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L. iCsPuiR sl i 45 & B B 2 ARy A M A & TR MR I 21 85 1 R (PNH) sk
SRR L PR BELR AR (@HUS) [ A B E 15 v 2ot W T, 1207 T4 B AE A
it T I P ) P R e A R TR s bk sk o 45 45 5 B, T bieodifdcal
PR 4 Fr B A 2045 BI4nSEQ 1D NO: 19 18F13fFr1:[UCDR1 , CDR2HMICDR3 F 4 7471, DL M 45
AWISEQ ID NO:4.5F167-=[KJCDR1, CDR2HMICDR3 4k 541, Fo b Firk fresfh ok Hoboii 45
SR B Mg -

(a) 7E s FH I 88 1 Rt FH— Ik, 7380 « 5 TR B =40 % <60k g 1 i H2400mg , Xf
THARH =607 <100kgl1) N 2700mg , X TR HE = 100kg 1 £ 3000mg ; A1l

(b) ZEJiE R AR S5 15, DA M Fe B8 JT it FH , 715 o < AT B = 40 %2 <60k g 1) S 2
93000mg , % T HE =605 <100kg[1) 3 h3300mg , IfT- 4K 5 = 100kg 1) 37 /3600mg

2. e AR L P S5 & A BAE I & AR I BB AT M A PR AR TR I 2145 UK (PNH) i
SRR L PR BELR AR (@HUS) [ A B 15 i (i 2ot 0 i L %07 T4 B AE A
i8I P ) P R i A R T iR s bk ak o 45 45 5 B, T Hieadifdcal B
PR 455 Fr B 2045 BIANSEQ 1D NO: 19 18F13fFr1:[UCDR1 , CDR2HMICDR3 F 4 5471, DA M 45
AIAISEQ ID NO:4.5F16f77~[tJCDR1, CDR2FICDR3%4%E F- 411, DA K 5 A 284 JLF e 32 4k
(FeRn) 255 AR NPl X, HFR TR AE Ak AFe CH3JHEE X AEXT R 124 H LAEUZR 5 1K
SR I1gG Feli & X i AR A R4 28 FIR A Wi 4 3419 FR FE AL U 5 Me t - 429 - Leufl1Asn-435-
Ser U, Horp FriRfiCopu ik Ui 25 Bl Mg :

(a) 7E it FH R 88 1 KBt FH— R, 7380 « 6 TR B =40 % <60k g 1 R H2400mg , Xf
THARH =607 <100kgl1) N 2700mg , X TR HE = 100kg 1 £ 43000mg ; Al

(b) ZEJiE AR S5 15, DA M Fe B8 JTJit FH , 715 o < AT B = 40 %2 <60k g 1) S 2
J3000mg , BT HE =604 <100kg/1 HE 3 H3300mg , 4 T H =100kg[) 7 F3600mg .

3 BURIER sl 2Bk (g i , FLrp pirk B e i & 28 TR EBR SR P TR

4 ARPETAAUR EE R AR — T i 38, e i ad it ) BRAE Pk SR A i fe — 1)
KRR UG 2 D TR

5 AR HT AR ZR AP AE— TR 1 i, Hoih Bk A i IS LR 2 i L&
MRS RTT /061 He

6 AR BT AR B K rP AR — TR 1 F s, b ok R e iy 2 2 DA 42 J51900mg 14 7
B TR FERR B HTIATT -

7 ARSERT AR EE R A — TR 1 i, b prk ek b &5 & Fr B &
SEQ ID NO: 12M FfroRi B P AZ X FISEQ 1D NO: 8FH R s AR AT AR [X

8 ARIE I AR B SR T AR — TR B i, b Frk pres ikl bl 4545 Bad
4SEQ 1D NO: I3F AR BRI T IX

9 ARIERTABUR SR A — TR 1 i, Hh prd bk sk Db g5 & R B e a5
SEQ ID NO: 14HHr R AN EEEZ MU M 2 ASEQ 1D NO: 11 /RN 2 ZE 1L - 4
FREZSE S

10 AR T iR ABCR B3R Fp AR — TR 19 F s, Fop Frk prCo ik sk b 456 A
pH 7.4F125°CLLO. InM<<K << InMyE B N AR R 4 (K ) S5 A C5.

11 AR T iR AR B K Fp AR — TR 19 F s, Foip Frk prCa ik sk b 456 A

2
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pH 6.071125°C PAK, = 10nM&5 4 A C5.

12 AR P AT AR ZR AR — D ATk 1 i, HAef prd bres ok i 255 4 B
i TR HE =405 <60kg 1)

(a) £ T IR 268 1K DA 2400mg 1) 771 i Jiti 2 5 11

(b) 7EHE IR 28 16K, DA At Jm A8 JeTTiE L 751124 3000mg

13 ARPEACH B3R 1 - TIHE— TR (0 3 , FE AR iR fees ik sk R 45 6 4 B
i TR HE =60 % <100kg 1) i 2«

(a) £ FH IR 268 1R DA 2700mg 1) 771 i Jiti 2 5 11

(b) 7EHE IR 28 16K, LAt Jm 8 JeTTiE L 771124 3300mg

14 AR PEACH B3R 1 - LIHE— TR I 3 , H AR iR fies bk sk A 45 6 4 B
it T 5 = 100kg 1) £ 27«

(a) £EJtE FH IR 268 1K DA 3000mg 1) 771 i Jite K 5

(b) 7EHE IR 28 16K, LAt Jm 8 JeTTiE L 7711 24 3600mg

15 AR P AT AR R A — T AT iR 1 g, o, AEFrak vy B, Biradk v 7 i B
WHICEHUA S DR 455 F B IS SR FEAERFAE100ug/m] 5 B 5

16 AR J5 7T AR R A — T AT iR 1 g, o, AEFrak vy B R, Biradk v 7 i B
WHICEHUA S DUR 456 BTSSR FEAERFE200ug /m] B B 5

17 ARSI RBR K F AT — TR 1 Tk, o Bk i 7 (007 B Co Ik FE AR R0 . 309
0. 5ug/mLuk FE A

18 AR P Ay AR R F A — T ATk 1 1 , A Frk 16 57 A 206 7 W TRl 250
IRIEFEARI9 % DA I

19 AR P A AR ZER A — T ATk 1 1 , A ik 16 57 A2 206 7 W TRl 25
R EEPBAA%99.5% DL T

20 AR T ISR ZR AT — I pr R (0 i, Forp ik pees ik sk P 85 & - B
it B B/ A A 3000mg , 3300mg 2k 3600mg i 751l it FH 25 1K PR AT

21 AR IR ZR AT — AR (0 i, Frp e Rk frCs Huk sl I 45 &
BTk N T o

22 ARIETT AR ER AT — I B (19 F s , R B ot R P01 S 26 JR 7697

23 AR IR R AT — TR 1 , R ATk iG55 B AR A MA R

24 ARIERTAAR) ERK AT T TR (1 i , HA i iad 7 5 80m s FUER I S (LDH)
IS A LD

25 AR IR ER AT — TR 19 i , L FP AR 767 S B LD IR F AL .

26 AR IR ZR P E— AR W i, Hrp ik iay T S 8UE iR T DS 24 K
LDH/KFIEH 1

27 ARMERT AR ER AT — T AT R (1 , Hor S 0 R E BR R i a7 AHE  Birk
YT S ELDH/KAE 1 1 0 b A2 4k (LDH-PCHG) /NF15% o

28 ARIE T AR ER AT — T AT R (1 , FE AR T T ZEBR BB iadY , Birdk
VAT SRR A M (breakthrough hemolysis) [/ .

29 ARSI IAACR ZR AT — I AR [ i, Frh ATk I6 97 80U Bk 16 7 WITR] 58k

3
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PEFR IR o

30 . AR PE BT AR ZR AR — TR R 1 &, Horb S 9R0 7 i 4R S YRR = AR L, BT
WIBTT SRR A LA IRD -

31 ARPE AT AR SR AR — AT 1 i, Foh Bradda gy e AR = D —Fhak BN 4110
TETT RO IR e A5 1 R TR IR X 7 MRS X i ~ DS DD BB R A

32 FRPE T ARAUR] SR A AR — T Ak 1 3, b pir ik iad Y e AR A N AL
AR MR- A PR R S L /KA G AT < i 2 21 85 Bk 1 24 - 450 PNHEL
41iffd (RBC) vl AID- 2Rk

33 AR BT AR SR R — TR 1 i, o BTk dad T e AR | A D —Fh
JETT RO R e A5 1 ™ T L 85 R  PREEE W TRE I 5 5 22 < I/ AR D> i
S PETA LR AT TR 13

34 ARPE TR BRI AT R 0 &, Horh sy 7 (A f-Ba, Al MR R EA S
[R5 A&1 [STNFR1]) , Ty I A 5B 4311 [sVCAML ], It AR 85 11, D- — ZR AR FNIpI 25C
Y S

35 AR BT AR SR AR — T Ak 1 3, b el iy P AR I AL 8 RS e B A
FY BRI .

36 . AR TR B SR AT FrR (1 &, FEr Bk I6 7 P2 A= T s D

3T AR T AR R A — Tk i R i, Horp e Ja 9 = A il 5 1 70 % DAL
s .

38 ARIE AT AR AL FN B SR rh AR — TR 1 3, o pir iR ia T e AR R BN R L R
(MAVE) [J/D

39 AR BT ARAUR) SR AR — T AT 1 i , o BTk dag T e AR A 2 O A rate
PSR A AR S T 7K R e e« A8 B B/ NER I 1 22 (eGFR) RN TRIJR - 1 28
< JUUBRAT , FIi 2R el BRITK (BNP) o

40 ARSI Z SR AR — T AT 1 3 , FE BTk Ja 7 = AR A5 T i B 254610
A, , N2 B YRR 1 7 THEEEAL (FACTT) - 55 H 3%, S 4RR , AR IR 75 AT 40
G115 T ) - A2 0 30t R BT A Y

A1 ARSI AR Z SR AR — AT 1 3 , HE BTk Ja 7 r= AR A5 e i B 2546110
A, , N2 B YRR 17 THEEEAL (FACTT) - 55 2%, S 4RR , AR IR 75 ANTGa T 40
41, TG TR P - A2 030 ST PR IR, W E AR IR Y R sk s 20757

42 . —Fh 677 A28 & TP PNHEkaHUS R &, il &t «

(a) —FIpCohuik sk it 455 BB, L& BATSEQ 1D NO: 12[r 7 3 41 1 H ik ] A7
X HJCDR1, CDR2FICDR3LE A1, DL A H A SEQ 1D NO: 8Ffr 71 - A1) [l 54455 7] A [X [UCDR 1, CDR2
FICDR3G5 A4k ; LA K&
(b) AR AT AR B SR A AT — TR 15 3 il FHBCs bR sk b 455 B Be i
HERER

A3 ARPERUCR B R A2 R i, Forh AT SR et & R ZEBR SR BTRTT -

A4 AR ZR 43R iR 1R &, Forb pirad JB 3 e 2 20 R ZE R s po A B2
900mg 1l 5 RTT -
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45 ARYEAUR k42 - 44— T Tl (Rl 6, AR iespuik sk i 456 R B
FH T =405 <60kg 1) i

(a) £EJE FH VIR 268 1K DA 2400mg 1 771 v it —2k, DA K

(b) DA AT S 15K 6

46 ARIEAUR ok 42 - 44— T Pl (Rl 6, e ieshuik s i 456 R B
FHT A =604 <100kg1) 3 .

(a) £ HH FIUIR 28 1R DA 2700mg 1 771 v Jiti ] —2k, DA K

(b) 7EHE IR 8 16K, LAt Jm 8 JeTTiE L 751124 3300mg

AT ARYERUR Rk 42 - 44— T Tk (Rl 6, e iespuik sk bt 456 BB
P TR = 100kg 1 2 .

(a) 7Tt FH VIR 268 1R DA 3000mg [ 771 i it —K 5 DA K

(b) £ FH PR S8 16K, DA IS A58 5 45 7 11, 741 3600mg o

48 . —FhfCoppR sk P &5 & B, HAa 3 HATSEQ 1D NO: 12817 41 i1 B ik ] A2
[X[JCDR1,CDR2FNCDR3ZE#g s, DA A FLATSEQ 1D NO: 8Ffr 7 7 A1 2% i) A= X ) CDR 1, CDR2
ANCDR3GE AL, FH 1t T Y], o R bCo sl i 85 1 Ben Mg«

(a) 7E it FH R AR 85 1 — 2k, Ak « 6 TR EE =402 <60k g 19 R4 2400mg , X
TR =607 <100kg(1 FE H2700mg , 4 1A = 100kg 1) 7 3000mg 5 LA K&

(b) A I 28 15K, DA R e B8 JE i L 71 Dl < 6 T B =405 <60kg 1) FR 4
J93000mg , % T HE =602 <100kg[1] % HF3300mg , % T4 F =100kg 1 3 5 3600mg «

49 AR PEAUH) ERASHT R I PTCh PR sk H U 855 B, b prad JR 35 e ir & & ]
K EERFRHTRTT -

50 . ARIAUF SRk A8k 4OF TR PR , F R FITiR HifA 2o 211 AT A2 1 A7 380
HAEZANTVFE PN E 5 e 0 AR e e R

51 . SR ZR FR AN R R A MACHT R TR Bl 8 AR TR T IEAE A MR B PR PR 7 TR B A #b
PRARISRRE N S B 7 T i T 25 b i Tk, Firadk 5 vk e v b il TR 28R 5t
IGTT R IR FRE 4t pl 1 T iR AS R R MAR R AT T T

52. 5ravul i zumabA [l IR MASP I il 85 A2 78T 7 IEAEf Hravul i zumabB 7 0B
AR AH SR E I S BB 5 il T i 2o v i Tk, BT ok U7 7 B 4 vp o 4 T
ravul izumabiiyy , HRAZ BB H A TR R AN R I MAR RIS T

53. SRR DA R HTCOPUARLE B &AL 10T IEAE B TR R BR B 7R 10 B AT #MA
ARSIRIE RN 2 FR TR 7 A il T 25 rh i Tk, Birak 5 vk EdE v B TR ZEBR B biin
7, R AT R e i A T AT AN R PR B Ca ARz g T

54. Hravulizumab AR FIHICHHUIARLE R &AL TR Y 1EAE 8 Hravulizumabiayy 19 A %5
PR AH S E 1N 28 JR B 10 T ik 8 T 25 W v i o, B ok 5 3 A 4 vp ok 3 T
ravul izumabiiyy , HRAZ B HA R T FTR A R P CobiRinsT «

55 . ARIEANR ZR 5 15k b2 iR (1 FH ik, Forh BT i AN R A A 2 B 1 40 /Ny
Z IR RSP UK s 1 RNABR G A

56 . ARIEANH ER 515k 62T iR (19 FH ik, A il AS AT R A A BRI LA N —Fhok 2
FMA k4> . C1,02,C3,04,C5,06,C7,C8,C9, DA 1, BIA 1, £ 25 ,MBL ,MASP-1,MASP- 25,

5
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EAN A IS B

57 ARIEEUFIER 53R 19 Fid , Horh Frd AN Rl i Coh T AR ALXN1 210,

58 AR PEARUFIER 53854 ATk 1 i , FL AT AN Rl i CodiiRae 1 H 41

(1) — Mk TR 2 & B, RS20 B 47SEQ 1D NO: 21, 227123 B ECDRI,
CDR2FICDR3LEFg3ek , DA K45 BT SEQ 1D NO: 24 25F126 1 #24%CDR1 , CDR2FICDRILE Fg il 5

(i1) —Fhgupkal RHTR 456 7 B, RS 3 ASEQ 1D NO: 271y H gk ] A7 X 1145 47 SEQ
ID NO: 2824k T AR [X

(i11) =Pk s U &5 & B, B 5 M5 47SEQ 1D NO: 293013111 H
CDR1,CDR2FICDR3ZE At , DA M 402545 B2 SEQ 1D NO:32.33 K341 54CDR1 , CDR2FlI
CDR3ZE AL 3 ;

(iv) —Fhgupk el RHTR 456 7 B, B S35 ASEQ 1D NO: 351 5k ] A7 X A1 15 SEQ
ID NO: 36[1 gk Al AR [X

() — PR s TR 456 B, A5 B A SEQ 1D NO:37.38F1391 F5ECDR1 ,
CDR2FICDR3ZE M, , DA R A0 2743 M & 45 SEQ 1D NO: 404114215245 CDR1 , CDR2FICDR3S5 44
15

(vi) —Fhgupk el RHTR 455 7 B, U S 3ASEQ 1D NO: 4319 5k ] A7 X 145 47 SEQ
ID NO:44fP gkl AR X

(vii) —Fhbial PR S & B, A A SEQ 1D NO: 45[( S HEFI 4 4 SEQ 1D
NO: 461555k 5

(viii) —FhHuRs U s & B, e & ASEQ 1D NO: 47/ H sk Al E XA A
SEQ ID NO:48[1)eek Al AZ[X 5 DA M

(ix) — MRl T g & B, 3 3 SEQ 1D NO: 49\ HFEFIE A SEQ 1D NO:
50114k

59 . FRPEAUR] EE 3K 51 - 58 FAR—T AT ik 1 FHI ik , FLrh B f MAAR S 2 B & M Al
IMELEE A PRAE (PNH) .
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T8 A MR B ML 2 B PR (PNH) F03E B 875 M 14 FR
FIELR A E (AHUS) BIFCoH A B9 55 = Fnjite A

[0001]  ZKHI95/20204F06 J]24 H ik NI KB B HR 5 2201880083750 .6 Hi 47 H
20184F10 H26 H A BH PR “F TR 7 B A AR TR PR L2125 1 R (PNH) A SR i i 24
PREFAELEGAE (AHUS) B PTCO TR A E F 100 & A 2 R FR i 43 5 FR i

[0002]  XIAHSCHITEI A LS| ]

[0003]  KHITE IR 2018456 H 15 HE2 A S EIm N 15 62/685,505. 201846 H15 H ¢
R ZEEI I 5 562/685,425.20184F4 J125 H 242 14 2= =G HR 4 562/662,503.2018
4E3 15 HAR RS M S I FHE 562/643, 608201843 F 14 HARAS [ 2L E I HiE 562/
643,05612017410 H26 H 252 [ I [ElIfn I H115562/577 , 244 LA BRI 4 o BTk 775
R4 N A 5 | A .

[0004] Eﬂi@

[0005] 13 A 2 LAASCT ITAS UL PR A2 N P A1, AR il 5 T URCBAATT N ik
ASCITHIA G T-20184E10 H25 H , 4 AXJ -224PC_SL. txt, K/NA59, 066715

BHREAR

[0006]  kMA FR G0 5 S A HoAth 905 3 Ge 3 [RL AR 4F ), DAL 100 0 i Frs w005 S A4 N
R AZED2MEMAE e WEA M & B MEHIN IR R MR E A 5
MEShP I IS HEREE 2910 % o fMAER 73 1l A1 — R 51 2 M ERS A B 02 24 &5 1
REHAH ELAE TR SEE G 5 B A DO AE o T A A MA RN SN 5 380 A= BT A BE 2R 11, e s5
MRS TIRER 1 o S5 A MATIIE AT S AR 00 R (R T RS , U0 CBR e T
(The Merck Manual,ZE16fik) HHf2ft.

[0007] IR IS THIAMA R Zefid (it 7oK B B EE UL G e Y  (HAMAGE R 1Y
AT BT M 2 P ) AR AL, B4 o A g4 TR 1A I 2T 46 1 PR (PNH) AR E LR
B IMLE PRBERE R EAIE (aHUS) o PNHATaHUSH 2 FHAS AN 52 47 il R A A E SX B 1168 77 Do
E o 185 B AAE AN AR 515 T BOX B IR 55 AR I R

[0008]  PNH&—Fhpa it , AN SZ 3 il Mt 14 = B oo 1 A PN s i AT MRS A, 5
WA G FHKIE (W SocieGs: ,French Society of Haematology.Lancet.1996;348
(9027) :573-577F1Brodsky,R. ,Blood.2014;124 (18) :2804-2811) « FFEIIM AT NIAIL ]
2 PR - g G sl s AR T35 sl &, O Hax S 3Cr i s Girssim £ ) L 12k
B MATHE N  HE AR AR ZE 1 XU o I AR A FE 2 PNHAE 25 (S0 T 3 1 i i WL A 1 i sl ik
o AR 8 1, U0 B A B 2R 2 B 1005 2 e 2 R R BiE (Hillmen, P,
%% ,Am. J.Hematol.2010;85(8) :553-559) o F TixX St A R ERE , PNHARZ HAT PRI AR
i (QoL) , Ho AT ki A BB SR DY , ISR, SHANLARZE , PP S, I , ZhAd DR
BRets , T Epele i, LA —2E 00 N A EE AT (Weitz, IC. %%, Thromb Res.2012;130
(3):361-368) «

[00091 P51 PR PR EGAE SR S A1E (HUS) aifi sk ift /s , i 9o A o 12k 28 R 2 e o
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VEARAEN HUSHE S SN A N AR 7 —  JIETEAEOCHT (D+HUS ; bRy = A S B IR s 3R 1)
KIptT i (STEC) -HUSEMAYHUS) FIAEETS AR HUS (aHUS) o D+HUS 2 5 i WIIE L,
d 90 % LA L, & A il i P A SRR 2R I 40 bR (BN KA IRI0157 - HT) [
CEIL SR

[0010]  aHUSHPASE mif& i, SRAF I SlRE AR o P BB TE X1 aHUS 1] S5 1 25 A S MAC K
S GEARE , AR B A MAER fH (CFH) |, IR -85 (MCP) , #MAPR 1T (CFT) , C4bZh 5
FE 1 (C4BP) , #MAA 1B (CFB) AlMA 433 (C3) « & L, 4514, Capriol i % (2006) Blood 108:
12671279 4ihbCD55HYIE A A SEEE AL RV M A AEaHUS I K, {H 5 aHUS ™ EE R A
Je. W, 4, Esparza-Gordil1o%: (2005) Hum Mol Genet 14:703-712.

