkg KT 60 IU/KG i 2 (A5 F#5- L 5% E LTz,
o YL 2001 BBRICI VT, 4R COMEES CL-INH IGM: 7 7EOFERE & T A0 DR E
NIEIXFRECH o722 & (7.21, £ 16),
o ES; 2001 FREROYLERE 2 %G & U T PRI 70 REE I S Eh REMFAT 2> & | 3000 1U $¢5- (A 75 kg
BT 401U/Kg) 12XV, EFIRRETO CL-INH IEME b 7 72 HAE BIE TR OMIE & S bk
40%% Hi % . 4500 IU $&h5- (IR 75 kg #25C 60 1U/Kg) Tix, EHFIKETO CL-INHIEME R T 7
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B D FHMEIX EFHIE DK 60%Z EK TE& DL EX LN &,
. %iﬁﬁﬁi X, EEH RS AR TERERSRICBN T, L —EHobsgEEN SO
Z &,

HE4h 3001 5BR Cld, AA 60 IU/Kg % 2 [AI1H: H5-RE E FIRREIZ R\ T, I ¢CMNH&/A7§@
FEHME O T IEF FHIC T3 & . C4 Z v 37 B O FEPUE O FHEITIEF #PHN TLE L2234
IU/kg 5 TIERBRDFE R G S pinoiz, £z, mumwﬁﬁib%&nwmﬁﬁﬁibaﬂ&ﬁ
MENTRD v, H &K E I TFEREFN R Z2MEORESITERO b o7z, S HIT, st 3002
RERICHBNTH 222 DM A2 —B L TUARORZMER LRI OWTHIBEITER O b o1z,
mzf\%%—&m%ﬁﬂaﬁ\mqu&ﬁiD%&HW@&ﬁTWME%meﬁJX7#@9#
HZERTHENT (6.2322H),

7p¥s. WESL 3002 AER T, AR O HAE FEAEDEFIZ LV | 20 IU/kg 372 80 IU/Kg F THi &
HZ AR Sq, BRI A 9 6 (40 1U/kg $¢5-D 7 511, 60 1U/kg £ 5-0> 2 i) 23 E AT -7,
I D OREIZBIT D HAE BIESE (Bl H) %% 33 I1T77,

# 33 AR P ICHEZIEE U EBRE © HAE R1EEE (Bl H) (41 3002 3AER)

TR 40 1U/kg % 5- 60 1U/kg % 5- 80 IU/kg % 5-
R T | IR FEEIR | RrEEE | AR | RrEsEEE | MR | serEsEEE | PRI | seresEE
40 1U/kg 5 12H10 1T BT gkBics
082-1001 |1 91 0.253 45 0.267 293 0.010
082-1003 |2 91 0.308 185 0.097 152 0.092
083-1003 |2 91 0.242 182 0.126 155 0.013
027-1001 |2 91 0.165 182 0.099 98 0.061 44 0.023
228-0004 |2 + ki 91 0.099 238 0.038 185 0.043 513 0.037
243-0004 |2 91 0.088 238 0.025 658 0.002
250-0001 |2 91 0.264 182 0.060 626 0.005
60 IU/kg 5 1ZEI 0 41 b i
223-0002 |k 91 0.066 549 0.091 371 0.054
228-1001  |fikise 91 0.066 604 0.023 243 0.004

60 1U/kg #5123\ TiX, 40 1U/Kg $¢5- £ 0 & RAEBEEE DR LI eBR#E 232 —J5, 80 IU/kg £ T
B LU CHRIMBEENED LW HERE b 1 FIEED bz, 60 IU/Kg 7 62 B L 7- B35
EEFY | L OBERFE TIX 60 1U/Kg BE5-TOHE MR VL EMEICIEIX 2~ 7, £72. HAE O—i
PECEER 72 2 NOBEFRIEENE L HAE FIEDF | E &L 700 5 DBEMOME 2 IRIER O R MNEE
B 2% &, 60IU/kg IO EIZL > THTRTOBEICBIT DRIEOERZFIEMENIRE L E 25,

