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IFOOEBRERDL. REEXIEMEESVELIZEE.
BA, AFBRERICTIVF U2 EETH L, RDEBICRLU T,
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[11.1.1&MH]

2.3 AHI DA LEBAREOBEEEOH 5 B [11.1.358]

3. #R - MK
3.1 #HBk
1A 7V (20mL) H
WioE T4 80) B2 EL080mg
HAEE T 7YXy AT 1080mg
VIVE b= 820mg
KRR 7.7mg
RINA —
BERE T - ) 7 2 =K 9.8mg
TSR A
3.2 RE DK
Wi7e s T4 /80) B2 R EL080mg
HI RS ONA 7 )
S8t I~ fO B i
pH #15.0
i%ié%kt @1
(H BB AR5 5 1)

4.

5.
5.

5

9.

REER I RHR
RIEMBREANTIOE VR
MEER IRRICEET 2FE
1 4k (C5) MEHIC L 2@ RHHEIT- T, T 23R

(CACEARAEs REd A 25 A IRy
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. RERUAE

EEL MAIZE, Ty 37Ty LCl1080mg % 200 F2 T
B3 50 b, TR LN WA, 11080mg %
SHICIBI DM TR THRG T 52 LW TE %,

. RERUVAEICEEY 28
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792k, [1.1, 2.1, 5.28H]
11.1.3 @A (2.5%)

TF T4 7% —EOEEDBBIENH S bINE I LD D 5H,[2.35H]
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THAEL., [HRYIRZ B 2 WHECHERT 2 L) fRESL 2 L,

15. ZOMOIEE

15.1 BRER{EAICED 5%k
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(11.6) (120, 168) (8.9) (211, 268) (9.5) (15.1)

360 4 63 192 31,980 246 11.3 3.98
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TR 766 128,589 10 0.270 3.9

270mg A (23) (23) (18) (21) (24)
LH1E PNH 566 95,009 7.5 0.366 3.9
B (26) (26) (20) (24) (30)

TR 1,021 171,452 10 0.270 3.9

360mg BA (23) (23) (18) (21) (24)
LH1MA PNH 755 126,679 7.5 0.366 3.9
e (26) (26) (20) (24) (30)

(3 904 147,549 10 0.269 3.9

1080mg | MA (24) (24) (19) (22) (26)
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B (28) (28) (21) (25) (31)
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W\, R7Y Y 37T AEFICERERE AL THRT A2 L b, TR
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NI % &) RxtR e U7z S sk R A LR & Mo S8R FRRATRER
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c:ﬁ#%va%y@ﬁﬁ (WFNHIME0.5mL) ZHHEE L. F72. Efl
OHWCHIHSED TR S b ik & iz, [5.220]

RFIOHE - F. 1E1080mg % M2l iz T4 G- L. FLER K %% (LDH)
fEASIE R RO 25 O 41335 5- MR A 3HIZ 1R & 375 2 AT REL S/,
B4 OB AL GIARE (RH &=y ) A~v 7 (EETHIEZ) 260
5. 16AMOMIEAILEG MR (RAIizT s ) X~ 7 GEfETHEZ)
¥ h) RO OIEE MG (R#l %35, 72720, EBIEALkS
WHczs ) A7 (BEFHIEZ) 255 S w7z iE L4 B 2% 5
kL) CRERL S 7z,