[0011]  aHUS;E LW, B ik 25 % M AL T 38 o FEAT X P 1 2 JE A 2 2k A
PRl B RS, AN, 2 /D A50 % 1) aHUS (8 23k ey 2RI 3% (ESRF) « 2 W, 454,
Kavanagh%¥ (2006) British Medical Bulletin 774178:5-22. B 2 4%t , aHUS - 7ETT
VePELSRA TR, O HLA8H U0 M i 2R A sl 2 e o £ — SO 15 00 1, aHUS B E 22 D B sl om U
B IR AR B A (S WArtz 55, (2003) Transplantation 76:821-826) .9k, £EVGT7 U
BRI R R WA

[0012]  JEATPNHERaHUSIH) L2 A0 TR S A A T i U o PRI, AR & I —AS HL)
SR TG PNHEaHUS B8 2 Gt /5 7%

& BRRLIA

[0014]  ASCHRAL 7 TR AR B I PNHERaHUS I 40 & Ay 1k, HoAuisa) H 5 e
Hiespuikek i g5 B, HorhbiCod ik i g5& Fr BO@ AR BRI AR5
2 (B, DU I 75 IR o o 25 255F TR) 29) it D Gl FH 1 D) 10

[0015] R G P HtCo bRk o 455 B B T AT iR 19 75 1 « - BIVE R $CH
Pkt ravul i zumab 85T (WFR UL tomiris™, ALXNI210FIPT/ABNT441) , HoAT &4 B A
SEQ ID NO:14A111 A R34 i BB A gk ok i 455 R BOMIAR i A2 HA STy 56
PUkty Erravul i zumab T EEAIERRHE B #MJUE X (CDR) Bk AT AZ X (VR) o R, AE— 5006
Fh Ird bk & 2 AGSEQ 1D NO: 120~ 74 ravul i zumaby HiE A] AZ[X (VH) fJCDRI,
CDR2ANCDR3&E Ak, LA M HAGSEQ 1D NO: 8fr < 4 i ravul i zumab ) 84E i AZ X (VL) 19
CDR1, CDR2FNCDR3ZE A o £F Uy — AL )7 S PR 50 BIANSEQ 1D NO: 19, 18H13/y
7RIJCDR1, CDR2FNICDRI T 7 41], LA K2 43 BINSEQ 1D NO: 4, 5816/ 7[*JCDR1 , CDR2F/ICDR3%%
BEFFA o A5 B — N S, PR 543 ) 2 AT SEQ 1D NO: 1271SEQ ID NO: 8Fr/RZA SR
FEAIIIVEAIVLIX o £ 55— AN 3005007 26 i DU B 2 iSEQ 1D NO: 13F RN A E E X
[0016] {1 5 — Aty &, Brk it & 5 M AR J LFe sz &k (FeRn) 255 1922 Pk AFeld
TEX, AR 2SR A\ Fe CH3TERE X AERT N T4 H PAEUZR5 O RIR A TG Fela @ X i1 Fin
SR A28 IR AT 143411 7R FEAL U A Me t -429-LeufllAsn-435-Ser HUf L

[0017] 55— )7 i, Bk TR B2 AESEQ ID NO: 19, 18H13H153 51 41 Hi ¥ CDR1,
CDR2FICDR3FE45 741, LM SEQ ID NO:4. 5516043 B4 HHJCDR1 , CDR2FICDR3 48741, DA
K gs5E Moz JLFe sz A (FeRn) B4R AFe CH3{EE X, A priR4r Ak AFce CH3TE & X AEXT
I % FHPAEUZR S5 1 RIR AN TG FelH i X1 FH i 2B 4 28 MR A e fiie 4 347 AL (0 B Me t -
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429-LeuMlAsn-435-Ser L,

[0018] {15 — Sy &, At fuiidEpd 7. 4M125°C &858 AN Ch, SEMIRE 4L (K) 1&
0. InM<SKD<S InM{FJFE Bl N o 75 S— NSt 56 b, Firid e repl 6. 0f1125°C 454 AC5,K,=
10nMo 75 X —N S0t 75 S, I Hiiki [ (FEpH 6. 0125 C AT fpkek Hht 456 A BowS
T AC5IK) / ({EpH 7. 4125 CHrid Pk Pt 455 B Bod T AC5IHK,) K125,

[0019]  — RBIVEHICHDTMAE 5EE % A58, 241, 62818, 883, 158 i i 1) 7086114k« 7F
— AN T R RN ST S, PR 086 H LMK I B BE AN R EECDRER A AR X ()
T LH|58,241,6287H18,883,158) o f1 Ji— it )y i, Frid Ptk b sh & A Bty
S HEA - BIUISEQ 1D NO: 21, 221237 - 41 (1) B4 CDR 1, COR2FICDR3ZE #gdaly , A M43 il anl
SEQ 1D NO:24.25H126 &5 [1525ECDR , CDR2AICDRIZE K3k o 45 7 — /N 90fti g 2, it
WHUAR R LR 454 B B AASEQ 1D NO: 271 =741 197086 54 1 VHIX F1 FL A5 SEQ
ID NO: 28R A T086 HLARIKIVLIX .

[0020] 5 — RBIMEIIPTCH DA E AL SEE L F 58,241, 628718, 883, 1681tk |11y
8110 o AE— S T ZE R, PR 5 8 L1OH TR ) B B A2 B CDR R M AR IX o AE Iy —A>
SIhE R S, i Bk sk EhuR &5 G A B &4 I FASEQ 1D NO: 29, 30131 =741 1
HiBECDR1, CDR2AICDR3E5 43k, DA A 43 B FLATSEQ 1D NO: 32, 33134177 HI[1) £ 4ECDR1,
CDR2FICDR3¥ o 71 Iy — A0t 7 S vh, Fridpo it 5 HATSEQ 1D NO: 3577411811091
PRIOVHC R ELATSEQ 1D NO: 36777 411181 LOHTAR I VLIX

[0021] 53— RIPEHICHHTAIEUS2016/0176954A1 iR (1) 305LOSHAA  7E— 3 5 &
P A 305 LOSHUA I SR HECDREL AT AR X o 7F S — N300 5 2, Ak p ikl =
PS54 B 2045 B AT SEQ 1D NO: 3738139 <[5 41 [ EE4%CDR1 , CDR2FICDR3 45 44y
38, PAS oy A A ATSEQ 1D NO:40.41A1420 7R 3 41 152 5ECDR1 , CDR2AICDR3 G5 Ak o 71 ) —
ANSRE ST 2 B A A HATSEQ 1D NO: 430777 4111 305L05H T 1 VHIX F1H 5 SEQ
ID NO:44Hr7~ 7 A1) 305LOSHTIATIVLIX .

[0022]  H— R pItHiC-5H ik E4rFukuzawa T.%5,Rep.20174-4 H24 H ;7 (1) : 1080H
WIISKYSOP TR o £ —N S 77 2, 2 PR 2 SKYS 9B T 1) B B 125 ECDR sk M AZ [X o £
AT e AriR iR U S5 A R BB S 5 SEQ 1D NO: 45[1) HEEE A1 75 SEQ
ID NO: 46/ %k .

[0023] 5 — RPIVEPICEPLIAZUS20170355757 fifi ik FUREGN391 8 PT 1Ak (h#x
HAH12166PP) o f£— 30 )7 S, AT BT fl & 25 A7 SEQ 1D NO: 471 H il il AZ XFIE; A1
SEQ ID NO:48[fJ425E i AR X o 1 55—/ St 5 S, Ik P 5 5 4 SEQ 1D NO: 491 HE
BEFTAFGSEQ 1D NO: 5014k

[0024]  7E 55— 500 v, Frik ik STk suik (B anfik A2k 54t (eculizumab) ,
ravulizumab, 70863114, 81104744, 305L05H /A , SKY59HT A EKREGN39 183 144) £ 4 &54 1/
o 505 IARRI R A 255 o AR D) — S0 7 &b, it Bk B A7 Sk ik 20 2590 % 1)
AR X S L1 e A1 A — Mk (i, &0 2590% ,91 % ,92% ,93% ,94% ,95% ,96 % ,97 % ,
98 % 1k99 % 1 A ZZ X [H]—) o

[0025]  YE— NS0 5 S, AT bCopu i sk o p i 456 A Bl e 8 1 B 5 1 o 441
W, AE—ANSht 7 ZE T, AR L = 408 < 60kg 1 35 Jiti FH2400mg 2k 3000mg [ HiCh 3Tk sk 1L
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PR S E B AE B — 5 )7 270, 1A /KR =60 % <100k 1 HE 25 i FH2700mg 5%,:3300mg 1)
PrCshTik ik i 455 B AE 55— 506 5 6, K5 3000mg 5 36 00mg [ i CH LA sk Hpt
IRE5E G R BUiE R EE = 100kg 1 BB o A RBE ST 75 S, AR5 5 5 R VAT A (P Aty
BRI BN ED -

[0026]  fF 55—/ )y S8, HLCh PR sl b &5 & Fr Bt — sl 2 At 39 1
— AT ZE R, Brak e FH RS R 26 5 o A5 — S5 7 S8 v, FriR biCaduik sk b 85 &
ESEAE Tt ] P S0 65 1Rt P — 2, it D9 0 255 16 R P — R Rk e 4/ \ e 1 o A2 — A5
i )7 S, FriRdiCopu ik b 856 A BeAe it R 012 Ja R A R e T 20 ik PR AR A e
31 (5140, 715 53000mg , 3300mg 5k, 3600mg)

[0027] £ 55— ) S, HLCohuiR sl bt &5 & B B it — sk 2 A it s 40
FE— NS0T SR, PIT e T RDYI 26 J o 75 Dy — AN 3007 &b, Ik iG y s /01,23,
456789 10 L1 o 75 S5 — AN S0 75 8 vp, AT i r R A BB 10— 2

[0028] {1 Jj— Aoty S PRtk T —MiadT A PNHEkaHUSI A 28 R 1R 5 7 %00 Tk
B REAE e P R 3 ) ) e A SR e s b bR 455 B, 570 B ansEQ 1D
NOs: 1918137 7<[JCDR1, CDR2HICDR3 H 4% [57 41l , LA Je 73 A ANSEQ ID NOs : 4 5H16 71511
CDR1, CDR2FNCDR3%%5E 5741, HH iR HiCohii sl Pt 45 - Ben Mg«

[0029]  (a) 7 jits FH J5 BT 28 1 K e FH— 2R, fl ik 6 TR BE =40 2 <60kg I R EH N
2400mg , X 4K =602 <100kg[1) & Ah2700mg , X 4K 5 =100kg[1) & A3000mg ; /1
[0030]  (b) fr A I EE 15K, DA M Ibe S B8 JaT e 1, 7R < TR B =40 % <60kg 1]
B }3000mg , X TR =605 <100kg [y # H3300mg , X T HE = 100kg [ N
3600mg -

[0031] 75 5 — Aoty S, St 7 —Mhiad T A PNHEkaHUSI A 28 R 1R 5 7 %00 T
B REAE e P R 3 ) J e A SR e s b bt R 45 5 B, A5 70 B ansEQ 1D
NO:19.18F3/f7RYJCDR1, CDR2HICDR3 FE 4 7 41l , A K43 5 4NSEQ ID NO: 4. 5816711
CDR1,CDR2FNCDR3FLFE 1], LA N5 NoHi A= JLF e 24k (FeRn) 854 AR R AFclE g X, HoAdy
R NFe CH3MEE X AN N T4 H PAEUGR ST RSR A TeG FelE g IX 1) i 2 iR 428 FIR A i
[z 4345 FEAL 3 B Met - 429- LeuRlAsn-435-Ser AR, HorhHiCohipkak 4 45 & F B
] -

[0032]  (a) 74 it FH J5 ST 10 28 1 K FH— 2R, 5y 6 TR B =40 2 <60kg R EH N
2400mg , X T4 =602 <100kg[1) & ~h2700mg , X 4K 5 =100kg[1) & A3000mg ; F/1
[0033]  (b) 7 I EE 15K, DA M Ibe S B8 JT e 1, 7R < )T+ PR B =40 % <60kg 1]
B }3000mg , X TR =605 <100kg [y # H3300mg, X T HE =100kg [ N
3600mg -

[0034] 15— s Z b B iCs btk sk Pt g5 & v B 7k =40 % <60kg 1
B

[0035] (&) 5 ] 001D 28 LRt FH— 2k, 771 v 2400mg 5 A1

[0036]  (b) 7EHtE A I B 15k, DA S S B8 JE e 1] , 71152/ 3000mg o

[0037] {1 5 — Aty & R Co iRk i 45 Bl - B =60 % <100k g 1
B

10
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[0038] (&) 5t ] JE H0IF) 28 LRt FH— 2, 771 v 2700mg 5 11
[0039]  (b) 7Lt A I 2B 15K, DA S SR8 JE e 1] , 71152/ 3300mg o
[0040] 1 S 7 S ek sk i 85 & B Bote TR B = 100k g 1) 55
[0041] (&) 75 001D 28 LR FH— 2, 771 72/ 3000mg 5 A1
[0042]  (b) 7Lt A I 2B 15K, DA S S B8 JE e 1], 71152/ 3600mg o
[0043] 1Ly 8, Bk FE S MR B e e AMAA I G Ty (BN, 12 8 2 4 M
HpHIFETT o ds 23 (complement inhibitor treatment-naivepatient)) o
[0044]  fp 5 —BESTgE 5 K, B B e & ) —FhiCobu ik sk Pt g5 & A Bedb AT
WIATT I BAE IR o R A P Ch B B, 7R R S T T, AR VAT o B
HRiE FHAS R P CO TR o 75— 306 5 6, AR BTCO HUARAE B AR R 76T A TP it
AR, 45— 550 05 S6H, 7E iR 7 WITR] (4D, F52:26 1) TR EER R P0insy B3, SR
a0, 75— N S —FhiCs ik (BN, ravulizumab, 70864144, 81104144, 305L05
Pk, SKYS9PTIASKREGN3I18F LK) 16T o 71 Uy — A0ty S, A0 75 S I Tt T R I 2651
8 15H122K , M EBR BT LA 6 00mg [ 771 e ] 1~ KR, B e A e BT II 28 19 R Kb fe 4
PR (B, 582 S 26 J) | PLO00mg (K 4= Bk FR e kR & it ], 28 )5 Hlravul i zumab g
KRR RE KA TIRIT o A2 D3 — 300 7 € v, Birik FE 35 Hlravulizumabifdy (B 0FF
2226 ) , ARG FEH 55— FhpuCopu ik (Blanfik BBk b, 70865114, 81104114, 305L05 14,
SKY59F TR BKREGN39 1841 14) /1151 A< A T7R77
[0045]  JRAGIVEN e HTCHPUA I RREANPR T (1) ALXN1210, (1) Priksk HpiR g5 4 H B,
S WA SEQ 1D NO:21.22, F123[1) H5%CDR1, CDR2AICDR3 &5 A4 45 , LA M 43 5143 25 SEQ
ID NO: 242581261245 CDR1, CDR2FICDR3LE M3, (111) Priksk HpuJR 454 A B s
SEQ ID NO: 271y EsE nJAF X DL M A SEQ 1D NO: 28115255 il AR IX , (iv) Bk Hdigh 4
RS B AL SEQ ID NO: 29301311 HEEECDR , COR2HICDRIZE A4l , LA K 43 7l B35
SEQ ID NO:32,33, Fl134[{)%4#4%£CDR1 , CDR2,, FICDR3E5 A3, (v) Hifkak Hbil b & B, sy
S 44SEQ ID NO: 35/ FERENTAZ X, M SEQ 1D NO: 3614 HE AR X, (vi) Pudkak i
S B A5y WA A5SEQ ID NO: 3738 F13911) Hi%%CDR1 , CDR2HICDRIZE A, , DA A 45 1l
f75SEQ 1D NO: 4041142154 5ECDR1T , COR2FICDR3ZE Mg, (vii) HUikek b ss & H k.,
HAEEASEQ 1D NO: 431y Hgk iJAZ X AIE A SEQ 1D NO: 441155 AT AZIX, (viii) Hiikek
HPuigs & A, A5 & A7SEQ 1D NO:45[W HEAEMISATSEQ ID NO:46[1F%E, (ix) Prik
PR S S B, HA 5545 SEQ D NO - 47(R S P AZ RIS ATSEQ D NO - 48[4k n]
X DA 0 Pudkk b g5 & A B, A& 347 SEQ 1D NO: 49fW HEAEAI2 A7SEQ 1D NO:
50114k
[0046] {1 —BL5T5 Ty S, Pk fE 3, AR i 5 b — B ik sk b U 455 A B ()
@, ravulizumab) {if, S C A FHHICE - Huk sl L BUR &5 & B (B0 AR EER B0 09T &
DI A, 2 D2 H L, 2030 AL, 204 A, 20640 L, 2060 H, 20770, 2084
H,Z2=D09 H, 20100 H, 20114 H, 20120 H, 20180 Hik w24 Hoe— 1 H
PRI ey 56rh, E e B 2 R EER R PuaT 2061 H.
[0047] {1 b —/ 5y b, Horh B (B0, PNHEkaHUS B 55) HEE—MiCabuiiia sy,
SR IE A B A 28 AN A I Co BRI IR , JUH I A 28 ARl CobifR s 505 1
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5P ICO BRI A7, T TS TR 225 R 58 — e Copu AR A -3 48l , S PR A
T 265 —Fh CISEIRD) SiCodiiRnT , 25— FipCopu A MR E TRl bR (a0 “Peks”) , (Flan,
RS RE, RS SIS AR |, 25 8 EE—Fh o PRI -2 B o AE— 9005
J7 AR S — M CO BRI i 2 T, ANE TR 58— CINRIR) uCsiia, B2
TP - 5HUAN - TEINY2.2.5.3.3.5.4.4.5.5.5.5.6.6.5. 757 . 52 1 FE N 1]
[0048] {15 — /NSy Z v, BT BB e i O TR B R PUindT , 2 Ja ety i 128
R OR[AD PTCsHiik (linravul izumab, 70864044, 81 10344, 305L05H T4 , SKY59H /4 5k
REGN3918H044) FEATIAST o AE— DN S v MK ZEBR BP0 S — it P B , 4 2Rk B
Pt 2 I a , ANiE 28 A ORI ) Hiesdipk, 21 % /036.45.54.63.72.81.90.99,
108,117, 8k 126 KL &80t 24

[0049]  /F 5 — 305 i, Bk B A e & HravulizumabyByy , SR 6l il ]
— MAF I PTCH AR (B ANRIE R F 5T, T086 P14, 81 10FT4A , 305LOSH LA , SKYSIPTIA LK
REGN3918%044) BEATIRIT o /£ — A /7 SR, HoFhravul i zumab e 55 — Mt O /4,
ravul i zumab [ 2 IS, A~iE T 2 0 CRIFI) Hieshiufk, BE) % /0100.125.150.175,
200.225.250.275.300.325, 375, 5k400 K . &1t 42

[0050]  ‘A4bhukulidr, AR 2] 28— ORI SiCobuiRin sy 2 i, i B ARk IG R 28
— MCHPUAAR B B NS — PP COBUR I IE R % o« R R BOR B AR H AR T 1K R R
(plasmapheresis) okl o 75 53— 506 /7 S8 H , A0 I 58—l ORI ) BCshuik 2 i, i
FHERR SE—FdCs U B (Blan, Huik & Bk R Prhiik, Piravulizumabdifk, $170864
A, 81104014, FT305LOSHUA , HUSKYSOPT AR Bk HITREGN39 185 14A) LATHER 28 —FhriCotiiik
W EE—FhICo BT IITE R .