[ElPN 3003 #8R Tl st 3001 FERIZI W TEWARIPED R S 4L, 2 oipsh DK & T % 60 1U/Kg
B HOBEE Lz, AARANERE TH ., AFHK 60 1UKg DO 2 [0z T #5102 K 5 AH 04 %K O Cl-
INH R 7 7EIIAME AR E & FERCh - 7z,

PIEXY ., AKFIOME - AEL LT, 160 IUKg Dl 2 A% 5-25% €T 5 Z LA &% 25,

MR IL, ENAOREERBRA S, 118 60 1U/Kg D 2 [A1fz F#5 -2 AH o fik - HEICRET
N e ] N =R || Bl

7.R52 /NRIZEIT BFA D& E AIREA#ER T RRICOWT
HEEE L, AR OREGAEFEMHRO FTIRIZOWTEFO X I3 L T2,
3001 iR K OF 3003 5AMR I 12 5k LL L0 & 3002 IR T3 6wl B HAE 3 %5 5 % Al &
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L. 3002 B TIX 8 kL ED/NEAHHAAN BTz, 7235, 3002 RERO &G0 (6 bl B) 1, —i%
HI72 I 5y (18 5k A L DR, 12~17 i DO F D EKR N 2~11 i D/NE (HEIT R Y 2~5 5 L O 6~
11 mRIZX53)) & (HAE /NEBEE ROV SRR O LM T EMEEELBE L CRELLDDTH D,
BN OV TR, 2001 5RBR, 3001 FRER K O 3002 ikBR OMEERE (8~T2 %) Z XI5 & LIz RHEMHK
BN EEMEATIZ W TR L 2 KE R BIRBO DL o7, F£72, 3001 5Bk M O 3002 RBRIZ I 1T
D MM Clx, /MR & A OFEMEZFSEOMEm Th o7z (T.R2, # 27 KU 28),

HAE B 2B\ CiE, E I FEIUIE D FEHNHIRE O RBIEL KR T 2 (WAO/EAACI A K7 A
V) LEINTEY, KAORHETH, FHIEWFER O T IEHER 21T 180119 5k, Ul (HiPH)
115 (0,60) W TdH -7 (Allergol Int2021;70:235-243) ., L7 L. HAE BIEIZERMDOTEZV 95 b
DTHY | A% 4ABOFARIZEIT HFELIE LTS (Mayo Clinic Proc 2000;75:349-354) , MxBH
TORMEIZ LY EKGEIC B PERES B L7256 100F, KBRS N Ciiadic 2 BREIZHE 5
AREMEA & S (Arch Intern Med 2003;163:1229-35) Z & bikE x5 &, T XTO/NE HAE BEFICB W T
b, A & FEERO BRI TE0E CGRIEREIRH. B T8, BRIITH) 220 6nd K0 ICT 2 0ERS
HEBEZD,

AFNL, HAE BIERERHE S B TIICHW oS IV BAF L Rl—0Bkr % &89 5K FiEf Cl-
INH #AITdH 5, AT CL-INH BT AR CIMEL . £E% 6 AN 1 E TICEF L-~uL (3
eI 70~130%) £ TLEHT 5, ZHISK L, CI-INH 23K:Z LT\ 5% HAE & ICAA] (601U/Kg) #5-
L72BRD C1-INH {EPEDOEEEI L EEEE TR (70%) FREEE C RA- L. 2% LR (130%) Z# %
ol (622 2M) o £/, 3002 s/ NEHERE (12 AR 3 41 - 8 5k 1 1], 10 7% 2 f5il) @ C1-
INH FEPESRAER L R TH - 7o,

w2 ® (ke o 20ff = e o) iwsun b v kI 208 B (427 1) |
B2 R CL-INH $50C 143 5l (342 7F) . IV BFI K OB FIEH KO CL1-INH 8454 ([l 2 48/H) <11
Bl 69 -/ NEBE TORWERMENH V. FWMBIONRIZE M D LB THoTo, /N CHE
SN TR FLRIT, IV BAITIE HAETS 4, 3E2hK a0 29 ., AHEFRA L 17 K OUE 11 4, K TiE
M C1-INH A Tix HAEL196 . JESHEBALATR 10 14 K& O Kk an 10 4, WAL Tk HAES4 - Tdh -
776