FEFHIEH T 2 WAL 5 O168F S OHMED R— R T A 05
OEALRIIPTOLEB) THY), KFMOLY ) Ax T (BIZFHBEZ) B
RS 2 EREATR S 7z,

AFH B Iy AT
(41%1) (39%1)
N—2AF 4 ) OHbE 4
(Pl ) 8.69+1.08 8.68+0.89
163 OHBED N — 2 5 1 ¥ b OZE{LH 2.79+2.03 0.03%0.44
Crgfil + iR 2 GRmBILE)) (3641) (6f31)
16AE L OHBEDN—= 25 14 ¥ H 5 D% b
(B ST A = B 2.37+0.36 1.47+0.67
BERIZE (CAHIBE — 227 ) X~ 78 [95%E XM 3.84 [2.33, 5.34]
pfio? <0.0001
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FRILERER ML % (41 A5, 4R E] &= 5 4 /@Jru/]\)r}i#x [100,000/mm? i
100,000/mm?®Lh k1) % [EEZN G N— 2T 1 ¥ OHbE % 4 i, WBRE # A mahdt e L
7o AR E IR AR 7V . WBRE DU B M 15 0 36 53579 % ARGE . B & 547
Yoy
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PERNE. [EEHBAALRE CEASL SN, et 5 MM o R B, EER
P G T2 227 5%, 14.6%. 13.0%) \ IFESHEBACIERE (F11.3%. 9.8%-
1.3%) . EFHBAZ 9 R ([[11.3%. 2.4%. 6.5%) TH o722,
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18.1 fEFA#F
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HZ B B IR O P I % 3§ 512,
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SR BRISE L CTRIFT 5 2 &

21. AREM

211 EEEN) A 7 AN 2 o b #UICERT 5T L.

21.2 ENTOEBIEFIABO TR ONTWD Z Ens, BEIGER, —EK
DIEBNARD T — 7 DR END T TORIL, LRER] % 6 58 s
PEETHIEICEY ., ARGEHEZEOWRHEREZIET S & L1, KH
OEEMEROEMECET 57— & & R L AH] 0 5 1A H 13
HHEEEH#LLZ L,

21.3 RHOFEGH, BEEHEANEZ O E VIRIEOBE, HFEICHBL, &R
FIDY) A7 EIZOWTH T IEHT & B ER - EHFEEEO DL LT, Bk
HRYSE OB W, (A RHE L22 R & 0L > 72 ETCoRfTbils &
S, BUENGEICH o TRERIEBEEZH L .

22. ax
T 48 BEFIEL080mg  20mL (1234 7 V]

23. EEXH

1) PR D =2 A VR RS A R (18CATX-00155%)
(20234E3H27H 72, CTD2.6.6.7)

2)  HPEHE  SMEAR H AR NSRRI AN 7 0V RIERE 2 R L L7z
FERS L 5 MARGER (APL2-3025t5%) (202343 H27H G2, CTD2.7.6.9)

3) HWER: T 7 EER G EERER (13CATX-003% U'15CATX-
003zt5%) (202343 H27H#KFE. CTD2.6.6.3)

4) FHNERL =7 AV R AR SRR (13CATX-004 K Y
15CATX-004785%) (202343 H27HKFE. CTD2.6.6.3)

5)  ALNERL HA N 2 R L LSS T ARRER (APL2-1023U50)
(2023431 27T H7AGE, CTD2.7.6.8)

6) ALNER  AME R ERE A R & L 7ziiEghes T AHEER (APL-CP1014
%) (202343 H27H 4R, CTD2.7.6.2)

7) AN BEEFPKEET (APL-EX20-CP-002#k53) (202343 H 27 H &
72, CTD2.7.2.1)

8) Hydery T, Coppenrath VA. A Comprehensive Review of
Pegvaliase, an Enzyme Substitution Therapy for the Treatment of
Phenylketonuria. Drug Target Insights. 2019 Jun 21 ; 13 : 1-8.

9) HWNEE  h =7 AV E GRS (17MTX-00135%)

(20234E3H27H 42, CTD2.6.4.6)

AR - SNE S B RS 2 T 0 BRE 2 R & L7l TAH

B (APL2-CP-PV-205:&5%) (20234E3H 27 H&RE. CTD2.7.6.7)

11) AEWER e B RE S S AR HAE T (17COTX-001, 002, 0035kE%) (2023
3 27THAR, CTD2.6.4.7)

12) Mastellos DC, Reis ES, Yancopoulou D, Risitano AM, Lambris JD.
Expanding complement therapeutics for the treatment of paroxysmal
nocturnal hemoglobinuria. Semin Hematol. 2018 ; 55 (3) : 167-175.
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