[0051]  /F 55— A~ 30T 5 &, 1) R 5 e T Fr ik Prespupk sl Pl 45 & 7 B (B an
ALXN1210) , Horbjie R BT a6 1 B i m — MR EER sp o = /D 29 ], /D 240 =
/AR, 2 DN, 2L, B0 20\ JE AR SN S e, A R e B
CoPUARB PR 455 B (BIAnALXNT210) , FHerfite F R T 4a T BB it e — 7P A 2k o
AL

[0052]  fy L5 /7 R AR I AT R 5 0T R AT IGTR Y 2 Ar 34 N kT a6
IGTT Z I LR TSI 8 BR AT RL A 1 o £E — N S T ZE R, 70152 I 5 28 BR AT
P S AN B2 S S i T I AR W s Y TR PR AR 296, ELARE e 2
R Ik o A A SR T ZE R ARSI A ST 5 IR T I AR M T 5 A, CL Y, W35 71/ 5k
B 5152 ¢ BK R ILI R A8 1 o

[0053]  YE 55— 5, AT 96 T7 77 2 e AAERFICH Pk sk Hp i 45 & B R e IS
DUREE AN, AE— S8 7 R, I B O TR s U 45 & BRI IS Sk BE 4R
50.55.60.65.70.75.80.85.90.95.100,105.110.115.120.125.130.135.140.145.150.
155.160.165.170.175.180.185.190.200.205.210.215.220.225.230,240.245.250. 255
260.265.270.280.290.300.305.310.315.320.325.330.335.340.345.350.355.360.365.
370.375.375,380.385.390.3955k400pg/m1 ik 5 =5 . 75— NS0y S0, AT i 7 i Hicot
PREH AU S5 S R B IS 7R BEAERFAE 100pg /m1 5 B i) o A8 5 — NSt Jy 58, Tk i
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T IO HUAR S B 455 v B M7 A R FE B AE 150pg/m1 s B iy o 75— N S0t )7 58
W BT RIS SRR B UG 45 &y B LTS 2k BEAEFRF A 200pg /m1 5 B 5y o AE 5 —
ST S IR T fETCo TR sl LTI 45 & B s Ak S 4R/ 250pe /m sl B
1o AE NNy S, PTG T (P Co PR LTI 5 5y BRI Ak FE A ERE 1R300
peg/ml Bl B = o AE 5 — A ST S TR IES T DO TR B U 4 A B IS AR
AERF/E100pg/m1 5200pg/ml 2 [A]o £F S5— NS00 S, B G 7 (0 HiCo bt R sl L Hili 45
G P BRI AR B AERF £ 201 T5pg/ml .

[0054]  ¥E 53— NSt Js 0, O T RIS A RN BrCs bR AR R = TR ik 2 /D
50pg, 55ug,60ug,65ug, 70ug, 751g,80ug, 85ug,90ug, 95ug, 100pg, 105ug, 110pg, 115ug, 120
ug,125ug,130pg, 135ug,140pug, 145ug, 150pug, 155png,160pug, 165ug,170ng, 1 75ug, 180ug,
185ug, 190ug, 195ug,200ug, 205pug, 210ug, 215ug, 220ug, 225pug, 230ug , 235ug, 240ug , 245
g,250pg, 255ugE 260pg TR R AR ] 182 o A8 7y — > 90t )y ZE P, s hn ik A4k
R HE 2 MK 50ug ~ 250pe HTiAR I A e FH T 18 o A8 3 — NSt Jy 58, st
RUAGERF R 2 T MR 100pug ~ 200pg BRI S A e 1 1 105 o A8 5 — S )y &€
W PO PR AE R = T B F IR 201 Thpg PR T AR i F T A8

[0055] ¥ 55— /NSt /s 2T, O 1 3RA A 38N 3 IuCh TR LA AR ipe /NI B CH MR BE 1) 1
AR 1 8 AN, A — S )5 5D, BiCo R AL R B CoI B 0. 2ug/mL, 0.3
png/mL,0.4pg/mL, 0. 5pg/mLuk L N EAIRGE ] B2 AL S — 57 P, HiChhiik
VAHEREITE ESCOIR )0, 309 420 . bug/mLuk DA N Rt AR e 1] 1 SR 27 o A1 5 — NSt )y €
AR REANIE T IR] , AT R (TG T R B COM FE ARG 7799 % LA b o #5 D) — 5 5 €
AR BANIETT IR, B Va Bl B COIR K 799.5% VA .

[0056]  FfriRfiCEH LA B AT 45 & v B AT LA el AT i 5 )5 e T 1B o A — 5K
Ji S5 5 B AR oA Tk N e

(00571 WTDAGE AT IE & 0 T-BOR A AR R S R a7 5 T B3 AE— 5t ) 58
W N TTPNHAR RS IR AR 2 D — Bl N HINTETT ROR R sl fs 1R 5 TG P
PRIX(E 7 MK DRI XE: g AL be DO RE RS o 71 55— 150t Jy 58 Fh 6 TaHUS (855, iR A 2
D—Rhfe BN HRTESTTROR B Rl R 7 i s R R IR EHE VBT 5
A I/ INRABD AU A PR A L PR 2 AT S DO e b1 (9, ik B )

[0058] 1t b3 —85)itn Jy S b, Firik Gy B AR AMA -

[00591 ¥ 5 —M05jite )y S b, BTk iG sy P A= A0k 1 A A IR O I i AR b s
HOLE B 7K S LR A, IERE A, ZIZE 4R 128 (reticulocyte count) ,PNH
2L (RBC) s fAND- 3R AE 5 — AN aiite Jy 58, 5 BB IOIaT 7 i 3L ZAEL 1R T 5l
MR FRE IR =

[0060] 1t 5 —285 i 5 5, B i 7 7 AR I g MRS AH D I AE P S T 7KK
FEAR NSV A A= Mbn e BN 40« A S B /N BRI 22 (eGFR) 1S TR] PR
(spot urine) : 4 1 JLERET, A SR s AR (BNP) .

[0061] ¥ 53 —05 e 7 S b, BT iG 7 A i A 75 S I A ek o A8 D —A> 50 )7 56
FITRIas 7 P e R Ik 52 70 9% DA _E RIS

[0062]  fF 5 —2E 500 )5 &b, 508 MR FEER R fuia T AL, Tk Fr vk S B M I 1
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(breakthrough hemolysis) [FJIE/D o £5 73— 30T S H , FnikiGdT S BUE IR T HITR] 280k
PEIR LI THER o 45 73— S50 T 26, SIR9T iR 2R S A I = ARLL , Bk sy T S8
B PER IR D -

[0063] {1 L850 7 S, Pk i 7 7 A R A R I 354 (MAVE) [0

[0064] 5l —esjit )y S, iR IadT P A ARSI i [ SRR L, angs F i 5
JGTT DOAE AL (FACIT) 98755 e , SR AR, FIRK I AERF T UG Y 4141, 26T Do (Al - A0
BOEL T IAN M o £E 73— 500 77 BRIy 7 AR AR TS B (1) F AR 2RI b, N2 i g
PEBRIATT THREVEAL (FACIT) 55 Fe 2% , SR AR, FIRK IS SERT ST RITAY T 441, AT B ]
L2030 5 LTSN , W RIS PRI 2 D747

[0065] 5 F— Sty S, WIELR B S5 183K, ik AT AN 30 AE15 it (QoL) ARk,
Nz B MESSRIATY IR (FACIT) -J755 B 3%, SEARRPIT PR I o 75 S5 — N S0 5 56 R
MILLL BN 5183 K, Flr ik A 7 S84 0G Tii (QoL) AOBE I, 4nge s MEpais 16 77 ShaE PR A5
(FACIT) -J5¢55 535, SEANRFT VAL I o 5 55— S0t 07 2, WARER 2 55183 K, FTikindT &
B o A5 55— S5 b AR CR A B 0L T, WIRR B 28 183K, Frik Ay T S 2kt
T LT ER /K MR M =2g/dLe

[0066]  {EdLfShE ST i, FURR I S (LDH) KV T 3B G 7 1 S E (B dn , i@t
FUER I 28 (LDH) 7K Ak A e D 3 BH 2 /D —FhPNHARAE UGS |, BN, 4E—N S0 77
S RSCRR IRTT S ELDHZKSE LR H A o 78 55— S0t 7 6, AR R IR AN T 5 2
JRIT IR ) T LDHZKS PR 2 el 1 /KA sl A0 TE 8 7K DA BRI 10 9% LAY 520 %
DA ($511401105-333TU/L (FEIBR 547 /FF) DA o A8 53— 508 ) S, A AR T 2 00T H]
SEEHILDHACY SR 1 H I o 45 73— AN S50 7 26, AE7R T 4EREIITR], FTia 7 1R B I LDH/K
D95 9% I TR IE 5 I o 75 53— A 3506 77 2, AR 96 7 iR DITR) , BT s 7 i B A 1Y)
LDH/KAF- 22090 % , 85 % 5180 % [P RIS IE H AU I o 7 — A0t 5 S, AT ARy 200, 18
FHLDHZK S = 1E %8RRI L. 542 (LDH=1.5XULN) o 7E 5 —AN32it )y &, ik iars S5k
TEIRIT N D S5 24 RLDHZKSF R IEH AL o 25— S0 07 ZEFR ARSI AIT A TF IR 7 IR T I B
22 JJILDHZK A BFAR 22 1E 5 /KRS DAY 2 2 0 13 7KSF ERRPL FI10% AN ,20% ,30%
40 % 5150 % AN (B4, ££105-33310/L (REF-EEIBR 5LA7) LAN) o £ — S0 75 6, 20T 4R
JEIT Z 00, R IULDH/K 2 = 1B % ERRYL.54% (LDH=1.5X ULN) o fE—N S5 0, flr
WIEFT P ELDHAKAR T 1E 5 BB (ULN) fr26%

[0067] {1 55—Jyihn, Sttt T —FhpuCohiih sk i 45 & i, L& H AT SEQ 1D NO: 12
Ffr o 751 ) B 4% AT AR [X CDR 1T, CDR2FNICDR3EE A4 35 , A M LA SEQ 1D NO: 8Ffr R 4l 425k
AJAZIX[YJCDR1, CDR2AMICDR3ZE Ak, I -T-iti I~ FE AT PNHEk aHUS 1) R 2%

[0068]  (a) 71 it FH J5 110 58 1 K e FH— 2k, f 5k 6 TR B =40 2 <60kg 1 R EH N
2400mg , X 4K =602 <100kg[1) & A2700mg , X 4K 5 =100kg[1) & A3000mg ; /1
(00691 (b) 7r i I E6 15K, DA M Ibe S B8 JaT e 1, 7R < )Tk B =40 % <60kg 1]
B }3000mg , X TR =605 <100kg [y # H3300mg , X T HE = 100kg [ N
3600mg -

[0070] 1 —ANSJE T SR, B E iR oA 2410 AT A2 11 A7 38010  BAE 2N TV
FFPNHAEH 52 2540 AE e A 11 (sufficiently non-immunogenic) o
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[0071] PPt TR &, RO AMALEY, Irk A 5 &b e T AT
AT IR TETT B ORI PIC PR s H PR S5 & B, Bl tkravul izumab, DL M 2575
AL IR A — 0T 2R, il il s e 2

[0072]  (a) —FIHICOHUMRE HPU 45 5 B, L& HAASEQ 1D NO: 127 7 A1) Hi gk
AJAZ[X[FJCDR1, CDR2HICDR3EE #43; , LA K FLATSEQ 1D NO: 8H )7 A1) 4% I AZIX [ CDR1,
CDR2AICDR3&E A4y ; A1

[0073]  (b) FEAS TR 7 i il FHPTCO PR sl -t 45 5 v B i 45

[0074]  fF— AN )y P, R EE =40 % <60k g1 K 25 i ] 2400mg ik 3000mg [FHTCHHTA
s PSS & B o AE 03— S0 7 S, AL =60 2 <100kg 19 B H i H2700mg 5k
3300mg W HTCHHTAE T 455 v Be o A8 55— 3807 5, K 3000mg 5, 3600mg [1)471CH 4T
R 85 B T8 = 100kg 1 AR 2%

[0075] 55 —J5 10, Bt 1R B AMARH DS IE I 28 B R 7 7 o A — A St T 56
BT 5 TR ARG TT B AR TR EERR B a7 (R B A MAAH DS IE A S B2, Foh
T BT R L TR R BR BT 1R T 2 S e e s A il AN R RO A AR A 51 73
Y oA — A0 S Bk 5 E AR IEAE i Hlravulizumabi&yy 19 A #MAKH IS
REMI NS B, Horp pira g7 v A dm b 1l i ravul i zumabR) 78 7 1012 k2 e iy fii T
ASFIRAMAIR I FIIAST o A0 S, Tl AN A A MAR I FIde 3 N4 /Ny 1,
2K, Z W, UK, s i RNABGE A o 75 D3 — A0t 7 28, FiraR AN ml i MAT s S5 40 1
PA N —Fhik 2 i Ak 2y . €1, €2,C3,C4,C5,C6,C7,C8,C9, DN, BIA 1, &/t %, MBL,
MASP-1 ,MASP- 25k BT I AE TG MRy B o AF 03— N 950307 26 VB, P AR O AR R A2 AN
[FIHIPICHPTIR (Bl diravulizumab, 70864144, 8110F 114 , 305LO5H T4, SKY59H 1Ak REGN3918
P .

[0076] A DAARIEASCAT iR T3 EEIG Y 1 s BIME R MAAH SR S 35 H A PR 1= 26 AR P 57
R, PUBEIEDURZE G AL, SRS IR B 48, B Il - P50 v 46105 , AR s R 7 10 1 PR S5 R 2R A R
(aHUS) , BRI PR PR BFFELE A AIE , M A AR TR IR I 2L 25 1 PR (PNH) |, BEEITR Y , Al ph £
TR, I ks s MEp , 2 L, o5t AR  HELLPZESAIE, A R MERR L 2, 1 Aa
I/ N D 2%, B Re M I %8 (Pauci-immune vasculitis) , FRAMEVERIEAE , [
Sa L IMATEIR A , VLA s , JI B e , B I EAE , 1 R/ i
EIE , IS 28, - Wy I B E B 2 (Henoch-Schénlein purpura nephritis) , 2ZulE4l
BERIE ARSI %, 55 28 AR MR 07 2 A7 SN %, s B AW INLAT 78, 35 RO F=
(Takayasu' s disease) , ¥ 5KM UMW , BRI, IR (Kawasaki’ s disease) ,
BRI, SO e PR S TS BT IR K (rotational atherectomy) , 2817 VPN b Ik
SIKIEN IR, ERENLIC T, 1l ge 20 , BRI B A R MR AL 28 B R, DUk IR 25 5
1E, B K (Graves’ disease) , BUFKBIFERE(Y , P /RZZIBERAE , 4 S MR 2 VE SO IBUILAE,
WO A PE AR b, A BE A0 L B /NERE R B HE R, IR AR IR IR % (Hashimoto’ s
thyroiditis) , TRURRIRSN , M , KA, B S o meVh i i o, e AV Mk D1
S, 2S5 AE (Good pasture’ s syndrome) , 78 i (Degos disease) FHUHENE
Bk B455E (catastrophic antiphospholipid syndrome) o 7E—/ N30 7 S8/, flr iR #p
AR B PNHo AF 53— 075 S, TR A MAAH DS i s2aHUs .
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B =15 BR

[0077] e 2 M G Y Jo 256 I PNHAE A I TTTHIALXN1210 - PNH- 30 LIl RIS
TR ERE.

[0078] K22 /RITTHJALXNI210-PNH-301H (B FZ oAb B 1 R E &

[0079] &3¢ /R TTTHAALXN1210-PNH- 30 LG Fic it v KB TR SELRAFAE R T G L1211
rEE.

[0080]  [&|4,2 /R[] 8228 i (co-primary endpoint) [SCBELIREE RIVE .
[0081]  [&|5,E etk BA T MED R, H B RFTfA 205 ¥ i ravulizumab (ALXN1210) Hi#
o TP = S IET RIS & SHE (non-inferiority margin) .

[0082]  [KI6,2 2K H & EATIR B4 I ok 45 SR A 5%

[0083]  [E7IE o AT Dslesh R 2 AU o AT 45 K o

[0084]  [X[8J i siravul i zumab (ALXN1210) A T4 FEER B H01 I 2R fhdef 1 O s
[0085]  [K|9/Z& %t T Fravul izumab (ALXN1210) SR AER BATIATT 11 HE 2 LDH/K S BN [A) 27
B R,

[0086]  [&10/2 0T Hravul izumab (ALXN1210) B4R ZEER EAHTIAT T I HE 25k BILDHIE H Y,
(LDH-N) I [R] &35

[0087] A1 LEAEM ZE8 AR S5 183 K112/ ] it ravuli zumab (ALXN1210) Bl 4825 2k
PSR A LDHIY B T B o L R

[0088] 12 5E AR IR SE A ST RIA F7 A0 4R, 205 o B A R4 - A2 003 0 S AR R IR A
THER, AV @) NS 100 1 B E I E 2 e E R

[0089] V3SR AR IR SE A T RIA 7 A0 AR, 05 o B A )3 - A% 0030 SR ThE
2, AU (0TS W10 RE E LI EIR.

[0090] VB AR PR RN SE M 7S RNIR T 412, A0 e (Rl - A% 309 57 T 3%, 1 i
(B NIEE R =510 11 R E 4 R R R

[0091] 1552 TTTIYIALXN1210-PNH- 30 LIl PRS2 R 25 R M 413K

[0092] 16 /& TTTHJALXN1210-PNH-301Ilf5 ARiaUE i i WY T 5 S R i (TEAE) 119
SIEE

[0093] 17,2 TTTIJALXN1210-PNH- 301 I ARG SE H iR Ty 5 2™ A [ 352 (TESAE) (19471
e 3

[0094]  P[18J& T TTIALXNT210-PNH-30 15 PR3 s IR 4R 11 TR T B 2R R ik
(TEAE) fiI51155

[0095]  [&]19;2 ITTIYIALXN1210-PNH- 30 Lifft 106 Fh BR T 29I IR 5 SR M A e o
[0096] K20 Eravulizumab (ALXN1210) FIHKZER B ET 25420 1127 (PK) IR, o
T EFRZGYRER LI IR (R MERRED) .

[0097] K21 /&ravulizumab (ALXN1210) A ZEER B HTHI 250K 2D 11727 (PK) IR, g R
TSR AR IR R R EOPR)

[0098]  [¥]22 /& ravul izumab (ALXN1210) A& ZEER B ET 255527 (PD) IR, H W oR T
TR W AFAE RIS O, BER TRI -0 i

[0099]  [&]23 /& ravul izumab (ALXN1210) A ZEER B ET 255527 (PD) IR, HW R T
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TER AR OISO T, B IHCoMR T H B 2RIV 135 (£95%CD) 4 LB AR .

[0100] K24 2HEZImIR T ZEALXN1210 alUS 3111 & I R EE

[0101]  E25 82 I TAE 2/ Dad 205 (6) A H N AR ek B fiad 7 I PNHAE S T T L T

HIALXN1210-PNH- 30215 AR 036 A5 v 7 s B, o ) SR e FHER A 2R R B e AN # M

55 o

[0102] K26 RG22 TTTIHALXNT210-PNH- 30211 AR iaE0 Ao B 21 1045 250 R i s & 18, 1

LR MU e N

[0103]  [F272 W s AETTTHIALXN1210- PNH- 3021 AR B 1 B AL E o R

[0104]  [&]287¢ i /A TTTHIALXN1210 - PNH- 30215 AR g i M B A I BR ZRABFIE AN 1 42

R ER.

[0105] K292 /AL TTTHIALXN1210-PNH- 3021 AR I E A 8 O B 2R 5 FFE Y 7

[0106] &30, 3K [ TTTHAALXNT210-PNH- 30215 PR 156 1) 32 SR8 5 R B4 s (1 Gt

IBE A R AIE R

[0107]  [&[31,23% H TTTHHALXN1210-PNH- 30215 PR 156 1) 32 B S R B4 5 (10 G Thast

P N RIS

[0108]  [&]3215 <3k H TTTHIALXNT210-PNH- 30215 AR iUEG 11 3 S22 T I DD &5 R 22 Fhd
P AT R

[0109] B33 2 153k A TTTHYIALXN1 210 - PNH- 302115 R e 1) 22 B2 0 2H (1 D3 &5

RN

[0110] (&34 & /ETTTHIALXN1210-PNH- 302115 AR 156 73 S £ 35 IS R) 10 S 249 LDH K S

AR

[0111] &35 & AETTTIALXN1210-PNH- 30215 AR Hak 21 1E 5 (L I LDHAY SR A 1O 43 bl

IR

[0112] & 3652 Anfili T M e 16 97 DB vE Al (FACIT) - 982 55 B R P Al 1), AE T T 1 Y]

ALXN1210-PNH- 30215 AR50 R B 1 A o i 5 B ERARLE BN [R] -2 A B 7

[0113]  [&I37 & anfl M E B IG TT TOREVEAd (FACTT) - ¥ 55 R Fr 5 i, ZET T T A

ALXN1210-PNH- 302115 PR B M K8 2 ) A= Jo e BN TR] R~ B I s

[0114]  [E38,23K [ TTTHIALXN1210-PNH- 302115 PRI I (A Sl 2 4 1 45 S 41 56

[0115]  [&[39J2 2k F TTTHAALXN1210-PNH- 30216 AR IRES 7477 & 2™ B~ K 554 (TESAE)

IHIFE

[0116] &40,k H ITTIHALXN1210-PNH- 302115 R IRES 15 i ILIATT '8 S AN R S5 (TEAR)

IHIFE .