# 34 /MR HAE BEITEBIT 5 C1-INH i1 B 1%

AR (E#% 1SR (E% 1 |1/NR QE~6 |/ (6 m~12|F V4 (12~ 184/
71 A AR H~2 i) | Ah) A ) IR A )

IV ) @ 12 10 15 50 103 18

B T C1-INH

e 0 1 2 28 104 8

IV BUH e OV T

] CLIN 811 0 0 0 1 8 2

a) FEVERFIRIR R OVE A TB5 B BT ot A
b) BT BRI TOMEM, AKlofth, CSL &Rz FEM C1-INH 8% (Berinert 2000, Berinert 3000) % & e,

Fo, IV EFITIIRLTONEHEOAGRIZ W H OO, FIEAGE CEEk24-6 A 29 H) #&ICEGE
ST BT Tl 25 il 2 o> 15 A o /N B (B 5 EAEE 9 k. 8~11 %) ([CB W THE
TERIFHE SN TV 2 | & 52, 18 Rl d/NNE HAE [RE ORI HRATEE (1986~2018 4F) (28

2SR 234E4 A 4 PR EEREESREE NUS— P EIEM 500
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WL IV BENIRERAR S LTI LW, B PlE LTI 3mn b, Msie ks & LTix
6 LG INTEY ., IV /AR GICBEE L 7-2H 07 LV —KG, BEYYERRE, P CL-INH #i
RO PEA T MARFERIE T TH B RE L R0 o772 2 E i & s (J Allergy Clin Immunol Pract
2020;8:2379-83) ., 7233, WAO/EAACI # A K Z A > Cid, 12 RO/ NIz T 2 B FHhicide b
$EH kD C1-INH F| (pdC1-INH) (2 X 5 CL-INH Ol ST b,

PLEDE 3D | pdCL-INH A/ NEA~DFEHIZ L D CL-INH OFHFEIZ DV T, AHFI ROV IV Ao
WEARTE % 0D 22 A NENE B0 SCHRTE W5 2 MRt L 7o RS R /N D22tk EOREZ R T S WmiT e <,
EEIEZHIRT 5 2 L R ARO/NEBREICBNTOAR A TE 5L E2 5, 270, /NEDOE
RRBREAIIR DN TS Z ENS, IR SCEICR W T, /NEDORERRBREE DR 5N 5 5 & it
L. @ OZEMEESIEENICIS W T, NNEE SRRV ROIE 2T 2.

gL, LT L 21ZE 2D,

AFNX, ERNICBWTH EMEOMHIERED & 5 IV A & R—OfF 2k % & H 3 %K T pdCl-
INH ®FITH 2D Z &, ERIIORLEARTER 22BN RISV TR O 2 O EIVRIR S
NAOERIIER SN TN LEELEBET L& ik - IRICFRO FTRARET 2 HLEITRWNED
HEEE ORI ArvaRe &l %,

FR T IROBREESR 250 ML - HEOFRHEHIC OV TIE, BEME T o 2 B £ 2 CR&II AT
L7z\y,

7.R53 TEEHCOEEIZOWT

& Id, EEACHEEIZOWVWTUTO X I ICHA LTV,

BRI ClIgig CUIZ ONHER) BARKIE K TS Lz, F7o. #RE X BRBA 4a 0 2 T2 =
FHERE CIER TR S OB O T CHE 22T -% 10, FECHOREEITo7, 2ESRIFOEE
H O BE R HUE, 3001 546k (60 1U/Kg $¢5- 43 1)) T 1234/1320 [r], 3002 #&Br (60 1U/kg $¢5- 70 1)) T
9307/9433 [a], 3003 #ABR (60 IU/Kg % 5- 9 #]) T 259/277 Bl T -7z, LD LBV | FEHERBRITIZIZE
TOMEEH C&RE T CEME S L. #ERE R OBEFEEEAOWT b b FEEICE T 5 MBS =
NTWRNWZ Enh, AREIOETHCERGICHET I RAMITIHER TE B2 5, v, EEHLES
DELHEDHWCREEHBE I ETRETH LT, IR SCEICTEEBREZ1T 9,