[0117]  [E415¢ Qi brifEMedDRAT 1) (SMQ) fff7E 11 , 2K FH TITIHIALXN1210- PNH- 3021 R i

B 1) EIFIR E A (URTT) (94155

[0118]  [&]42;23K H TTTHIALXN1210-PNH- 302115 R ialEe RS B SER 76T B 2 R B

(TEAEST) )41 5

[0119]  [&43;23k 3 ITTHJALXN1210-PNH- 3021 PR 1aU56 110 JE A5 25 ik M 45 SR 1 41 55 e

7No
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[0120]  [&]442ALXNI210FHK EBR PR T 250K 8D 177 (PK) IR, HE B R T AR 25 bt
RIS TR

[0121] |45 EALXN 210K ZEBR FRLTI 25582 (PD) IR, LB R T EE R 20175 11
oL N R R34 CHR

[0122] K46, 2ALXN12 LOFMK ARG R R , H BRI EGIATAE B, UL CH ik
J& [ SELRBER TR F-34) (295 % CT) A2 1L

& BRiEIR

[0124]  T.4CoPiAk

[0125]  ASCRATIRIHTCHHTIR S #MAH 43 C5 (BN A C5) &5 FF M HICH 24 i C5aRIChb Fr
B0 Ak AT T8 H I B o5 H A (WA ek a0 |, I 2R B 1)
WBCEE 2B 155

[0126]  RGE “Puik” ik &2/ — MR A PR B g5 7 5 (B0, VH/VLIX 5iFv,
B CDR) 22 MK LR B 4E 2 RE A Hu i B, Frdk o] DU AT, ALk, BUEE
SVERUAR SR RSP AT A AT DLEFab, Fab’ 2, ScFy, SMIP, Affibody®, K4 Ak 45
RS PTAR T IR HTAB T DL AT DA R IR R A : TgG1, 1gG2, 1gG3, TgG4, TgM, TgAl, T1gA2,
IgAsec, IgDFNIGE ATl Ptk v DLE RIRAEAE BT, ] DLE C 28l o 2 1 o TR R
(B, T 2847, Bl U, SRR/ 255 BRI 4B an, o rl A FE— A ek 24>
BCEHTARIIPE BT (B DhaE I 57) (IAZ R AR (55 RIRFEAE I DUTARAEEL) o A0, A2 A&,
HR L HIVE 22 X P, s M Qi B35 R PN K801, 3808 1~ THRE AN/ sl P i) o ge
N F ARIEDTAGE L FE N Tk TR Z A ok, A& 2D — MR BRI 45 S
(75

[0127] &S AEAKIE FHRPTCs BT (ki F R VH/ VLES A3 AT DAGE FHASSTIE 23 K
RS s NI N VR DR N b /N VN S E Ok o 2 R T N K D RS S R IR N T2 /N PN N E
U R NI TIN Y NS

[0128]  {KJEFRHHT (Eculizumab, Wl Soliris®) J&—FRhiiCoHiiAk, 10445 W EATSEQ 1D
NO: 1\ 2137 741 I BEECDR 1, CDR2FIICDR3ZE A3, LA & 43 I LA SEQ 1D NO: 4. 5F16FT 7~
JE A H5244CDR1 , CDR2FTICDR3ZE A bl o AR 2R B BT (0 25 LA SEQ ID NO: 7l /R 2 B T 41 1
FEE AR XM A ASEQ ID NO: 8P 7 2 B - H MR BE T AZ X o K A Bk B e 1) T AR X A
PCT/US1995/005688F132[E L F| 56,355, 245 it AT T ik , ATl 51 T BE N 4K
FEBRFREPTEL S FAASEQ 1D NO: LOFT /R &AL 3 A I EBEAN HATSEQ 1D NO: 11H7Ra TR
A AR o K R R B 1) 5 B TR A AT B AEPCT /US 2007 /006606 HP JEA T T ik , HAB (58
o5 BN

[0129]  JRGIMEPICS BT E (U523 AL SEQ 1D NO: L4FAL LA 7= A1) 1 B 4 RN B 11
ravulizumab, o H PR 454 B BERIAS /K . Ravul i zumab ({55 UL tomiris'™, BNJ44 1 Fl]
ALXN1210) /EPCT/US2015/019225F15EH % F]59,079, 9491 E4T T Hik , HAF ol AL
5T BTN A SRS, RiBravul i zumab, BNJ44 TFIALXN1210 7] DA B #fidi F , {H
PIFE R —Piik - Ravul i zumab e BV E 45 G AFMAE 11 Ch, AR R MABIE o #2 il oy 240
C5afNCEb o X I 1AL R A BT CHaf PR BUM AN I s FLIE BB Bt 2 54 (eytolytic
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pore-forming membrane attack complex,MAC)Chb-91TE, R R EE T N A i FR
TE R 2 S PITEER A A DI MABTE U e F IR 2 (B anc3AIC3b) .

[0130]  frHAth Sty 2 b, FriR btk fu S ravul i zumab) B EECDR M5 CDR K, AT AF [X . 441
A —AN I )T 2, PR PRt 2 AASEQ 1D NO: 12Ff 541 [fravul i zumabf VHIX [1)
CDR1, CDR2FICDR3ZE Fgdek, DA HATSEQ 1D NO: 8FF = [1JF 4 [ ravul i zumab[ ¥ VLIX [KJCDR1,
CDR2FNCDR3EE AT, o 11 J3— A2t 77 ZEvp, AT HUR 25523 B A ATSEQ ID NO: 19, 18F13 M
ST EEEECDRL, CDR2AMICDR3E5 43, DA M43 L FLATSEQ 1D NO: 4, 5HI6 =7 MM H4E
CDR1, CDR2FNCDR3ZE AL I o 71 73— A~ fiti Ty Z v, ik HiiRk 854 B ATSEQ ID NO: 1271
SEQ ID NO: 8/~ LR T A [FJVHAIVLIX

[0131] S A RBIMEDICO PR 5 BIHAGSEQ 1D NO: 2011 1 s 41 it B Bl AN
BEMBNT 42 L0, sk LR 455 BOM AR (& . BNJ 421 (AR HALXN1211) /EPCT/US2015/
019225F1ZEE % F]+59,079,949Fh A T T ik , HE S el AR Bl 5 | e If N

[0132]  7F HoAth S /7 S8 b, AT Po A (0 27BN 42 1 [ B BECDR AR HECDR L FT AR [X o A, 7
— AN R TR B AR A BAGSEQ 1D NO: 127 41 BN J421 i VHIX [JCDR1 , CDR2
FICDR3ZE M35, DA H A5 SEQ ID NO: 81FFHIIBNI421 [ VLIX [tJCDR1 , CDR2FIICDR3EE K .
TE ST Z i, AT HUAR B 2743 I AATSEQ 1D NO:19. 18137411 i CDR1,
CDR2FNCDR3ZE M, , DL K245 B LA SEQ 1D NO: 4, 5516 7% /741 (5455 CDR 1, CDR2 FICDR3 45
oo

[0133]  CDRAH DL A CARSEA I 5 B AT T AN 8 S o A — 256 5 5 vh, B el T
] AR X I CDRERAHE ZE X 3k 7 B ] P2 dnKabat®: [ (1991) “Sequences of Proteins of
Immunological Interest.”NIH Publication No.91-3242,U.S.Department of Health
and Human Services,Bethesda,MD] T iE X1« LEIXAEIIEG AL T, CORA] 4 #5 4 “Kabat CDR”
(44, “Kabat LCDR2” Bk “Kabat HCDR1”) o fE—E5JitE S, 2 /58 nl % 7] AZ X [ CDRY
7 E AT DL WiChothia®s (1989) Nature 342:877-883 & X 11« A, ixX B8 X Ja 1] AR Ny
“Chothia CDR” (ffln, “Chothia LCDR2” &k “Chothia HCDR3”) . /E—LE5jiE 5 2, 5255 1
Frlk [ AR [X [HICDRIM 7 B AT PAE WiKabat -Chothiadl & & S E X1 » 753k B 50 7
XS r] DA RO “4H A fKabat -Chothia CDR” oFE L4 [ (1996) Mol Tmmunol 33(17/
18) :1389-14011 7~ T #iFfEKabat fliChothiaiE X [FJCDRIA B K E .

[0134]  YE 45— a0y S, Ik et 543 3 FLAASEQ ID NO: 12F1SEQ ID NO: 8K
SRR T AN VHAIVLIX o 75 I — A 30007 56, Iri e 5 4ISEQ 1D NO: 13F Ry Hg
THE X AL T — A7 S, TR Hiik fu 5 SEQ 1D NO: 14F 7RI HEEE 2 JIRMISEQ ID NO:
VI FTRIERSE LK AL S — A 3005 b, Frid ik 5 5 A8 A= JLF e 244 (FeRn) 455711
R NFelE g X, H 28 & AFe CH3JEE X AEXS R T-4% 1 LAEUZRAS K9k A 1gG Feld
TE DX I HR 2 R A 28 MR AT e A 341V R FEAL £ 5 Me t -429 - LeuATlAsn - 435 - Ser FU.

[0135]  {E 5 —Aaut )y &b, Bk ik 2:SEQ ID NO:19. 18F13HT-~[ICDR1, CDR2AH
CDR3EE 741, LA MSEQ 1D NO: 4516 7xJCDR1, CDR2FICDR3ARE - 41], DA K 585 N A=
JLFeSZ2 44 (FeRn) [AE PR AFC HE X, HFR BT AR A\ Fe  CH3TEE X A4 I T4 FH PAEUS5
HIRIE NG Feli @ X [ i 2 iR 428 FNR A Wi fic 434 7k FEAL 0 B Me t - 429 - LeuFlIAsn -
435-434Ser Bt
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[0136] {15 — S Ty &b, A SCHTIR I HTCo PRt 2 B HECDR L, FriR B BECDR 1A 55 DA
NSRS A DA T SR A1) ZH B : GHIFSNYWIQ (SEQ 1D NO:19) o £F Si—/ St Jy %
W AT IR e HLiA £ 25 B BECDR2,, BTl EEECDR2 U 5 A N 2 SR F A sl i DA T 2 2
FR - 5141 : ETLPGSGHTEYTENFKD (SEQ 1D NO:18) .

[0137] 5 — S0y b, At fuiifEpd 7. 4M125°C &5 A\ Ch, SEMIRE 4 (K) 1&
0. InM<<K, < InMFJJEFE N o 75 53— A 3005 S8, ATl Hufi/ep 6. 0F125°C 455 N Ch,K, =
10nMo 75 X —N S0 77 26, Ik HipRI [ (FEpH 6. 0125 C Rk Pik sk H Pt g5 & B Bont
TAC5IYK,) / ({EpH 7.474125 C R PRk i 856 BB 1 ACBIHK) K125,

[0138] 5 RfIPEHTCO A E RE L H58, 241, 628H18, 883, 158 IR 17086 H114
AT T, DU 7086 5T AR T HECDRAIELSHCDR kAT AR [X (2 )L 36 [E & F)=5 8,
241,6287118,883,158) o 7L 55— ShtE 5 K, Frid ik sk Ehu R 456 B s o i LA
SEQ ID NO:21.22H123F ~F 4 Ei5%ECDR1 , CDR2HMICDR3ES Ak , DL K 43 W A5 SEQ 1D NO:
2425126 Ffr 7 - A1 4% CDR 1, CDR2FNICDR3 5 Mg 3 o 7 S — /N S0t 5 %P, Firk pufdksl =
P E A B S HATSEQ 1D NO: 27HR T AN T086 H TR VHIX A HATSEQ 1D NO: 28
RFFAIIT086HTAARIVLIX

[0139] 5 — A RBIMEPICohT A AR 2 L 58, 241, 62818, 883, 158 It ik [1)8110
PR AE— AT ZH 2P AR5 81 LT AR B B CDR AR A CDR kM AR [X o £1 Jj—A~3K
i 7 2 Bk PR sk U gs & A B 24 L EAASEQ 1D NO:29. 30131 7w 3 4 1) H
BECDR1, CDR2HMICDR3ZE A8, LA K 53 5l A AT SEQ TD NO: 32 33F134 377 41 154 5ECDR T,
CDR2FICDR33 o 71 I3 — A0t 7 S vh, Fridpo it 5 HATSEQ 1D NO: 3577411811091
PRIOVHEX R ELATSEQ 1D NO: 36F7 77411181 LOFTAR I VLIX

[0140] 53— AN RPFIMEHICHHT A EUS2016/0176954A 1 iR 1 305L05H A « 72—~ 20 )5
b HUAREL 2 305L05H T 1Y B S CDRFITFAEECDR K, M AR [X o AE T — A3 )7 v, ik Pk
s PR 4 5 A B A B 'SEQ 1D NO: 373813975 )7 41| [f) Hi%5%CDR1 , CDR2HICDR3
SERI, DAy B A SEQ 1D NO: 4041 FI42F 7= 741 15 CDR T, CDR2FICDR3 L, #3a] o 7
P —ANSE )T S TR BUAR A L SEQ 1D NO: 43[R 741 1305L05H TR I VHC R EL A
SEQ ID NO:44F R4 305L05HTIAIIVLIX

[0141] ARt CsHik /& frFukuzawa T.,%5 Rep.20174F4 H24H ;7 (1) : 1080)
TR SKYSIH A o« £E— S0 J5 S 12 DU B 25 SKY 594 T4 1) B £ CDR A2 5 CDR 1k 1] A7
X o A Dy — 30 7 R Tk PR sk U g5 & A B & 05 SEQ 1D NO: 4511 BB A A
A:SEQ 1D NO: 46[17% «

[0142] 55— A RPBIPEPICEHTIAREUS20170355757 AR REGN391 8% 04k (R Ky
HAH12166PP) o f£— 3007 R, AT BT fl &5 25 A7 SEQ 1D NO: 471 H il i AR XFIE A1
SEQ ID NO: 48145k | AZ[X o £1 75—ty v, I Sk 85 347 SEQ 1D NO: 491y H
BEFTAFGSEQ 1D NO: 5014k,

[0143] 15— Aty &, Brik Ptk 5 FaRhuik (BIaKF 2k .40, ravulizumab, 7086
Pk, 81104144, 305L054 114, SKYSIFTIARBKREGN3I18FiA) e et &, M/ k455 5 Rkt
ARIFINCS F AT o A5 55— ST S, Frid ik A 5 Rk Hiik /D 2790 % R A [X %
SR A [F—VE (an, 2=/0£990% ,91 % ,92% ,93% ,94% ,95% ,96 % , 97 % , 98 % 5§99 %
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AJARX A —VE) .

[0144] BT 5 28, AT I HTCHH TR P LA 3 55 AT AE ) LFe &2 A& (FeRn) 255
R R A FefE 8 X, Hog A AR AR TEE X I RIR A F B e IX RSB M1 4ol
AT AR AP B2 XJ5 A AT iR RIR A F e lEE X, FelE g XAl a8 — el A~ (o,
A ZA U A, A, T E N E ) SRR U Ik U DA e 274
FelEEIX W 1gGHiiA/EpH 6.0 5FcRnfW&5 G2 A7, RN EReAH G A T A oHERsME o it
PRIIFCEE X I — e 2 BOZ S 389 DIEpH 6. OF B E X XS FeRn2 A1 T (Rl 4ERF
AHEAE R IR 175 A ARG 2 BRI, FHE Eo il 1 TAESIh & DL anpCT/
US2015/019225M1ZEH % F] 59,079,949, H& A AT N 2l 51 AT AR .
[0145]  BEGRFTIKE 5 E XN FeRn 1) 45 G 25 A1 I RGOS AU 2 A0, O F A5 414
(1) Dall’ AcquaZs, (2006) J Biol Chem 281:23514-23524 R [M252Y /S254T/T256E
= el (2) fEHinton%:, (2004) J Biol Chem 279:6213-6216LL MHinton%, (2006) J
Immunol 176:346-356 1R [IM428LEET250Q/M428LENA 5 (3) AEPetkova®, (2006) Int
Immunol 18(12) :1759-69HhHiRIINA34AEKT307 /E380A/NA3AARAR . Ty NI ENAR A : P2571/
Q311T,P2571/N434H, }D376V/NA34HAE A dnDat ta-Mannan:, (2007) J Biol Chem 282 (3) :
1709- 1717717 T, AT N S 5 DA ST AR .

[0146] LBy 2, A AE E X AEEU R BE R TR AL 255 A0 HAT 4 2 TR T HUAR o 71— L8
SHE S5 ST, AR E (X AFEUS R R 7 L 30940 B R AT I B, 7 — B St 7 28,
A A RE X A AEEUS AR TR 3L 31 2400 S e S R OB o A — 28 5056 7 2 v, AR A g [X
FEEUS SR PR L 38640 B A B .

[0147]  /E—B6500E 75 S, BT AR R F o @ XARS - HoR IR T AR TEE X, B 5 A
304 (BN, A EE29.28.27.26.25.24.23.22.21.20.19.18.17.16.15.14.13. 12,11,
10.9.8.7.6.5.4.38k21™) YLV, FlR N\ Bt ok o A — 28 500 75 S, AR fRFefE e X &
Er—A ek 210 EM252Y, S254T, T256E ,N434S ,M428L, V2591 , T250 T FIV308F 1) 2 JE iR HUA
LE—EE 5005 S, AR R N FefERE XA 35 %% H LAEUS 5 1142802 1 FRAR 2 FR A4 340 I R A
Pt o AE — L85 7y e, A PRF o1 E XA 25 W 95 % F) 58 088, 376 TR [1428L/ 434S M
AR

[0148]  /F—BE50jE 5 Srh, T HUR I AR, X Se S8R RS A v B AT MR IR A FelE e
DXL B R 25 o AN, 4 FE T gG2/ A A Fe MV TN, 4281/ 434S BUBUAR AT 6 B 1429111435 , U]
{EBNJ441 (ravulizumab) U Z I AL L H59,079,949 CLATF A a5 FH AR 44
FENATO AR [rMA29L FIN4 35S A A Hh—

[0149] 1 —BE570E 7 S HH AN T RER A F B E X, R E IX A 2 R 1 237 . 238
239.248.250.252.254.255.256.257.258.265.270.286.289.297.298.303.305.307.308.
309.311.312.314.315.317.325.332.334.360.376.380.382.384.385.386.387.389.424
428.433,43455436 (EU%i ) A6 5 IR o /E— 2506 7 S8 v, TR EURE B N4 - 722374
PR 2l B U H 2R 5 75 238457 PN 2 R FIUA R U 5 A1 2390 i 2l BR IBU 22 S 5 7124847 5
SRR AR 5 /22500 N 2R, KN EIR, oo 2R, M= , e il , 22208 , 491
SR, TSR B I 2 PR I I U 5 A 25205 R N 2R , €8 Sl R i I el FR BV R A 20 PR 5 £
2540 I3 BRHUR 22 208 5 702550 2 2 B HURORS &R 5 75256 (3 KRR , 7 2R ok A 2 e
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HEHUR IR ZR s 7E25 TR N &R, H R, o &R, Se iR, s , KAWL , 2 5%,
IR A A TR R 202 5 71258 (7 H 2 FRHUR A 2R 5 7126517 P9 S R BV R AR 5 1
270157 RPN S R BRI 5 71 286407 PN S Rl 7 S R AR R A I 5 71 28937 4H 2 R HIUAR
TG 5 1E 29T PN S BR UK A e 5 A2 2987 H 2 FR IR 22 24 1R 5 713030 PN 2 FR U 43
AR 5 730507 N Z FREUR AR ; 70307 N &R , KA Z R, KNSR, H R, HER, 7
SRR, IR, SRR, R, RABEIL , IR, A el R iR, 22 %R, 4R,
0 SR s TR R0 202 5 7308 A N R , RN ZR , v &R , o2 lie , &R, i
R, A 2 e ol I 2 B A R 5 AE 309/ N 2R , KSR, 2R , MU , R R U
S TR AT 2R 5 73 1L PN R , 2H S PR el ot R B A 2 B 5 703 12467 P S R el A 2
PR R R A 2R 5 A1 314467 2 R RS S TR BT 2 5 71 3 1545, PR 2 R e 2H S R IR &
P 5 703177 PN S FR B 2R 5 71 32507 H 2 BRI R A Wil 5 78 332 7 4 s IR AR /- 58
AR 5 7833440 58 R A 2R 5 7136037 ZH 2 R IO 2l 5 72376/ PN 2 R R
12 5 713801 P 2 BRI A U 5 A1 382457 P Sl R I A 2R 5 1 384437 PN 2 R IR &t i
B 22 58 IR 5 AF 38507 KA 2 R Bl A 2 R IR T 2R 5 7 386 1 i 2 R A A e Bl 5 738747
A AR 202 5 7138907 PN 2 B e 22 S R U R A i 5 742447 PN s TR IR 22 208 5 1
428N N , KRR, AN ER, H &R, AR, 7 &R, iR, =R, R,
IR , 72 e , 2258 , T3l , AR , (0 2 IR sl s 2 R BB R A 2 5 7E 4330 38 2R
HAREH 2R ; 74340 N 2R , RN 2R , 4H 2R , 22 5408 , 10 2 IR kI e FR IO A Wt fie 5 A
436 2 2 RIBI 2 IR ECOR N 2R , YIVAEUZ 5 o

[0150]  fF 20505 /7 S, T Ak I i Sl Pt Co iR fu i 0 5 SEQ 1D NO: 14
Fr i 1 S 5L R 7 41 1 B 20 KRN/ B0 25 SEQ ID NO -« TR IR O SRR - A Rk 22
JIK o 855, A8 2050 5 S, T AR T A HiCo TR & & A SEQ 1D NO: 20 ik
M SR e M1 O B 22 KRN/ 5l 5 A SEQ 1D NO -« 11 i i S LR e 41 B 22 I

[0151]  fr— NSy 2, BTl B EpH 7.45125°C LKL, oM, AR FREAA ) DLE /D
0.1, =/0.15,0.175,0.2,0.25,0.275,0.3,0.325,0.35,0.375,0.4,0.425,0.45,
0.475,0.5,0.525,0.55,0.575,0.6,0.625,0.65,0.675,0.7,0.725,0.75,0.775,0.8,
0.825,0.85,0.875,0.9,0.925,0.95,50.975) nMJ 5 AR RS H £ (K) 4575 C5 o 7 —LE 57
T S, I piCshu ksl i 455 B AR T 1 (BI04~ K 10.9,0.8,0.7,0.6,0.5,
0.4,0.3,5%0.2)nM.

[0152]  fF HAh ST 5, [ (FEpH6 . O7ECHTiA BT /A CBIMK,) / (FEpH 7.4,25°C, itk
FRFCSIIK ) T T-21 (i, Kk T-22,23,24, 25, 26,27, 28,29,30,35,40,45,50,55,60, 65,
70,75,80,85,90,95,100,110,120,130,140,150,160,170,180,190,200,210,220,230,
240,250,260,270,280,290,300,350,400,450,500,600,700,800,900,1000,1500,2000,
2500, 3000, 3500,4000,4500,5000,5500,6000,6500,7000,7500, 258000) .

[0153]  FfE Bt e A3 45 S 8 DTN/ BTN 28 TR S AN DR 5 TR A AR & L
(1o 5040, T DA T 22 FBOARSRAS A/ 5l Fe bk S5 288 A iUt 45, i BOR R 4, (5
AR 2R B, BE R R, AR A -3k (SPR) J5 7k (B4, BIAcore &%t ; Pharmacia
Biosensor AB,Uppsala,SwedenflIPiscataway,N.J.) , akERHC G0 2o [R5 (ELISA) o2,
%40, Benny K.C.Lo (2004) “Antibody Engineering:Methods and Protocols,”Humana
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Press (ISBN:1588290921) ; Johne®, (1993) J Tmmunol Meth160:191-198; Jonsson%,
(1993) Ann Biol C1in51:19-26;VL K Jonsson: (1991) Biotechniques11:620-627. b4,
LE TAESIR A TR S A0 (lan, A s mngs & 20 1757

[0154] AR HIARGE “k,” S TR SHUR S & s 20 20 RIE “k 7 2 FEH TRt
PR/ HU A S A S R 2 58 DA RORAE “K )7 S 3B PR - B AR B/ 1~ 1l e 2
o NB) Tl R BN L R HE S R B 20 K =k ko DX IINE e 71 25 'C 537
C P (B0 T AESHE) o BN, P DALEPH 8.0.7.4.7.0.6.5516.0, i FHFIFcHlizk i E4E
BIAcore 3000{%#s I 1M %5 28 -39k (SPR) [l EHUANIE 5 A CoLE A PRI 5h 1)

o

[0155]  fF—/NS s S, PuCopuik sl Hpt i 45 5 v BRI Co s 1 (BN A CBER ) 1Y
Coa 1/ sk CobIE M Fr B r A= a1 o 1l s RRIH T/ T, oAl a1 ancoalffie 2 /5 FH AT
1R R IETCEb- IR B B A (MAC) (74

[0156]  ffiE A ST R FFIARE AE B 15 A CO R 7 T2 AU L R o 4P MR
1355 C5 AT ARG S il A/ MATR 4 IS R AR 7T o (AR FR A BAMA I A I R RE 111
DORF A FRAR AT DA A& R 5 3R, (91t 5 A T e, 491 anaifi i Kaba t 71
Mayer (4i#5) , “Experimental Immunochemistry,2nd Edition,” 135-240,Springfield,
IL,CC Thomas (1961) ,135-139 JTHFHR KPS LINAE , Bz IE IR B RAS AL, (51401, X921 41 i
VL0752, ATEHi L Imen’ , (200N Engl ] Ned 350 (6) :552 . s BE LML A
S5 I CH 2L i CoaMICEbIE 2 7 ik 2 AR UH 2 I, I ArEvans S, (1995) Mol
Immunol 32(16) : 1183-95H AT 1 iR 5140, FT VAL 15k ASGUIE 23 K T3 32 ke it Ay v
CHaMICEbI IR FE A/ Bl A RIS 14 o 6 1-Chb, R LU A e sl an A e 1 AT P C5b-9
(IIAE ot AT DAfSlE TSI 8 R H A o (i P 2o sl At S5 2SR IE , 7] DA e e
AT A AIMAC R 53 CO IR 12 24551 o

[0157] G 2F HORFI AEASFR T-ELTSA, A] -5 Co A/ sl Fo o0 24y &5 AR, DA
E HICOHUAR B L B &5 & BAm I CoFe L N A i 1 IR e T o A — B8 5t )y 56
MR Chalf =4 o fF—EE 5 5 20 , il FHCEb - 93 3 v 5 e M RS M 2R MR TE K o
[0158] & M MlE AT AT HChhUiAR sk Bt 45 & v BOW # MAHGE rAm G 4 T
TEPCHTUA S HH U 455 B E AR AN 16 A TR N 28 A MAGR A2 S 1A TR 52
4R, K E0 w5 A TR 1L 2R 258 ~F 2L 4 sl oS 20 i e b PR S S 21 4 i /SR 4 i - 288
LA 100 9% SRS [ TAE A AR ANEIFI RGO N &2 A r 5880, K 28R 1 o LU R AL o A —
BE ity e, il A TgMBTAR, (91, 4n7E Wieslab® 22 B g 12 kMA K I & (Classical
Pathway Complement Kit, Wieslab®COMPL CP310,Euro-Diagnostica,Sweden) FR1iE FH1],
WS 2 MAMAETR - 81 5 2, R A TMPUATAEAE N K88 s Shuesbipkal K 4
E B E W R S SR IBETCEb - 9B U TN S e i, e i S K N
D EEWR GRS, SRl ™ A= [ CEb - O &t o VE N I, AEANFEAE BICOHUR sl Pt 455 v B
AL N e B DI T o 78— 20 58 5 S, i i A2 TIC5 22 I 41 I Coik Fea i 175
[01591 5 T #EHICODUAB U4 &5 v BN 55 2 SRR R 52 ], P LKA
B0 S sl SRt i TSR A o AF — 28 55 5 S, 7 XA o FHCS 2 IR 21 1 C5
SR PE LTS o 1 1 TA DN 100 % B3 SE A T AE AN AR G OL N & A I SRR R 34 1 4y
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Lo 1B o AE— 28506 Ty b, IR 2 W00 1, 9140, e Wieslab®55 [ 14 728 A I 71 2 (
Wieslab® Al ternative Pathway Complement Kit, Wieslab® COMPL AP330,Euro-
Diagnostica,Sweden) I 1, BIE 557 4 MAR R BT 5 2, AENRZAEIAEAE B, B0
MG Shicoprik Hpu 456 F B—ER 8 . T R S S5 EECh1Cob- 9P TRt
JECHEZ b AT M IR N I 2 ek B iy = AR R Cob - 9 B o /N I AE AN AEPICH
PRk R gs & A B O B i E IAs .

[0160] {1 —BE57jE 7 S v, i FHICH50e ol 2 SE & CHYE P ok AT i - CH50eq il i 52— 1]
T I AR R MATE PR 5 1 o 12 e — AP I E , LA TR B 21 4
NAE R 2 AR AR IS 711, O 22 PR (R U L7 A T 4250 % SR AT 75 11 &
(CH50) o & 1M1 T 43 Bb AT DA an s FH A3 G T E - CHE Oeq i E B L T —Fh R MA R
P (TCC) JE i IA) &, PR A TCCAS & BB BTl iR . 1 DA T

[0161]  ZM5E S AR, I HLl i AR SRR 61 5 2, 0 T Hah 2 MM
BAE AR RIS ARS, (Fan, S LSRR S22 Prik S 2L an e ot
ME AL PA I P2 ZETCC . 32 T 2R Rs A I AR T~ sk aalf) (Ban, S5 TCCr)— ik,
A S5 G TPTR) R AN E FLH o Tl AR HR AR IR TCC S B B il FLER TR PR e
EPURSE G Yelaz AL, TR LA R DA, 20 0 T A bRl , HLR )
SEETITCC . ATASIIIIARIC P] LU B AN CPRiC s bR » e 45 SR PARE 22 FHCH5 0 FR v Y i
(CH50 U Eq/mL) /<o

[0162] St HEPik (S HUR S G B AU RS BE /R FE AR HIAHEL , A2
VAL Bk CHE O e q il i, J05] , A1 4yl M R AMATE M , fu 3 AR AMA TG I 2 /D5
Wln%E06,7,8,9,10,15,20,25,30,35,40,45,50,55, 5%60) % 1) N P& AR I 52 5
R EFEIEIZ 40 (lan, %=-045,50,55,60,65,70,75,80,85,90, 595, B HEK) % 145
TETE M o AE— B0 S5 S ARSI I HICH P AARNT T A B F 4 I CDR (FPSEQ ID NO:
1-6) A& — ek 2SR U, (H PR B PAIL N 2E 5 CH50eq Il 2 H 22 /30 (f3ildn, #2731 .
32.33.34.35.36.37.38.39.40.41.42.43.44.45.46.47.48.49.50.55.60.65.70.75.80.
85.901595) % FIHK 4 BRI HUI R MAS IS 14

[0163]  ASCATRRyHICsHUMAAE A B I ], Hoh &b 20 (ldn, &=/021, 22,23,
24,25,26,27,28,29,30,31,32,33,34,35,36,37,38,39,40,41,42,43,44,45,46 47,48,
49,50,51,52,53,54,1%55) Ko fE 53— I8 )5 S H , AR I iCopi iR A Fh AT I07H
P, oM DA0K AL T — I T7 S, ASCTR B PtCs e A BT I
W1, HORZI43 K AR I — AT Ze AR I HTCH P AL A A EAT s -3, ok
39-48K o M BT AR LI -2 F R 7 T @ AR L R o £ — S50 5 5 v, 49l , e
AR I Co PR B = Bl 45 BORA s = ], HEAR PRk s i s K =
20 (P, Z=/130,35,40,45,50,55,60,65,70,75,80,85,90,95,100,125,150,175,200,
250,300,400,500) % , 5140, Qe TAESBIFR ATk i — i NSV 28 2 (5140, Coike [ /NOD/
scid/NREchFeRnfE PR/ INFRUBA 2 40) Rl )

[0164]  fr— STty 2, BTk otk S AR Pk se S &, Fl/ sk g5 & AR A St
PARIFICE IR o« T PRk BE 2 B TR RS “G5 S AR R0 S R UAR S &, Wil
1 25 58 7 R FIT AR E 1 S FEFR ER SE AR X B o AT BT Hoidog 745 255 “AHIA]
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(RC5_E SRR B AR BN A T 5, I AnER A - o3 R APt Dok e
FII AR X 26008 , LA K S/ s #e ot (HDX-MS) o HAth M U pA S IRt v B 4
FE PR Rk, B T 5 e 4 N s BRI IE B IR T S 2 e O, il
BN R LA AT IR 7R o D38, AT LARE T 3R S I T 320 15 5 1k o X B85 AR
THIES BRI P IAH F510 R AR F s JIRSCE Hh S Ay B R e R IR IR 8 7 P B AR AT (A VH
AIVLEAHRICDRL 2403 7 A1 e SARIRI R R 67 2 15 o

[0165]  “55 5 — ik se 4 LASE SRR BTG 18 Gaor sl st 4) il I —Fhbiik S5 e
PREGE BT IR ACE I T A S5 SR, B, — B i A3 LUSAE TR R - i)
S — PR SRR S5 5, AT LU P O R 55 4 S0 A E o A8 2o 5t )y b, Uik 5 55
— PHUARTE A S S EAR , AR D — PR S AR 0 10%,20% ,30% ,40% ,50%
60% ,70% ,80% ,90 % 55100 % 1) &5 1 o Pl sk T A /K- RN AL, BRI A2 “X 14
PUA” B, e SRR B IR TUAR) S PR G SARRI R, SR LA sl AR s
(B4, aradad 2= (A A7 FHUESE)

[0166]  ARSCRTIR 15 ik FR A A ST iR I BCo HipR sl b 455 BT DA T2 Fil
ARG NI BOR T 2B o B 5 T RT DAl ik ARSI AR B1AK I 2 MR SR AT - fai T
5, W S A e A Rl S Sk 3 AT R PO S s A ik A=k (S0,
Kohler&Milstein.Eur.J.Immunol.6:511-519(1976)) . sk A=AV £5 108 5 7 (045 H 2 Ik e
EL/RNi s (Epstein Barr Virus) , etk [N sl S5 s A0 , BRI A R At 5 72 o
ek H B KA A sefE , U™ A P B i d R e AR A A, I HLRT A
W 2 BB SRAE = R I 2R 4 = AR 0 B se PR DU 722, BAE T S NS A8 1)
Rk, T PAE i Hus e Science 246:1275-1281 (1989) HIREIA 11— % 77 2l 1 A
BN T2 DNASE e K 43 B iy L v AT sl L 455 BePIDNA 741

[0167]  II.4HEW

[0168] 34N, ASCHRAE T S HiCs iR sl L HU 4 & A B A S o A —> S0 )T 56
TR H E WS DO PR, AT PiCohTAR 2 HATSEQ 1D NO: 1217y 4l I EE ik AT AZ X Y
CDR1, CDR2FICDR3LE#3d;; DL K FLATSEQ D NO: 871 Jy A1l 4k AT A2 [X [ CDR1, CDR2F1
CDR3EE M- 71 53—t J7 S P, JiCh PR B 570 I FLAT SEQ 1D NO: L4 LT/~ FF A1 1Y
SRR o AF S — DS T S, DiCh PR 553 I H A SEQ 1D NO: 20F11 LT/ 41
SR)EER VRISt

[01691  RTLURE2H S Wl il sl 25 Wi, B0 an , P 1m0 52 608 e FH LAV T s T #MARH G
JPIIE , BIANPNHEK aHUS o iR 25040 5 P o B0 2 271 TS I AR o A A SR (5 I
“Uo b TR AR SRR T A AE AR AR A AR AR AR, 20 O BT, (A, BT A
PO, SRS R A 20 A T LA & 2527 b T Resz W3k, U anig i pkc R 5k
TRk ER Wi, B S, 2 e A/ alsk BEA 9 71 o

[0170] Pk 20590 ] LIARSE SR 5 R - 259 72 A NI BOR, BAE Bl @Gennaro
(2000) “Remington:The Science and Practice of Pharmacy,” 2620fix,Lippincott,
Williams&Wilkins (ISBN:0683306472) ;Ansel®s, (1999) “Pharmaceutical Dosage Forms
and Drug Delivery Systems,” Z87fx,Lippincott Williams&Wilkins Publishers (ISBN:
0683305727) ; LA M Kibbe (2000) “Handbook of Pharmaceutical Excipients American
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Pharmaceutical Association,” Z53fk (ISBN:091733096X) HiAG gk Hbik o fF—LC 5 /5
S AT LR 2H S B a2 i B HLafi 452 -8°C (151404 °C) i A 12 YA TR - /£ —
BE S5 7y ZE R, A ARCHI— P S PAE AR T-0°C (B 4-20°C 5k -80°C) [ i o £
ST, BT S PR AR D AE2 228 C (N4 °C) A-f 2k 24 (lan, 14~ H, 24 H,
3L AN HLBAN T, 6 L, TN L 8AN L9 1,104 L 1A L 14E 1/ AR k2 4F) S,
1E—E8 50 )7 S, AR A S 01 2-8°C (Biln4 °C) A it 7 2 /D 14

[0171]  Frk 25 ST Vg 2 e 2 Brd JE = B A0 A, - [l pAoRn [l 45 28 , 451
QR TA TR (B0 AT S AT AT R IR0, 0 BRI =i, 4790, AL, A 70, s AR AR
o PELERITE 2R o B T TR i A AR T N 0N, &5 & A5 T4 Sl Jmiis
R ST DL AT S sl il s i e IR, AT ARG AR 20 S LA 1
MBS (B Bk N, BT, BRI N sl LN 7 59D e T o A SR 458 1R “11a '8 Ah e 1]
(parenteral administration)”, “fzE4MNiEH] (administered parenterally)” FlH A1k
b S R R ESE TR ER I N A RS T A SN Bt D X, i il 7 O, O H A AR EAN PR
TRRIK, S PN HR PN T JULPN  BOIKEN B , BN TE RN, BEPN L TP IR, 825
BB ARECN N N BRI N AN BN, PN PN, S5SNIk PR
RN K TRA

(0172 fE—ANSs S %A S T IIALXNL210 (AR hUTtomiris™, $ifk
BNJ4415kravul izumab) o fF— >S5 /7 SEH, PR i 3 552 — PR, i W] 2 B W ity
1, JCBR I IR TR, P RRIK PN 6 T o 75 53— NS5ty 6 vh, R B 7 o 2576975 300mg
LS FIALXN1210, 3% Dy 10mg/mL , pH{ELNT . 00 48 S5 — 577 S, 75T FHALXNT 21075 2
MR 22 bmg/mL I 2R BT o A5 Dy — AN 07 S, RFmL ik 08 B8 1 ALRB0 (0. 2m1) (MK
) A EN (8. 7Tml) |, BEFEE —4M (1.78ml) , BiIR — &5 (0. 46ml) FH7E 5 /K.

01731  II1.J6f7 ik

[0174]  ASCEEEE T -R97 AR B PNHEkaHUS A 7 , B3 4E TR R e T i Cafik
s PR S5 G Fr B, B R BCo bR sl Lt 45 65 v BotR AR (Il AT 7 5 (B, A
FEE 77 S ATAR SRR 2 145 25 TR] 59) T ] G T i D) -

[0175] QAR FHI) , RGE “U5 57 A G5B B ml Bl 1, OF BogF i AR e i
IBIT R B,

[0176] QAT AE PR AR “HERE” AR B AT B0, O Fog FRim ks rh i
RTINS B B o AR e ity S vh, DS 2 PR 25 MLk S6 T sk kS8R 7 B2
DAFs il A g 1k el P R B

[0177] QAT FI , Rl “S2 a3 R ol R R AR (ldn, HA MG
SR A, (51 A0PNHEKaHUS) .

[0178]  fF— NS0 7 S H , *MAAH IS Sk P & 44 TR] 1 I 21085 19 IR (PNH)  PNHE—Fif
R NP i WA R I A E (Brodsky RA. ,Blood.2015;126:2459-65) o ffriRyE
PIUE T 3R1F TAEPTGASE IR k41 i 522 iy i I T 40 e i se [ 9 3 (Brodsky RA.,
Blood.2014;124:2804-1) - &5, PNHIf 20k > HHELRE R RN (GPD) SiE & A, Hk =
JEEE5 5 A & 1 CD55MICDS9 o £EANFAAECDBS [ O B, fMACER [ €343 24 W 11 41
o B 2T b R ORI N, 1 3% C 543 B CHa b o S AN SZ 45 il 1) X AR MA BTG 3K
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PNH 2 A BRI PR B o

[0179]  Cha @ AR = , BN FRIgiEas o+, Pl S 2 Fhd 2 Rl i i FH 2
PETG ) Matis LAZE ,Nat.Med.1995;1:839-42;Prodinger®,Complement . In: 4afiPaul
WE,Fundamental immunology (884})x) ,Philadelphia:Lippincott-Raven Publishers;
1999. TTA%967-95) . CobIBSEL AR AMA R 4306, CT, COFNCOTE BA 4, 3 i A% H ZE 1 4 o i AL
53 §C5b-9, Z FEAEIEH I 0 N 2 AE£1 40 (RBC) i F 4 CDS9BH T « SR 1T , ZEPNHIY) H& v
XA 2O PRI R AR A AT , 45 S A LRI 28 0L 2188 1 R, DA R I RS 18
(Hi11%F,Blood 2013;121:4985-96) - PNHIPRAEFIER PTVAR T-I2IER , ASz 8 dil bk
CHZLAE VA K CEaRIChb- IR T BRBCIA I, B AT L[ S8 (Hi1155,Blood2013; 121 : 4985-
96;Brodsky RA.,Blood.2014;124:2804-1)  BERANM AT 25 £ 5 A A FLER I % (LDH)
HENEIMENEI I AR, 20 & A A Wi 5 — S LRl (NO) 5 & Al 9%, JF
JNHINOG A , - = 7 I A NOT 5 L AR I A WS 4 A PR Fry s, DA e 230 5 , 7
WA AL XE A D AR B A5 P BRI TRLILAS , X/ A/ Bl 58 S AR RH ZEVEIR A AR K
— Ry PNHER B 42 7 B DhRE A4 A 2D ik s (Hillmen: , Am J Hematol.2010;85:553-9.
[Am ] Hematol.2010;85:911H1[{iiR55.]1;Hi11%, Br. JHaematol.2012;158:409-14. ;
Hil1%:,Blood 2013;121:4985-96) o B LA BAEIEER ok HARKAPEE R AN LN 22 D
fikk Zhik k4 (Brodsky RA.,Blood.2014;124:2804-1) .