PEAEIT, HEEE ORI Z TR LT,

7.R.6 BUERFER DBRFEHEIZ OV T

HEEE IR, AFORERFBHREICOVT, UFOXIITHBAL TV,

BUEIRFE % O ERIE FIZR T 2 AR OL MEEEZHET 52 L2 HIE LT, HAE 2HERIEDRIE
WD T=DICA RN 2 5 LT B xR, —MREAAEREZ T 5, ARAETIT, Zetmis
HELTRHRETHIELRDI L, vavy « 7TF7 4 7F% 0 —0OFBURNEZ OISR 5,

PR T EMBUL, WS IAEFRER (3001 3B &L Of 3002 #ER) IZHBW T, vYavy - 7T 74 7%
—IETRRD LN o 1D YL FRICEET 5 ERFLRTH IRE R OE I FHIENEK 2T% ThHh o722 &
ZEEE R, UHFRE —EOWETHRETE SEFHEE LT 50 #] IEMEETHE LT) L&REL
776
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BRI, DIFOHEB L, ENSIHFERE (3003 36k) (28T 28I & [FERIC 16 M & &%

E L7,

o HAANBEHEIZBWTAFOD 16 BEEX 2EHEGEROT =X IHELNATHRNEDD, Fiio
REBEZDE, ARNBEFIZBOWTEMRGIZE L TOZEME LOMRITRWEEZ D Z L,
v’ 3002 FERIZI W T, B HIMIKARICBE RIME I 2 R T A EFLIGEO T, 12 7 A

LI OHE G COEERAFFRORBEIUTRD LLRN-T2Z &

v 3002 ARERICIEWT, BH LA FEFROMBEIIRGHFIC Lo FEEUL T2 &
v ERMIBWTARAOZ BT 0 7 7 A M KRERZERITFRO TN &

BefglX, LT X 212825,

AHNDBANEE BT DHABIEIIR O TR Y | BUERGER O FZHE T30 2 AH| DL 4
FaMEE T o Z LA AL LG E 2 I 5 &L ORGEE O RHIZ AN AR TH D, £,
A DL MR R A T EREGIEIS OV TR HEEE OFHE LIZNAE TE LI A RWEE X D,
— 5T, ARFEHREINDG ZEDBESND OO, ARNEEFIZBT 5 AKAORIEGREOT —
AT EN TR L s BUERFERIZIIAF ORYIE 5RO L EMEFRZINET 2 Z L2 A E
LT, Bz 16 HE LY bREIH L7252 EREYTH D,

. BT J: KRR HIBE T IV & RORHT R 5 A TRZERS B O O et
8.1 AMMEIER R KT DM

PSS, FERRHARSE DI, MR DR RPEO TR BT 5 IR BUEIC 25 & KR A
& RO L Ol O M B2 FEE Lo, 2 ORER, # S 7K VDR 250 O
175 2 LICoUW TR b0 & B I L7z,

8.2 GCP SEHIFRERE Rk 2 HHE DY

RIS, EREEREOMWE., AMEE WL EMEOMRZEIZET 2 EROHEIZEE S X AR HFEEICR
I~ &EE (CTD5.35.2.2) IZxF LT GCP FMhid & Ik L7, T ORER, 1RH S 7o AGBHEEE 1
ICHESWTHEREZITH Z IOV THEIZZR W O & BRI L7,