[0180] 15— NS Jy 2, AT il fMAKH IS 0 A2 A 74 1 VR PR R 27 5 AIE (alUS) o
aHUS £ 119 UM R A FH 2 AR AMACHIGE SR 2l « BE R, CH IS FIAMAS 19 2
WS BON B 5405 , M0 IR AR A AR RSO A9 (TMA) S5, p i /AR sk /D, ATUBR 2 I
PIA IR A5 3R AT o FEEEEHM , 2920 % 1) JE A5 1A 28 i (1) B RSN R 2B, Cudi rhid e
S ARG, UE, B g, DU e im A 4 S e B X R (Loirat®,Orphanet.J.Rare
Dis.2011;6:60) .aHUSIIREPRIE 77 I sl 5 I s 22 A IO B RN GBI R, B 45151
W E S L, B R, PREFIE , WEIHE /505, 278, ML/ IR ADAE | A 9o PR A L 2 1
A DhRe s (At Bk .

[0181] A PL st ARAS MBS A MR o U F — BRI B 24 (Biln=A, P/,
FABSNEE L) B GHERE /D 7SS A2 B2 se i g HLEHERR T 28k T L[] fi
KA, B AE S E T E A 2 HalUSHHIC I BE R 584E (541, CFH, MCP/CD46, CFB
R CETHE—AN ik 224N 9848) 1, AT PAIA JaHUS SE (B 1« I, 523 3% 7] DAL CRHAHSE
(JaHUS , CFBAH I [1aHUS , CFIAH [ aHUS sk MCPAH R [KJaHUS « i1 30 % [1 36 /4 14 aHUS H5 CFHZE
WA, 12 % HMCPIEAEAR I, 5-10 % SHCFTZAAI , A 22 % 5 CFBIREARAH I o it {£ 1 aHUS
AR 2R (BPSIGVEN s BTN B AN S22 MW S R pR D) k1 1) (BPAE 5 e vp B HY
) « YA DL E A IR R (A0 25%0 - RGeS ECE BRI R I sk
M 2570 slfid A R ZRIN, T RAIA S aHUS @ SRAF VRN o« M A IR R IR iU PR 28 Gt sk PRI
I, FTIA R aHUS 245 & VR .

[0182]  WIPAEAT RIS A IARAE A\ I8 1 BT I IR DRE , (0 A5 9 12 7 11
PELL I 2 MR B DhRR A2 o /IR DE AT LA R 8 52 W DA N —Fhisk 2 M (1) 1fn/h
WA T 150,000/mm” (5140, A F-60,000/mm”) 5 (31) ML/ INRAT TS I TRD AR D, LS B ER
FRIL N ARIE 20 5 (111) AEANEIER B2 2010 E I/, 12X -5 1/ MR AE BRI — 2R E A
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— R S A T U R AT M E S IS W DA —Fhek 20 (1) 208 Fk kT
10mg/dL (B4, {16 5mg/dL) 5 (11) IfiLiiE FLERM AU (LDH) & T (0460U/L) 5 (111) rmafiit
LR MSE , WHRAIIIG 28 , PRI S AL 2 ), DA SR 28 (1 e FE AR sl A A 215 DA K&
(iv) 7EFERf Coombs BHYEAS 25 BRI, A6 04 i 3 vh B A Bl v IR 21 40w sl s R 21 4 i
(burr or helmet cell) MAUARAEFIBERFLLANNE CRLL4NfE, schistocytes) « S WAL
Kaplanet®, (1992) “Hemolytic Uremic Syndrome and Thrombotic Thrombocytopenic
Purpura,” Informa Health Care (ISBN 0824786637) VAN Zipfel (2005) “Complement and
Kidney Disease,”Springer (ISBN 3764371668) - C3FNCA Iy ik & th n] FHAEAMA IO Bk
SRR R o e AN, 3R AT LA b K 521055 2 0 i AE 5 aHUSHHSC I BE A, Bl ACF T, CFB, CFHEL,
MCPH AT — ANk 2N SRR RAE S B H0 (W30 o A R PN 9 A2 1) 51 g 1%
BG40, DNADY 57 MIAZ IR I A R 20, il dnBres1in®s, (2006) Clin Am Soc
Nephrol1:88-99P M Goicoechea de Jorge (2007) Proc Natl Acad Sci USA104:240-
245,

[0183]  GUASCHRFTE FHIY, “BRGRTT R H8 A 2 BURIIBTT , BIANBSCEIR sl
(17 /D —FE R o A7 2 SR AT DU TR 2R e, B, AR AR Z 5 IR TG T6 9T
Z BT AT IR S Z2 G o« AEPNHIY) b NSO, Bildn, A 380367 rTLARE IR e F N4
(1) — ik 2 MR 505, B, WTIB DRI XEE , e MR PRDREE | B A/ sl ke DO AR S o £EaHUS )
NI BN, AR T AR IR N ARk 2 IR T E S L, S E IR R
BHIE , W HE /9555 , 0 2%, I/ ISR/, A A 1k v T PR 228 TR/ s B D DD R Rt (19115,
MBS .

[0184]  Rif “RE” S fR BT BN IR T AN/ sl Pl &5 SR 25551 1 & o i
WG IR AT DU 1 — ik 2 M AAIE e TR EIGRE PR R IR0 D G VR i A /N IE 22 T/ Bk
B2, AW A G HAB A BRI o AE — LB, A 38m” A2 2RI Rk B AT PNH
(28 D —FIER (B140 955 , IR , R PRI R, A DRI XEE, R sl 2 S DO BB IED) skaHUS[) % />
—FRER (N, M E S L, 8 R, PREFRE , RETHE /505 , 2 2%, I/ MRV , S e e
B PR ATE Dhae b (Ban, SR RR) ) BCsbiik sk Ryl 4 v Beft i« AR
AN 2 it P

[0185]  fF— NSty S, T BiCohu ik sk Bt 455 v B sfl i A 1 1 A5 1 A 44
A, A S R EE =402 <60kg 1 HE 5 Jit HH2400mg 5k 3000mg [ HtCH P A H
PUREES B AE S —AN 505 2, AR R =604 <100kgl 1) £t [12700mg 1 3300mg 1)
PICoHUIRE TR 55 B A2 D) — 30 7 € R, K- 3000mg 2 36 00mg 1) HiCo iR uk H -t
IR &5 P B TR = 100k g (1) B35 o AF FEEE S0 7 S8 b, W) &t S DA ine i A
BN E (BIIA RN E)

[0186] ¥ 53—/t /g 2 b, HiChHuR sl L Hu g & v Bt P —> s 221t FH A 40 A
— ST ZE T e AT 26 JH o AE— AN S0t T S8 Frd e bk sl L b 45

B A ot SS9 %0 885 1Rt FH— 2, Jote P R 93P 28 16 K08 FH— 2, A2 e B/ \ Rt P o A —
S )T S IR BChhu R sl B 45 5 R B v T T 2 e g A e, Ak P A 1) 2
K1 (4, 714 43000mg , 3300mg;3600mg) «

[0187] £ 5 —ASLhE s i 4tk 17— FhiGT B PNHEkaHUSH A S B 1y 1, %77
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AU e FH J 3 v i R s A RO OB Co PR s LU 45 A P B, HLU 543 B AnSEQ 1D
NO: 19183/ 7RYJCDR1L, CDR2HICDR3 FE g 7 41l , A K43 5 4NSEQ ID NO: 4. 581671
CDR1, CDR2FNICDR342HE 741, Forp i ek sk Hpt 454 BB e -

[0188]  (a) 7 jiti H JE HA O 565 1 Rt FH — 2k, At o W TR HE =40 <60k g R E N
2400mg , X 11 HE =604 <100kg 1 (A5 2700mg , b T-4HE = 100kg 1) HE 2 3000mg ; A1l
(01891 (b) £Efs HJE RO ZE 165, LA S e B8 J it L A1t o < 6 T4 =40 % <60kg 1
B }3000mg , X TR =605 <100kg [y # 3300mg , X T HE = 100kg [ N
3600mg -

[0190]  FE 5 —A~aljit 5 e Jethk T —FhiGTT A PNHERaHUSTI A S BB 1 1, %07 1%
O e FH 3 i R s A RO OB Cs PR s LU 45 A B, HL U543 B AnsEQ 1D
NO:19.18F3/f7<YJCDR1, CDR2HICDR3 F 45 7 41l , DA K43 5 4NSEQ ID NO: 45816171
CDR1, CDR2FICDR3ERGE A1, LA K5 N J LR e 3244 (FeRn) 255 AR AFefH X, Hoh Ay
PR A\Fc CH3MEE XX B 125 H PAEUSR S TR IR N 1eG FefE i X1 FH i S FR 428 IR ATk
HE 4341 TR IFLAD fU ZMe t - 429 - LeuMAsn-435-Ser B, Horhdioshi sk Hap i 45 & Fr Be
THEH:

[01911  (a) £ it H JE A0 26 1 R FH — 2k, Ml b TR EE =40 <60k g [ R N
2400mg , X 1A HE =604 <100kg 1 {5 2700mg , 4 T-4H = 100kg /1) HE 2 3000mg ; A1l
[0192]  (b) £ hE HJE RO SE 155, LA e A58 J it F L A1t o < 6 T4 =40 % <60kg 1
B }3000mg , X TR HE =605 <100kg [ # H3300mg, X T HE =100kg [ N
3600mg -

[0193] &5 —/NShE S, HCo iRk L B 45 & B BOie I Tk =40 % <60kg[1
e

(01941 (a) 7t R AR 26 LRt —2K, 7514 2400mg 5 F1

[0195]  (b) 7E it H JE AR 155, DL e B8 i Bt H , 751 3000mg

[0196] &5 — A5t 5 &, K PCo ikl Tt 45 v Bt 1 TR 55 = 6025 <100kg 1
e

[0197]  (a) ZE it R AR 26 LRt —2K, 7§11 2700mg 5 F1

[0198]  (b) 7Ejits HIE AR 15%, DL e B8 B H , 751 3300mg

[0199]  YE5—ANShE )5 b B ekl b 45 & F Bt I T 85 = 100k g (1 fH 45
[0200]  (a) 75 it AR 26 LR it —2K, 75114 3000mg 5 1

[0201]  (b) 7E it H JE AR 16% , DL e B8 1 i H , 751/ 3600mg

[0202]  ¥E L5l 5 S, Firad FEE S A A Bl FHRMATR AT (1A, 2 5 & M
FIFETT AR ) -

[0203]  7p 53 —Be sty S rh, Birik R e i & & — A Cabu ik sk P 455 BG
77, HAE BT R TR S S — FCh P o I, £ e Sy b AR VAT T L RE i
H T AR HUAR AL — A5 5 S, AN RIS TCO A PG T T AT I Bt FH
BN, AE—A~905 5 S, AEIRTT ) (AN, 5226 J5) MR EER R PuGTT B, RIS E4n,
TE—A R A 5 —FhpCsdisk (i, ravul izumab, 708644, 81104744, 305L054
1A, SKYSOHTIARERREGN39 18 144) V37T o 11 53—/ S5 S, 7575 S I 26 1.8 1511227k,
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WK BT LA 600mg [ 771 it 1 S8, e A it 1 58 19 R S b f RO B 9 1) (81,
SIE26 ) |, 4R A 900mg 4 ZEER T i, SRS Fravulizumabiad 7 Kk AR AR ZE K3
LE S —A 30y S6rb, B f8 HlravulizumabiGyy (1A 126 J5) , SRS 55 —Fhdics
ik (BIAR R R AT, 70864014, 81103014, 305L05H A, SKY5941 1A Bk REGN39 1841 14) 7117
WE KA TIRYT
[0204]  IREBIMER R BEPICHDTIR R HANRR T+ (1) ALXN1210, (i1) PrikeHpuissia B,
S WA SEQ 1D NO:21.22, F123[1) H5%CDR1, CDR2AICDR3 &5 A4 , LA M 43 5143 25 SEQ
ID NO:24.25F126[1)25%CDR1, CDR2FICDR3LE M3, (111) Hrikuk bR 454 A B a5
SEQ ID NO: 271y EsE n AR X DL A5 SEQ 1D NO: 28115255 il AR IX , (iv) Bk Hdiigh 4
RS B AL SEQ ID NO: 29301311 HEEECDR L, COR2HICDRIZE A, LA K2 53 7l B35
SEQ ID NO:32,33F134[{J%25ECDR1, CDR2 , FICDR3LE My, (v) Hufkuk Hpiligh & BB, a4
S 44SEQ ID NO: 35/ FERE AR IX , M4 SEQ 1D NO: 36/ HE AR X, (vi) Pudkak i
SO B A5y WA A5SEQ 1D NO - 3738 FI13911) Hi%%CDR1 , CDR2FICDRIZE A, , DA A 45 1l
f75SEQ 1D NO: 404114254 5ECDR 1T, COR2FICDR3ZE Mg, (vii) Hrikek b ss & H k.,
HAEEASEQ 1D NO: 431y Hgk iJAZ X AIE A SEQ 1D NO: 441155 AT AZIX, (viii) Hiikek
HPuigs & A, A5 & 7SEQ 1D NO:45[WHEAEMIZATSEQ ID NO:46[1F%E, (ix) Pk
PR S S B, HA 5545 SEQ D NO - 47(R EEEE P AR X RIS A SEQ D NO - 48[4k n]
X DA ) Puikk b g5 & A B, A& 3547 SEQ 1D NO: 49 HEAEAI2A7SEQ 1D NO:
50114k
[0205]  ff —ME 50 7 &, AR M S — FhPrCh ik sk H Bl g5 5 v B (B an,
ravulizumab) {if , Brk fEE S mr O FHPuCs - ok b &5 & B B (BN AR EBR 50 76
T/ H, 202 H, 2030 H, 20440 H, 20540 H, 206 H, 20140 H, %08
MNHLVEDIAN L, BI04 L, 21D LB 1240 1, 20184 Ak E D24 H AE—A
R 0ty 2, R e nt C 2 MK IEER b iRy T 2061 H.
[0206] 15—y b, o B (B4, PNHEkaHUS B 55) H 28— MiCa iy,
SR A i A 28 AN A CopiRinsy , JUH AR 88 A Al CobifR s 505 1 5
S PP ICH BTN R A7, Je TS TR 225 R 58 — M e Copru AR -3 0 (91, SO iR AL Tite
S CRIED) HICSHUARRT , SE—FhiCs PR M B TE R (B0 Y™ , (Flan, Ak
HRE, RS SWIE A RMNINBD | 25 RS —FhCo P AR e W o 75— S0 0y &€
7R BB — e PRI I e F IS, ASBE FHRT IR 28 —Fh CRIAIRD) Bichik, BElIE & &
KN T 2B —FhiC- 5 = 192.2.5.3.3.5.4.4.5.5.5.5.6.6 . 5. 78k 7 . 55 1Rz}
[F] o
[0207] {5 53—y &b, BTl B A i O TR B R PindT , 2 Je ety i 128
R OR[AD sk (linravul izumab, 70864044, 81 1034 , 305L05H T4 , SKY59F /4 5k
REGN3918H044) FEATIAST o fE— 300t )7 S v R FEBR AT 58— Pt T Bk, AT 6
R CREI) BieshuR, EEMK BRI e i e C 4l 25 2 /0364554637281,
90.99.108.117, 55126 K,
[0208] 1 —ANat s S, Fird SR Ao il EL 4l FHravul i zumabiG s , SRS 6 Al (8
— MAF I PTCO AR (B ANIRE R F 5T, T086 P14, 8110F T4, 305LO5H LA , SKYSIP TR LK
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REGN3918%7114) FEATIRIT o AF— 350t /7 5, Horhravul i zumabsg 55— Mt I HUA , ANt
A CNEIR) Bcsduk, BBl ravul izumabl i m e G © 480 2 520100125150,
175.200.225.250.275.300.325, 375, 5k400°K »

[0209]  GiAhkuli s, £ 464 2] 128 —Fh AR BCstiiRiG sy 2 i , i FHE AR SR TG R 2
— PP CO PRSI IS — T COTU AT FR 3 R BITE BOR SR H AR T I 2% KRR sk
Lo 75 S5 — A0t 7 S, A0 FH 28— CNEIR) JrCaiuik z iy, it BT 58— Motk
BT (AN, HURFEBRERHTHUA, Firavul i zumabdifd, HT7086 5144, 181104114, $1305L05
U, PUSKYS9PTA, sHTREGN39 18F1/4) DATHIER S5 — FiCohu i sl i hn o — FhbiCodiik iy
THERE

[0210] £ ) — A5 Jy b, B E T T ATk P Co ok sl B P & 5 v B (Bl
ALXN1210) , Horpjie FH DY 46 T B i — AR EBR U = /D 2, = /D 240 =),
Z/DAYRE, 2 DL, DA, B D)\ AR TS T R [ A TP
CopuiRE o 455 B (BIAnALXN1210) , Horbie FH I 46 1 B i e fm— R A B o
S EEAAL R

[0211]  fF —285005 )7 v AR PR ATk J5 iR I6ST B R T ARTRTT 2 BT 34E N el T oA
I6TT Z N T M T 51X TS 28 BR AT AL IS B o AF — ATt 7 S, 7040 52 I B3 8 PR AT
5 e AN 202 S 6 T I R A Y i TR P B A R IGTT , LB MR 2
DR IE o A Dy — A )5 S ARSI A SR J7 I8 T (N I B M T8 EATA, C, Y, W35 711/ 5k
B2 228 TR P I 75 2R PO 1

[0212] ARl FHI RS LIS 27K S F8 2577 (B Ao du ksl bt 855 7 Bo
sl G LTS PR AR ISR AR o AR B, I I ZKF S F8 255704 I3 Hh i R =i 7K o “SF
PTG KF S FR 25 AR LIS FR AN TRI P 220 7KF

[0213]  fF— AL 7 v, TR TG T 7 S E AAERFDICO U s L HU 45 & v B Ry
TE MM AR EE o BN, 75— A58 7 0, 16T R Copi ik sl -t 45 & B i i Ak
AEF5450.55.60.65.70.75.80.85.90.95.100,105.110.115.120.125.130.135.140.,145.
150.155.160.165.170.175.180.185.190.200.205.210.215.220.225.230,240.245.250,
255.260.265.270.280.290.300.305.310.315.320.325.330.335.340.345.350.355.360,
365.370.375.375,380.385.390.395uk 400pg/ml il B 5 o 7E— N3t 5 6, AT Va7 it
CoPUIAR B TR 455 Fr BRI I A0 FE AR A1 100pg /m1 sl B vy o 71 oy — /NSty 58 v, Pl
WIRTT HCs TR BB 45 5y BTG A ik B e RFE 150pg/m1 5 7 1=y o 75 D3 — 508
T & BT iy OO PR B B s 5 R BRI A ik BE AR A1 200ug /m1 5 B 1= o
S NS0T P IR T e PR sl LT 45 5 B i Ak FE 4R (E 250pg /ml
B o AE A — AN T S B Ia 7 i Cohi iR Hep R 45 5 B B IS A Ik Ak
1E300pg/ml sk 5 =y o 78 55— 9507 S, PTG 7 S HCohu i sl bt 45 5 v BRI s
AR FEHERFAE100pg/m1 5200pg/ml 2 8] o 78 53— NS0 S, TG T ekl H
PURSEG F B IS AR BEAERFE 201 75ug/m1 6

[0214]  fE 5 — ST &, 8 T3R8, PiCs Pk AAER e 2 T R R &
/D50pg, 55ug ,60pg, 65ug, 70pg, 75ug , 80ug, 85ug,90ug, 95ug, 100pg, 105ug,110pug, 115pg,
120pg, 125pg,130pug, 135pug, 140ug, 145ug, 150pg, 155ug, 160pg, 165ug, 170pg, 175ug, 180u
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g,185ug,190ug, 195ug,200ug, 205ug,210ug, 215ug,220ug, 225ug,230ug, 235ug, 240ug , 245
ng, 250pg, 255pgak 260pg HT A FEAISIAE T B2 o 75 03— N30ty v, FiCoHiik LAAE
Frg2 I B MR 50pe ~ 250ug TR AR E T 1 A 55— A7y S, HiCh 4t
RV AERF R T+ B A 1R 100pg ~ 200pg Ho A i A it 1 - KB 25 o A8 3 — S0t )T 56
o FICH PR A ERF R - A R 2 L Thpeg SR R it &

[0215] £ 55—y 8, 8 TR A RN 5, DLCohiiR DAk R i/ NI B CHIR BE (1)
AERTE T B A0, 75— )7 S, ICoHUAR A AERRIF S CHIR BN 0 . 2pg /L, 0.3
pg/ml,0.4pg/mL, 0. 5ug/mLak LA NS A8 ] AR 2T o 78 03— NS0ty &6, FiCh itk
PAERFIF ESCOIR BN 0. 309750 . bug/mLEk LA T I s AR it T~ KR o A8 D) — S I 26
W FEFEANTRTT WITA) AT 7R 7 B B COMR FERRAS 7799 % VA b o fE 3 — 0 77 56
AR REANIETT ITR], PTG T Rl B COU BERRATR 1799.5% LA L

[02161 7 55 —J5 1, Ftk 1787 A AMARH DS IE I 28 B R 7 7 o A — A St T 56
L BT 5 A AR TR TT R TR EEBR B a7 1R A A MAAH DS AE A S B2, FLh
W R ARE R - R ZEBR R TR R 7 R B B A iR (0 AN Rl R MA R T 0 7
Y AR Dy — A7 S Bk Ty iR AR IR T IEAE i Hlravul i zumabyi Ty 1 HAT #MAAH IS
FEMI NS B, Horp e 07 v A dm b 1l i ravul i zumabR 787 1512 k2 s i g fii T
ANFAMAAP I FIETY o AF— D507 2, IrR AR Rk MATR IR B R4 /Ny,
Z K, 2R, K, s IRNABIGE AR o 75 53— St /7 S T, T AN [ R A A6l 11401
PA N —Fhak 2 R Ak 2y €1, €2,C3,C4,C5,C6,C7,C8,C9, DN, BIH 1, &/ &, MBL,
MASP-1,MASP- 25k AT I A= P B o AE 55— 505807 28 P, FInaR AN FT RO MAA Il 752 A
[FIHIPICHPTIR (Bl diravulizumab, 70864144, 8110F 114 , 305LO5H T4, SKY59H 1Ak REGN3918
P .

[0217] AT RARRHE AR I3 TG TT IR s IR R MACHH I 0 A 4 AE AN T 288 A P 2T
R, PUBSIE DU EE A, JRIE IR B A%, ke I - PR v 00 , A OB 1 R PR R £R A AE
(aHUS) , A M P PREFIEZRGAIE , ME A MR TR PRI 2088 PR (PNH) |, B MUY , e
TR, I ME s MEm , 2 L, et AR  HELLPZESAIE, A R MERR L 2, i Aa
I/ N D 2%, B Re M I %8 (Pauci-immune vasculitis) , FRAMEVERIEAE , [
Sa L IMATEIR A , VLA s , JI B e , B I EAE , 1 R/ i
ERIE, A R, - I SR B R, RAMELLBERISAHOCI A &, 5T A
FIPIMAE %, R L G WINGE % R0 (Takayasu’ s disease) , 5K, iR
SAVEIM AT, ) (Kawasaki’ s disease) , ik €, 2 A0S 5 FEEAS , BEdL BRI
K (rotational atherectomy) ,Z8E¢ SN bR BIKIEN BIEA , BREALTC 1T, 13 e S 220
BZIWLA , W A e R LR A IR, DUBS IR 25 S AE , A% F I , Zhkoi AR L , B JR 2% 15 8k
IiE , 4 S VRS SO UL , WUAE AR TE , B BE 1045 , B /NERE 2, B HE R , IR A H AR TR
% (Hashimoto' s thyroiditis) , TRUNHERIA, 525, ]I, H S Bt iAm o, B &
M IR D B, T 255 11E (Good pasture’ s syndrome) , 73 B A< MEE DT
G455 9E (catastrophic antiphospholipid syndrome) o fE—/ N2 /7 HH, it kM
AR IEPNH o 75 73— NS5 S v, TR A MAAH DG i 2aHUS .

[0218]  TV.3% 5%
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(02191 ZRSCHRHE 1T F6) 7 A FR 1 PNHE aHUSIR 5 72 , FL A0k 1) B 5 Jite T eo iRk
HPTaha B

[0220]  PNHFFJSEAR COAEAH AR T35 (B, Bt , EAEA T H R 2, TR Rt 2k,
Seat, HE58) B (B, B, B eI, e , Tm) BRI, PHIRCSUIE  XELATS I, Bk
N/ EHI A, it DO RERRAT , L TRURESR , W5 D , a5 1040 , X o A F » AR AR
SCATFITT 6 7 i U e M 22 I PNHIR) 2 /D—RIMAAE I ESGE « 9140, 1236 7 T LA™ A2 1%
H N AR DRI T ROR 557  JIEI I PRI R 7 MA DRI « Jlais AN O REREAS R e
afsk .

[0221]  aHUSHAEIR QIR HANR T ™ E S L, 2R B IR, JRAEIE , WETE /95057 , 2 3%, /N
WD S B R PR PR IR S IR B DORESS S (Bl an SR B B08) ARIEASCA IR R
T7 I B et 22 Py alUS IR 2 /D —RE AR AOSGE o (940, 90 7 T LA~ A e B R AL 2D
— PR BOR R LS 2R PR S IRREE B /9855 55 A% I/ AR D A S PRI T
BRI HRE R DB 1]

[0222] (R SCHE TS S, Tk iy 7 3 B RHMAI -

[0223]  fEHLM ST S, Firid iy e AL AR A DR O LR AE A S H K
o, X EEPR G Bl I ZLE 1, AR, PIZRZLZRAR T 45, PNHEL AR (RBC) SRERID-
TR AT AT T, 5 BAE IR AR AL, 167 AR I 2L A AR RE PERER

=]

=] o
[0224] YA SHET S, BT ia sy e AL B AR DO A DG A=W b s S I /K Y
P, 2 EbRE e BN AL A B/ NERIEIE R (eGFR) AN TFIFR (spot urine) : F£&
A JJUSRAT , FI 2RI EAPRIK (BNP) o

[0225] e A SHE s S, I iy s e b AL 7 B L AR D o 4 S — AN S T S, P
RIETT T A LI 70 9% LA EIEE AN

[0226] LAt St 5 S rh , AD TAE IR BEBR R DTS T, Wiy 7 ik S B0 D RV
Ifi. (breakthrough hemolysis) o /&5 —5f /5 5, AT iy 7 3 BUMER AT TR R
PRI A2 55— 5T S8, 51877 TR LR R B EA AR , Firid iR )7 B0R D 530
PR -

[0227] e M SRHE T Serh, Firi sy 7 A 2 BRI 354 (MAVE) [IRD o

[0228]  EHLA ST S, I iB 7 p= A= R 70 U Y B FR AR, Anes IR E DO A
Y DIREVEALT (FACTT) -3¢ 5 3%, R Ahie, AINRINIESAERTE 7T RNTRT 7 412, AR o it [m )4 - %0030
FERFTVEANIY o AE S — S5 S, B iy 7= AR AR TU i) F R 2R AL, inge gt
PORTATT DUREPHAL (FACTT) IR 55 HEAR, SRARR, RINIM iERT T RNAT 7 4HER, i ot ) o -
T2 O30HERF AL, WIEF ARG T R R = D73

(02291 {15 — A9 )7 S, WERER B S5 183K, Ik 1B 7 AR BUENE it (QoL) AZ L,
Nt FR RN 16T THRE AL (FACTT) - I35 5ER, SRARRPIT WAL Y o £ 55— Sl o 56,
MILLRFN S 183K, kit T S BRI it (QoL) J5 TGN, an£e g PEpS i T DhRE
i (FACTT) ~J55 B3, ERARRPERIT (I o A5 5 — NS S, MEEER B S0 183K, Firik i)y
RIS o A2 S — DI S AT TR DL N, WIRERBIZE 183K, Ik ity 7 24
BT ZLER 7K ML LR = 2g/dLo
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[0230]  FrEdLathshe 5 &b, FHFLER I 208 (LDH) 7K S-S 18T T N B (B4, 183 3L
P B 22U (LDH) 7K PA R 7 L ek /D 2 B 22 2D — FRPNHAARAE ) 2  LDH 2 I PR I O AR
W (Hill,A. % Br.J.Haematol.,149:414 25,2010;Hillmen,P.% N.Engl.J.Med.,350:
552 9,2004;Parker,C. %%, Blood, 106:3699-709,2005) - £L 4112 A Kb ILDH, 7 H A 1A
4N (Van Lente,F.%,Clin.Chem.,27:1453-5,1981) f{AN (Kato,G. % ,Blood, 107:2279
85,2006) T 2RI 1 40 B3 I 2155 19 S5 LDHIR 5 2 TRl AR S o A LI e SR 5421 e 6
(Hill,A.% ,Haematologica,93(s1) :359Abs.0903,2008;Kanakura, Y.,
Int.J.Hematol.,93:36-46,2011) o fEILZRIRAGIT , SR AE RN IRHR G RAF I LDHK
JE, SR VA I TR S LDH= 1E % _FPR 1. 56% (LDH=1.5 X ULN) ffJPNH B2 1) 40 il 2 i
H 2L IR KOV R R B i, EL AT LRI s 28 1 5 1 2148 (1 2 A0 S B AR ek
(Hillmen,P.%% N.Engl.J.Med.,355:1233-43,2006) o F 7 [ LDHE YE /£ 105-3331U/L (BF
THEIFREAL) o

(02311 A DA AT ART &5 4 RO A 45 sl 0 Rl F LDHZKF, il dng i Ferri FF,Ferri’s
Clinical Advisor 2014.Philadelphia:Pa:Elsevier Mosby;2014:Section IV-
Laboratory tests and interpretation of resultsHiFTRIIABLE, A] DL E M ESRIT
(18 FhRE S R SR TS A FR A LD B o AT I, RGE “FERY )2 F8 ok 3 32t
BV B R BRI LDHIR B (EE ARan i LM AR IR, Ao dE 414
P, 224, R R, 2RI, Aoy o R AT AR AL TS TR e B O « S R4
IR TAZERIN ALY, A DI AR AEERI AL ZL, IR, DR, IPRES ZH 28 IR EE I, i B, R
FEMREN o FHIORE S 2 35T TE A, A0 005 75 DA BRI E R Ieg 2 21 4 sl i U
AT I A AN A o T R L 0 5 e AN L 11, I HL AT DA Syt FH 3R 5
FiT SR R 7 AR A o

[0232]  {F—ANS0E T S, AL A RTR 67 5 BLDH K IR K o £F 3 — A S5 )T 5¢
o MR R IR A TR IR T I R 40T T LDH/K SRR AR 2 1E /K P sl = A0 1E 3 7K
LA EI10% 520 9% LA (1201105 33310/L (FEIFRERAL/ TH AN o 75 55— S0 )5 56, 1
FEANGTT HERFUIAL, - TILDHACY S B A o 75 53— N ST )7 S P ARV T 4ERE U], Py
6T I A5 I LDHIKSF 22 /D95 96 BN TR]E 13 1 o 75 D3 — A S5 )5 S8 P, AR TR T ey
8], PTG T I B AILDH K22 2090 % , 85 % k80 % [ TR 1R AL o £ — 0 T S
EHIRT6ST 2 0, JB A ILDH/K L A2 = 15 PR =1.56% (LDH=1.5X ULN) o ff 73— 5K
Bt 5 S, BTt ia s 7T S BUER T 0 2 /D 25 24 RKLDHAKE IR H Ak o £ — NS0 5 56, AR I
BT TR 3 6 7 1 S 2 I LDH/KP AR 2 1 /K LA sl = A0 T E 8 7KSF ERRPA R Y
10% AN, 20% ,30% ,40 % 1550 % LAY (BI4n, ££105-33310/L (BT HEIBREAAL) LAN o £F—>
ST ST IRTETT 2 1, JBAE TILDH 2 R R =1.56% (LDH=1.5X ULN) o fF—
AT o R IETT S ALDH/K AL T 1E 5 FRE (ULN) [R2£% .

[0233] V.3 G (o7 i 5P A

[0234]  ASCAfRfE TG &, RS WA Y, Tk 29 S & A 18 T AR
7 R TR RTEST A R e AR s Rt 455 By, filravul izumab, DA N 2577 I
A2 AR 2R ST etk AT LR FE B 15, B, B4 PN TR] SR, DA Se v SR ik
(Ban, B, gt ok ) Tt i B S T A S W LK A5 Wi T 3 AT PNHE aHUS 1) B8
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o AZRFNEIA P DA AE T S

[0235]  {Fub, ATt il if S iE 2 B s 29 AL 5, 4S8 A B0R I HiC5
PRSP S5 S FrBE, - TARSE LR B 7 it « Bt F 29 415 o i s AN
o RE b P EAE AR o B, SR T DA — N ek 25— e R i Ch Pk
Hyuhigh & Fr B s e T G 2 o

[0236]  {E—AN5E /7 S, AE IERHE T 70 A2 5 ThiAY 7 PNHEkaHUS U &, T
B St -

[0237]  (a) —FIPICEHUMARE L PR 455 B, LB 8 HASEQ ID NO: 12fr R Al ik
AJAZIX[JCDR1, CDR2FICDR3EE A3, LA M L ATSEQ ID NO: 877 #1425k 1] 42 X [JCDR1,
CDR2HICDR3ZE A3k ; 11

[0238]  (b) ARHE AT FIEAT 5 28 HBCs Pk ek Kbl 454 F B it B

[0239]  YE—A80E s S, A il sl & B o —Alpies ik sk b 456 By, ek
CoPUAREk Hplit &5 1 Bote FH TR TE =40 £ <60kg 1 15 -

[0240]  (a) 5t FH AP0 265 1R PA 2400mg ) 791 e FH— 2K 5 A

[0241]1  (b) 75t A AR S8 155, AR e A8 F i , 71 5 3000mg .

[0242]  {E 5 —/ 305 &b, B il s S & —FpiCshuik ek iyt b & B BE, Hboks
PICsHUARS HHURH &5 G B B TR =605 <100k 1) 55 :

[0243] () 5t ARG 25 1R PA2700mg 791 e FH— 2 5 Al

[0244]  (b) 75t A ARS8 155, DA S e A8 F i, 71 & 3300mg

[0245]  {E 55—y &b, Bt il il S & —FpiCshuik ek iyt b & B BE, Hbek
PrCsHUR sk Hpunt g & BOiE H TR 55 = 100kg 1 5

[0246]  (a) 75t IO 25 1R PA 3000mg 1) 771 e FH— 2K 5 Al

[02471  (b) 75t A AR S5 155, AR e 8 F i H , 71 5 3600mg .

[0248] DL NI BINAE BB, H HR N RRE h AT AT 5 sCRR H A A ROV,
DRENTE BN T IS , VR AR RN RN ARG B AR 115 i 4 W

[0249]  {E3AA T 5| MR A 2% S0k, Genbank 4% H , 4 FIFNA T % R FE 1IN
Zm 5B NS

S f51)

[0250] S Jita (A1) 1« A 400 il 771 JC 22 56 10 B & MR A& TRD MR I 21 45 11 R (PNHD Jl A RR S5 11
ALXN1210 (ravulizumab) 554K ZEER EPTHI3 I AT THISOPRES S FHPE RS B 7

[0251]  fE1b/ 2850, EK 04 25 lR]Be e i ravul i zumabiG ¥y, SCELPNH R 2 Fhkh R
I L) TV AN FR £ /D o X Bt 5T R B 25 W/ B e 5 N E 2 RIS &L B 1Y
ravul izumab?y 2% i (1800mg-q4wdl) 551k BB N A& VA AR XU A 1 2% LDHAK P 1) R
M bb ) QE A (AR T1 . 5x [ULND) 5% 12085 IRk D S DA SRR T A ik D2
TR PR A TS o BT B0 45 SRR iy 11 Bt o - B o0 T, AT 17 301 TIPS Bt AL B
X R 22 OO 7 AP S [l kA R 176 ST JC 2858 () PNH A FR bk P (TV) S e
JHBJALXN1210 (ravulizumab) 54K ZEBR BLETI L4 RN TI38 . IR SHI 7 b, AT L2 52
ravul i zumab [ EAE S — K2 G i OfF T = 40kg £ <60kg 19 i H2400mg , b =
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60kg % <100kg[1 75 H2700mg , A= 100kg 1] fH 4 /3000mg) , SRS AE S 15K M 2 J5 1 q8w
(FF8JH) , ez 45 & [t ravul i zumab (b - =40kg % <60kg (1) 75 /y3000mg , 4 T =60kg<
100kg 1) i+ H3300mg , X F-=100kg 1 75 43600mg) -

(02521 1.HM

[0253] XTI 32 H e TS 50 R B iAHEL , ALXN1210 (ravul izumab) XK B
ol FHRMAIIIRIFITET 7 1A A A PNH AR 1 95 330

[0254]  GUIRAEIRIT26 )5 « 1) F Il i i (TA) K22 {H (ALXN1210- K JZEER B B0 1995 % A5
X [E] (CD) FPRATF-20% , AR 2) ALXN1210 301 FLER I Ut 1E 3 18 (LDH-N) A T4k 22 Bk
BPIEALE95 % CT MR A T-0. 39, M E MR- RS 30k

[0255] YR H G RAT I R BRI ALXNL 2 LOfg 24 MR s , il e AF 254820 7
=/ P80 Eh 1% (PK/PD) SALXN1210 G35 i P AR SN D28 R FE WA ALXN 12 1008 Bhas, MFAn
ALXNI 210/ 2 a1 S Tt o

[0256] 2. Hf5E it

[0257]  SAWFTE T, 36T RIS TR/ B L P 2 o ALXN1210-PNH- 301 A7 00— T
3T HOPRAS SBEAIL  BE S FER 1, 25 FRu Ot 7T PLPEAN 8 2 1) )AL AR T 7 25611
PNHAR A R bk A (TV) a3 it I ALXNT 210 S5 4R ZEBR B P 2 2 PR RNER8 anprde vhTy
WFFE iR 2921407 5 (AR 1070 ) | Hix 24600 2 & M, FE ek &b
183 KIIIRTT W 5E T , 246 452 RE MGG T HEKAFT, H2 4238 - AIF9T - 40T
T AR T EE ], 26 B RENLIATY FIA S Ak 2 I AR ke o B T R i sk (FERF T 2
POt s — AT A 1AE 0 122 14 50 14 B [ pRBC) LA K e FLDHZKAY (1. 5% <3 X ULNE,
=3 X ULN) ¥ B E 0 N6 P01 4H 6 40 h AR 10 R E F2 1 LEL IR ML) i DA B 2
ALXNI2108AK FEBR BT o £ Fo—AF AT i L S 1 ERE N PR R 20 % o

[0258]  FEREHLILET, M B LRIFIT 253t FH 2 BT A5 RN , B0 8 & I 21 25 1 Pl 2 bk
HUOSEES I TP o Q2R I B RO I 2L R BT & 0 SR I LR /e , 25 FRE
pRBCZE /7 Z€ s A LR B DA _E I 218 7KK, DAFS BEARBEATL 204« Fh 24 sk rho 0 s e:
B L L2188 B T SR nok I

[0259]  [HiATL53 i NALXNI2102H (19 F8 25 AF 85 1R EE 52 D1 77 i IALXN1 210 Ohf-T-4 8 =40
F<60kg B E H2400mg , AT A H = 60kg<100kg 1 L E F2700mg , X AT = 100kg 1) i
FM3000mg) , Bl f5 7+ 28 L5 A S A8 ] (a8w) Jits HAERFFI R AALXNLI210 i T =403
<60kg1 3 H3000mg , b TR T =607 <100k g 35 413300mg , % T4k H5 =100k g[t) %
}93600mg) , BTG 26 o FEATL 20 Bc B4 ZERR B B4 i JE AR B8 1.8 1522 KB 32 4 H]
600mg i ZERK LTIV IR TT , RIS AE S 29 R DA M I R 2 18] (a2w) $32 (8 IR FE R Pt
900mgIZERFIRTT , MIIGTT 26 5 o AEEE 183 R SE A AT A VAN i , KR U NI, AR 3 )
BB B ALXNL 210 L 2 P i A el At e ORI SR e TR0 ek sz Kok 24 (LASe B350
HE) « MR 183Ky, B AL 5> AALXN1 210737 4110 Fi a8w (R:8 ) ez 4EFs sl (Wi A
W) BIALXNI2 LOK-RPHAE , 108 FH1 A AR ZERR BAFT AR 11 1B B2 e A (1 rd) 19
ALXN1210, K5 , 2 5 J5 AN i a8w (58 J) 2L T EE k5 A i U ALXN1 210, 24 FR 1 1ML
21 2R FE N 9g/ AL SEAR H A R 8™ B O RAIE sl SR PRl 7 By 1 Y B, sk Cie I IR
TEREANE &7 A2, 1218 FME 7/ dLsk SE AR 24 T pRBCHIIML -
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[0260]  3.4%%
[0261]  ZW 7T AL ] 3 DG 2 e (1) F bt o, & XOh £t 55183 K (5526 1) |, PRy
JCk i H A% M85 SR N FR R O i B L 1, DA K (2) J 10, anAEE 29 K OT- a4k
FE R S TS — R BUE TR 45183 K (5526#) , il LDH-N/K - BLEEM L1 .