9. FEWME (1) ERERICRT REFHME

R S ERN D L AR B OBASME M AEETEIEO TR E O FIEMHN S 2 AR S, @&
DO T 4y MBS EZ D L LEMITFFARRE LB A5, AiBIE HAE BE O REIEIEHEITE
WL LU i@ ka2 260 THY | BRNERI® D LE R D,

HM R COBRN 2 E A TRICRIEN 2V &R TE 2581013, AdnH 2 #GE L TAEL AR
EEZD,

LUk
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BEHE (2

448 H 8 H

3 E

[k 72 4] AU J— MR 2000
[— & 4] NCLl—A T 7 F_—H—
[ 3 &) CSL ~—V > 74t
[FHEEEEH A SFA4H1H 14 0

(W 354
IO L 50,

1. HFENE

i M O D% OEIZB T 2FEOMIKIL, T LB Thd, ok, REMHHOFME
Bix, AMBIZOWTOHEMEE NS OB UHEIC K-S & | TEERLERIEIRAMREIC T 5 5M %
SOFEMICET D) CPRL204E 12 A 25 AfHT 20 25 8 5) OMEICL Y, B4 LT,

11 Az, Zet 8 - IRBLOHE - ARICS\T

H T, FAWRS (1) IR L7 [TR2 AW TY, TTRIZEMEICOWT), [TRAE
PRIONLE AT T B OBIRE « RIS OW T KO [7.R5 Ak « ARICOW T (BT DRSO 1T T HE T &
BB E NI,

BB, HEENLIX, NEICBTDARAOMEHICOWT, INEBICRIERZ R T2 b b5
L2l AEIER—DOENKR D EERT D IV RBNCBT 2/ NEOEHRBR OB E x5 L. 8 A D)
R AR & LTRGBS 3G DN TV W E 2 it L7z BT HiE - HEICER TIRAZRE
FPHHAEE T 52 LIz N e oFRAH SN,

1.2 EERVR7EHEHE () T2\ T

FAWRE (1) O [7.R6 BERTHZOMRITHEICHOWT OEICEHE LS 0B I M EE ) S
TRz, B, HEENLIX, BERR T NUEFIR Dbt 2 Lo, BERGHICET
5 BARNNFIEBI OTFRONENEE, RERTCEFAE IO UIRMMOBEN LI & OB RN T S
e,

BRI, RS /N R 2 B e iR & BUR I DAL &5k D  FEEF X OIS 2 B HE Lz,

AT, RREoMR A E A B RICI T 2 AR OESES U 2 7 EHEEHE (5R) I2OWT, 351
AT EEMRETFHZRET 5 2 &, WONTHEK 36 KU 37 (TR 91BN B 5 22 e VE AR TS E) L OUB N
DY A7 f/IMeiEB &2 Rl 95 Z &A@ & L7z,
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#35 EERL)A7EHEHE (R) KB REMRNEE

ZARVERET S
EERFFESINTZY RS EERFBENY X EER ARG
cavg, TF74T7% v — o AR ZERIE 2L
< JFABHZ 43 2 JEYURE DR HE

#36 [EEMY A 7EHEFE (B) BT 2EMOERLZEMELTFERUEMD Y R 2 H/MUTEE OBIE

BN D = i 22 A VERE AT B) BN Y R 7 MbiES)
- TTARIE A A - TR AR K 5 1 R it
o YR T T PR A

# 31 BEEAREREHEOR T (8)
H HH 2R PSRBT 2 AR O L e OA 2 RIE SR O b 5 o TR D,
AT 15 R g T
RES S AA 2 b5 LTz HAE B ONEBE 25 Te)
B[] AF L 14 H

T ESEBIEL 50 f
ATAEE BT (FURE, ANAEIE, BEERE - & 0HE. AAIP5-BRIARTO HAE FBIERIEE) . ARAI O£ 54k
PR Ui, HAE BE O PFHEE - RHEE. HAE BIERIL, AEFSR. AFEFRICEE T 2 AR AE

2. AT

PLEosEE R E 2. BB, TRRo&ARRSEM 2 Lz LT, ITO%hEE « 2hR L OVHE - HE&THK
ML TELIXABRWEYHWTT 5, b BIIADERAERLICHEESNTWD Z D FFEAMIFMIL 10
B FEAEMHRRBICEEY U, IR R OIANI R L OBEEO W TS b L2 &35,

[ZhHE - ZhAL]
B . A MEVE IR O S MEFE A D FEIE N

[k - &)
KAV BT ORI ER TR L, TR 5,
WE . 1A 1kg Y72V 60 [EFEHALAZ M 2 [H5-9 2,

I Y A 2 SR A R E O b WO E TS 2 L,

LUk
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W& 55 Ak A AGE

ADA Anti-drug antibody FUEEMHR

AUC-ast Area under the plasma concentration or ¥ 5-% 0 BRSO B IRE O5M) HIEe]
activity-time curve to the last RERF £ COMIBERIRRE (M) —Refidh#R T

[AIFH

AUCq. Area under the plasma C1-INH functional [£¢ 5.7% 0 B2 & B G-[EMR& TS To
activity-time curve to the end of the R C1-INH 5 — BERRS o T A
dosing interval

Cavg Average plasma activity A5 FP G D 2 fif

C1-INH Human C1-esterase inhibitor NCl1—A T I F_X—F—

Cl Confidence interval 3 HE X ]

CL Clearance JIVT T A

Crnax Maximum plasma concentration or e (M)
activi

Ctrough Minirr%m (trough) plasma concentration | &K (F7 7) BE 5M)
or activity

FAS Full analysis set —

HAE Hereditary angioedema A IS VR R

ITT Intent-to-treat —

U International unit [ B HEAT

IV 5] — Woe4y © VU JF— K P ##HEH 500 (CSL~<—1V

v 7 pREEA)

MedDRA/J Medical Dictionary for Regulatory ICH [EI B = SRR H ARGERR
Activities Japanese version

PK Pharmacokinetic(s) 2y EhRE

PPK Population pharmacokinetics RHE Sy Eh e

PSUR Periodic safety update report E W 2 e RS

PTIR Person-time incidence rate NEVEIZ LA FEHR

SDS-PAGE Sodium dodecyl sulfate polyacrylamide | KT uhiEF Y oL ARV T 7 VAT I R
gel electrophoresis VR IKEN

SMQ Standardised MedDRA queries MedDRA E AR SR =

ti Apparent elimination half-life FLNT OV 5 449508

Trmax Time to reach Cruax Cnax EIIZERFH]

Vd Volume of distribution i Yo

WAO/EAACI #|The international WAO/EACCI guideline |1H:# 7 L /L —kE (WAO) /BRI T L)L — -«

L RFA for the management of hereditary BRSSP (EAACH A N7 A 2017

angioedema — The 2017 revision and
update

A T3 F 3 N EE
308

Icatibant acetate

Wt » 74 7 PVECTE 30mg U Y (B

F i TR AN £E)

SEA 7 iR %t 42| Complete analysis set
R
B — MSTATBUEN EFE L E R AR O

ENTA FoA
Ve

WA S PE V2 AE (Hereditary angioedema: HAE)
B A KT A > G 2019 4EAR
—RALFIEN BARMIIRES HAE A KT A~
TERRZE B &

1001 B

CSL830 1001 #kfx

2001 F#XBx

CSL830 2001 #kkx
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3001 #BR — CSL830_3001 7

3002 7Bk — CSL830_3002 7tk

3003 7kBx — CSL830_3003 7tk

mIlE — TRRIE & DIRRBRDH D6 EFEFS

~n kL& % |Berotralstat hydrochloride W24 « 4754 H 7N 150mg (Rt

> N YEFRYE — Ty N T4 T)

Z F 7 )b~ 7|Lanadelumab (Genetical k564« % 7 A a2 F{FE 300mg VU Y (K
(i 1= 1 #H #{recombination) HH 38 5 Tk s 4h)

Z)
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