[0262]  ZWFFTHI R BE DR S UL 25 2S5

[0263] 1. WFELRRIZE 183K (5526 /) ILDHI 5 4 Lb AL 5

[0264] 2. H PGS R TT DIBETEAL (FACIT) o5 2%, 5h 4Rk , WIEER B 55 183K (5526
JE) A AR TS BRI (QoL)

[0265] 3. &M VA ML) AR W LB, 2 SORAETRTY I e i IR LDHRERAR 22 <1 . 5 X ULNJi , £
THEILDH=2 X 1E% FBR [ULNT AR, 22/ D— Rl sl A i T P9 P AR bR 2 A4
TIF OB < IMZEE PR R IR S e [P PRI RE T, 1M i 2085 (4 <10g/dL] , F BRI
FHF IMAVE, (B IMAS TR , 2 A sk 2D A 5 A1l

[0266] 4. 12125 FRRE M BETILL A, O EE183 K (BB 26 JH) AR HL T, 5
ML 7K M IELL =2/ dLIK) B

[0267]  ZAF I A AR D i

[0268] o MIELRHZE183K (55261 , WRIMNEEMFFTANTATT 4141 (EORTC) A7 it i [n)5:4%
D305 K (QLQ-C30) 3. OfR AR (L ;

(02691 PR - ERLDH-N{IFR] 5

[0270]  « 2255183k (5526 ) Hayifi i) I FREZL 41 (pRBC) Rz 1) L &

[0271]  « MELLRBZE 183K (5526 5) , PNHIWIG PR RN (5% , IM£0 26 (1R, IR, W =
&, TR, AR PRXERNEDAC DI BRREAT) IR ; A

[0272] o 2545183k (5526 ) £ AMAVERY FRZ b 141

[0273]  ZAFEI 25BN J1 AN 2538026 55 0 « 1T ALXN1 2 1O 2 B FR ok F Pl s ] 4
¥, ASLL AN (cRBC) VA LIS MRS ] (22 1E) 1A A DA M is 25 4 MA R 435 (C5) Ik FEE B[]
L1

[0274]  PREVEL S ARG B HRGE I PNERE RN T 28 IR o i i (AAS A 2, AR A IARALE
CyHL ] (ECG) |, 5286 2= P74l DA M AR S5 2E (AE) R 8 AN R 35 4F (SAE) [ & A= 2 Ay
ALXN1210 SR FE PR HTAHLL 2 M S 1 o e pPAl T 2EBn iR (ADA) ) JE 2 LA
[0275] K1 AWFFT AL IS TR 2% « BIBEA LAY WIS5 R0 1%
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iag:t i | BENLIEST
i%

L7 28 [1 |8 |1 (2(2 (4|5 7 8|9 |1 |1 |1 |15 |169|18
2 5/(2/9 (3|7 1 5|91 |2 |45 3/
-1 3 (71 ET

R N/A +F ||k | £ | | |£ [£ |2 | |[£2 (2 (£2

1 [A] 55
FOABUGE IR | X | X
RIREE
EyF L RADS | X
ity
HIV 55 X
PNH R/ | X
i X
X
X

[0276]

R

SERRAS R ©
LM s | Xe [X |X [X[X|X[X|X|X X [|X[X[|X[X|X |X
ZH ¢

PNH #EfR% e | X [X |X [ X|[X|X[X|X X X|X|X|X[x|x |X |X

FACIT-JE55 ¢ X XX X X X K
EORTC X [X|X X X X X
QLQ-C308

PNH AR 22 ] X IX [ X[X| X[ XXX X[|X|X|X|x|x |X |Xx
%g

TR A AR X X X X X
ﬁf_‘}‘:g

RAg K A X

38



CN 118512588 A W OB P 33/133 T

fi 6 P 145 A A 2 X X X
h
A AT AAE X [X|X [X[X|X[X|X|X X[|[X[X[|X[X|X |X [X
AN 12-98 | X X X
ECG
g, AFELDH [ X | X |X | X[X|[X [X[X |X X |X|[X|X|X
M, S%FH | X | X |X [X[X[X[|X|[X | X|X|X[|X|X|X|X |X
1 41 85 5 Ak I
k
PR SRR | X | X X X X X X
2 k

[0277] PK/PD Fef¥ X |X [ X[X[X[X]|X|X X[X|X|X|X|X |[Xm|Xl

Il 'm | [ mmim|[{m|] m|m m|l [m|m

% & B O X X X X
(ADA)’
HIZEFER X [X |[XIXIX[X[X[X X[X|X[|X|X|X |[X |X
T I © —FFEE IR —
FEREZ5Y) X | —FREEI—
A RFAF X | <FFehill-
B P X
ALXNI1210 jifi /i X X X X
q
WP T B i X |X [X[X|X|X|X|X X|X|X[|X[X|X |X

[0278] %55 : ADA=Hu 255 O HLIE = L HLE S EORTC QLQ-C30=RRIMNE e 7T H5indT 4l
S, AT T NG - 120301 28 ET =12 AT 21 b s FACI T - 95057 = 1@ VEIomia s 7 DRe vl - I 55
R LDH=FLFR B U8 s N/A=A1i [ PD = 253007 s PK= 25180 /177 s PNH=[4 & MEag Tl
IMATAE A R s RBC =441 fif0 ; WBC = A 411ty

[0279]  “FEIT AT TE 25W) 2 AT Ek 2 IN = 4E I, AT A7 SE Y b 1 o0 T 48 TR TAT Sk AL 1
R o TEFESZ IR 9 BREA R 10 AN R 2R s T GBI 70 29W7R 7 1 R B e e 1 i 2
Z TS IE B P U AE R IR T

[0280]  "YEfF RIS L A i 72 0 A I AU B WBC Ok 4m it A% 4mff) FIRBCTE
BN AE B TR 83 RAN M RBCH /N

(02811  “{FRA A A HE I 2o FR S o A0 e A 28 18 3R A ML U URAS 56 5 7T A HoAthy
BRI TR) B PRI GRAS S o A48 B VPN A2 7 A8 0 2ot SB35 s FHALXN1 2105k ik
FEDR T2 AT, T A RIS IS 45 R

[0282] SO SEAE VAN IR 2 [A148 T OB L o

[0283]  “YEFEALIL 2 HTFIZE LRMEIT 299 ie 1 2 BTSRRI, B R P I 21 8 1 3 Y
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Mol O S88 E A TN o QNS 2 N R B I 2L A AT 5 ZROE R i fsrd , i) A&
Fr M pRBCZE I 21 25 [ /K im 15 SERUE I i LR, LA A b A TREATLAL o FH 2 kb
NS e 1 RN E Lt [ N EARE Y S E[E N = WS s st oLt (N

[0284]  "RFE kG A GBI DA N SRR TR AL IR, I TR DRI X, I R X, i
A DI BERERT o

[0285]  S{EMFT 250t ] b TER AN S A B A -

[0286]  "ELTHFFTE (EABE A D BRI AR IR, 40 IO AR G 25 B ik R Zod e
RO A 7T 2 /D 1 SR A T A AR AS 2

[0287] ' HE KL /D5 S A T AR A AR DI, A0 R4 FERNAT K R BP (2K R A
[mmHg]) , 0% (FEZh/ 238l WFIRIR (WK /43 810 DA N T s sl s et B (PG B [°C ] mlde
I [°FD) ARG 25 H et 7E 250t ] 2 A e RS Ay AL

[0288] I fi eI M 5557 KNS 183 KA ZTTCEE B —1 2 HEECG . HR 3 AEECGSRAE T
IEFZ5 2 10438l HAEECCR AR RAFPEME AT BE o

(02891 24y 245 [ £ 48 245 BT U B I DR S 2 T o AN AE 575 0 U000 e B J 8 25K, DU
NG TR

[0290] 'Y 2 G T HATTO . 5/NINF ) i 45 0K Cha: 45 95 0 . 5/ NI ) Wt i T
PK/PD43 BT IR LT AF & o 9 45 RO it MR 355 ) o BT A ORI TRI 21
SRATeCREFH o iy A AR SR MEIR I, B FT-PK/PD A AT BT A it

[0291] "N TRZEER B BUIR T T B A 25 2901 Gy T 46 0. 5/NNFPN) et I T-PK/PD 4y
BT ILIE AL, A T-ALXN12107697 1 AR AEATARTINS TRISCER o PiT AT ORI TRI 218 5 A e CREFR
M A AP VAL, TUWSEER 3P/ PD A3 BT A I T A o o

[0292]  "fE25 ZGHTUW ERADARE S o QN ARAS G 25 SRR B , T30 i R 5 A 2 A M EA
RAIUARE3AS HEAIAES, B2 45 A NI sAa e ik

[0293] o GuSREEAG MR I S A 2B, MIAE FRu 0 SR56 %= 2 AT LDH, PKATPDZ A . 4nsiAt
[0294]  FUE [ UTIRA A A= SEAA S PR A, I A A= TH RN TR, DA PP FR 35 e e ir
et

[0295]  LDH, PKFIPDZ,

[0296] o JLT-fic LDHE, SR I 8, a5 22 5 2 UE 3 sl I 4 i B 22 4 (TxRS) Bl Fic
B

[0297]  FRIBIT -

[0298] < ALXNI210M¥J5f 2 1 A i Jm il sk OB 7S D AR A

[0299] o FEEDNRL S A SR AE S 183 RAELE 25 2 1T « 85 183 K4 2 /2 JE K R T4
THZ

[0300] A F2FNA R HALZE 183 KIG 45 2512 7

[0301]  FR2 AT U IRIRAL RO RS TR) % « A4 ] - AAALXN121040 00 N1 fR
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iR ] 03,31
911
7 EO
183 9 S/E
AR a [239(295(351 [407 | 463 519 | 575|631 | 687 743 |9 855 |T
WO (K [£2 |£7 |£7 |£7 [£7 |27 [£7 |7 |£7 |£7 [£7 |+ |£7 [£7
7
PNH 52 & K X |X |[X |X |X |[X |[X [X |[X [X [X[X |X
/N B
A
[0302] YRR ©
12 33 i 1
il 24
PNH JE IR X |X [X [X |X |X [X |X |X |[X [X[X [X
2
FACIT-J %7 X . 4 X X
f
EORTC X x X X
QLQ-C30"
PNH %R 8 X |X |[X |X |X |X |[X |X |X |X |X|X |X
EAnEa
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A DS X |X |X |[X |X [X |X |X |X |X |X|X |X
H AT
fia] A 1 4 4 X X X X X X X
for e
A A ARAE P X |X |[X [X |X |[X [X |X |X [X [X[X [X
Z4aH 12 X
T ECG!
=, & X |X |[X |X |X |[X |X |[X |X [xX [X|x |X
LDH!
M, & X |X |[X |X |X |[X |X [X |[X [X [X[Xx |Xx
e AN =
B2

[0303] | fR 4 Wi A1 f X |[xX |x |X |x |[xX [x |X |X |X [xX|x |X
WAL
PK/PD XF% | X X X X - 3
k
%% 5 X X X X X X X
(ADA) !
i AZ R X |X |X |X |X |[X |[X [X |[X [X [X[Xx |X
RWPEIE L | —FREEN I —
fEREZY) | —FFEER—
AREMS | RN
ALXNI210 [X |X [X |X |[X |X |X [X |X [X [x |[X[X
it

[0304] 45’5 : ADA=Hi 55k s O FL R = O LR EORTC QLQ-C30 =M I S8 T4l
Y1, 05 BT M - 1200308 35 EOS = 7T 85 U ET =42 B 2% 11 s FACI T -5 57 = 12 PR IR
7 DIRe Al -5 15K s LDH = FLIR i S s PD= 25352 ; PK= 254R8) 1177 s PNH= [ L A% 7]
PEIMET A 1 R s RBC=21. 41/}

[0305]  “FEEL AT AT VAN T, T S N TR 5 40 7E 183 KA 2 ALXN1 2107597
[0306]  "ZEE5351 RAMITASK, et o R AU I A A I bk M AIRBC v [ /N 5 £
AR RBCFE A /N

[0307] N PRAT A= B HE I &bk B8 25 ANAEET I I S YRS 6 5 76 A7 AT TR] s (40 PR 7
TEYRASES AL 25 H 1 AR B AE TR e R e FHALXN 12102 1, 52 B PRIBAS 36 25 2R -
[0308] ST HAINS N4 U500 RO RR I«
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[0309]  “FHoEH B AR E N SIS DA N BRI T 045 5 57 , IR , WA IR xfE , 7 PR IR X6 | g
FEhc ThHERERT o

[0310]  "AERIFFT 2t FH 2 1T kA TER R R A -

[0311]  SILTAFoe 4 (g A D) BRI AR R, B AR AS 25 R SR R Ge Aok
RO AT 2D — A B R R G TR R O AR 2

[0312]  "HE UKL 5 /D5 S A T AR A AR DU, A9 FE R4 PR RNAT K R BP (2K R A
[mmHg]) , 002 GHZY/ 438l PFIOR R (IR /43 810 DA R TS sl R & (tympanic
temperature, SR [CIEAEIRE [°F]) AEEA 25 H |, fEFIT 25WTiE ] 2 1T Jfe RS AR A ik
fiF

[0313]  "fES5911 KERETH LA —1 2 S IRECG . AEECGU EE 2 1T, ;R AU )52 104y
B, I HAECGU SR RAFAIEME A ST B o

(03141 Ijits ) 1 it =2 i e B PR 526 2 U

[0315]  “YE S 183 KA M 4505 553515751743 RAELS 251 OT HEHITERT0 . 5/NKF ) 1
BTSSR G E S5 RS 0. 57N PN 5 DA MAE 891 TR ERET AR B[], e 8 FH1-PK/PD 3 #)
LB A o B 25 SRR o MR R A 4 S EUT) « BIT A USSR I TR] 4018 % AE e CRF
o it A AR SR, M Ee F1-PK/ PD A AT BT A it

[0316]  'AELA 2GR FEADARE S o A RAR IS 25 SO B , WL TR 02U AN 2 VETA
AIVAER3 S HEE GRS, BLEI45 5 AR WA sk AsE il

[0317] ™SR B P VA S & A, AR 0 356 %5 43 HTLDH, PKAIPD S48 QSR TilE
IV ARA A AL AL S A T, I A A= T RSN D5, LARRA FR B I F IS i 75 OLDH, PKAT
PDZH.

[0318] " ALXN1210f97 A T A i il s U AR

[0319] &3 WFFCU RIS OIS TR %« R U - AR Bk PR e 0 b N SR

[0320] | p s TR
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925
EO
1 83 42 47 53 58 64 70 75 81 86 S/E
EF’{E a 197 253 309 365 1 7 3 9 5 1 7 3 9 T
#wO (R) £2 [£3 |£7 [£7 [£7 |+ |+ |+ [+ [+ |+ |+ |£ |[£ [£7
707 (7|77 |7 |7 |7 |7
PNH e K/ P X |X |X |X |[X[|X|X|X[|X|X|X|X[|X]X
(LG X |[X [X [X |[X|X[|[X[X[X|X|X|X|X|X
fEgRA I © X |X |X |X |[X[X|X|[X|X[|[X|X|X|X]|X
T8 3R At B 1 X |X |X |X |[X|X|X|X|[X|X|X|X[X|X
S
PNH fiER 2 © X |X |X |X |[X|X|X|X|X|X|X|X|[X][X
FACIT-J%% ! X X
EORTC X X X X
(03211 QLQ-C30f
PNH i IR 28 & X |[X |X |X |[X|X|X[X[X|X[X|[X|[X]|X
e
R A ] X |X |X [X [ X[X[|X[X|X]|X|X|X|X]|[xXx
&r
A1 R 1) A A% e X |X X X X X X X
2
A AAE X |[X |[X |[X |[X[X[X|[X|X|X|X|X|X]|X
watE 12 BB X
ECGi
fb#, ¥ LDH;j X |[X |X |[X [X[X[X|X|X[|X[|X[X[X]|X
M, SRS X |X |[X [X |[X|X|X|X|X|X|X|X|X
JIIEAR:-4 S P 23N
J
PR 53 #v A0 BRI, X |X [X [X |[X|X|[X[X[|[X|X|[X|[X]|X|X
gl
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PK/PD FAE & X |X X X X X

B & B % X X X X X X X

(ADA) !

HIZ R X |[X |[X | X |X|X[|X[X[X|X|X|[X|[X]|X
[0322] RMEHEEL ™ | —FFlEl—

fEREZ5Y) —Fra i I —

AN R — R —

ALXNI210 ] [ X [X |X |[X |X | X [X [X X |X X |X|X|X

[0323] %5 : ADA=HT2 A L HLIE = Dy HLIAT; EORTC . QLQ-C30=WRIMFEEAENTIT 516 721
Y1, 05 B M - 1200 305 38 EOS = 5T 85 0 ET=$2 j 2% 11 s FACI T -5 57 = 18 MR IR
7 DIRe il - 955 5% s LDH = FLIR i S s PD= 2538 8)) /127 ; PK= 254R8) 1177 PNH= [ & 14
IR AT 8 R 5

[0324]  RBC=Z4[41J3

[0325]  “fE LA TR, PIT A N K B A AE 183 RS2 ALXNL 210737

[0326]  "#EEf5365RMITETR , it o R AU I s An A I bk 4 AIRBC v B /N 5 6 L
At AR RBCFE A /N

[0327] (VU PRAT A= B RE I Lot B2 ANCAEE TR I S YRAS S 5 70 AT A LA 7] f ) PR
UTHRF S o AE R 25 H IR0 A= B RE IR Ve AR it FHALXN1210 2 11T, 75 SRR I PRV 56 45 5

[0328] I SRR AR A0 A ROy 1o

[0329]  “WF5R &R A GOSN A T S g - A T4 < 9825, IR , PP Rz IR e, 75V R w6, e
TR RIS o

[0330]  "YERIFTT 2t FH 2 R A TR - A R - IR A

[0331]  SFLFR5EE (BB A DD BT AT R, 74 48 ) (AR A0 75 Fh (0 B Ak R AT
TR AT D — A B R R G R A AR LT o

[0332] " pk L % /D 543 BN E EA T AR A AR U, Cu Mo 4 T RN SK TR BP (22K R AT
[mmHg1) , U3 (Fizh/ 28l , SEIRSTR (PR / 431 DA K I s el sl IRl J2 (R [°C ] w4
ICRE[F]) o AERRRI T 251 T 2 1T Je RS A PRI

[0333]  "/EEE925 K ERETH AR B —12'FHKECG o AL ERECG 2 i , JE A WA JIIER 29525 1047
B, I HAEECGUSCHE I R CREFINEME A A -

[0334] st ) H it FH 2 ip AT S AR S 2 U e

[0335]  “YE4f5197.365.589F1757 RAELS 251 OFAAMITETT0 . 5/ N PY) R4 PR Chiit s
IF0. 57NN 5 A58 183 R AL FaiE 450 ; DA AT 55925 K skETI AR T i e £ 11 5-PK/PD 4>
T TR A ot o AR5 AR it MBS g A by A5 v e ) o P A BB R ) 3500 SR A
eCRFH o i A A= M VAL, TUWSe S T TP/ PD A3 BT ) I T A ot

[0336]  'AELA 2T FEADARE S o A RAR IS 25 SO B , ML TS 02U AN 2e 4 PETA
APV HEE RS, 2 45 A At s e il .
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[0337]  "Gn SR EEAA GBI v I =F 2 A, DU FR O S8 2243 AT LDH , PRANPD 8 AR HUE
IIVTRA & AR BEAUASIR E , T)& 2E S SN DA, AP R P R B 75 I LDH, PKA
PDZEY .

[0338] " ALXNI1210f7) 53 T B e ie sk I S D AR

[0339] 4. WF5ERER

[0340] ALy 2)246 4410 KA PNHY LS, AR IR 300 7o Sk =L Loy il by
JHALXNI2 108 AR FEPR PTG TT « AT S AT 702 5 FRME (g R0 I RT DA R e
AN SRR RS HEAE 1 TT SR B ARSI, AR T 2 sl s o

[0341] A BERG UL NrAbRAE AT SHERPRER , A T4 A A A it 7«
[0342] 1. [F] NI Bl 1) 18 % (1) S Pk ki Lo 1k

[0343] 2.9 S PNHIZ Wy , Hoal aof o 2R 0% I AR R PP 4 (Borowitz MJ4E,”
Guidelines for the diagnosis and monitoring ofPgE &Mk H £l & [ JRitand
related disorders by flow cytometry”,Cytometry Part B.2010;78B:211-230)RBCHI
FIA i (WBC) AMbkir 4 i sl BEAZ A o R/ N =5 % ik 5

[0344] 3. {EFHIEII3 N HIN  AAAE— Mk Z BHUL T~ SPNHAHDCHIAAESE AR 57 , 2145
F PR, G, PP i (PRI AT HE) |, 201 (AL AR I <10g/dL) |, =5 RS S (R dhimes
JERO 58, WA IR X sk e DhREREAS ; s PNHS 25 pRBCH I 5

[0345] 4 iR LDH/KSF-=1.5 X ULN,

[0346]  5.°0 T AR 78 BK P JAs (il 7 25 X FK AT, Neisseria meningitidis) [FX
I, AT AT 258 2 1T 2l I TR 34 PR DA P AT JE R P 1T i 5 28 oK Pt S (R e 1
TEFE 32 TS 58 BRIFRE ' Jer AN S22 JEL SR T 46 i 78 2576 7 T B e e e iy e 2 2.
Rz 18 Y H DT AE ZRTBTT -

[0347] 6. /4 FHaE /ML B EMEA A AT ML HEEM B M B B AILEE )T
FRUERTRS , AR T IR e — I 25 R 84~ H N YR«

[0348]  7..4Z045 1 B P I RN AR B R MW A WSS U ALy , G 8 FATAT 4k
PR Rl R B A B

[0349] QAR BERFG VA MEATARAE , WA A THEER AR 2 S

[0350] 1. EHTak sl FAMAAHIFIIATT .

[0351] 2. % eiht i/ M H45<30, 000/mm’ (30 X 107/1) .

[0352] 3. gl rh bR a4a e HHAL<500/uL (0.5 X 10%/L) .

[0353] 4. HEREAE R .

[0354] 5. 79fdei A HE <40kg.

[0355] 6. fixiflEi 48 255 Bk A (N.meningitidis) J&Ges

[0356] 7. JCi Rt S S I 5

[0357] 8. 7 &5 1R 5T 25He 1 2 BT 14K PN T Bl 4 B A bRT o 2 L IR A o
[0358] 9. 7FZB1AHFT 25t R TR PN HE B & e =38°C (100.4°F) .

[03591  10. AGufeikfeass: (HIV) s (FHTV- TakHIV - 2504 uEW)) .

[0360]  11.7F28 1 RMF25Wiie AT 1A H 8] T IR ih 5 e o

[0361] 12 JRrdebaF NIRRT S 55, B 2Ry HC R AUk E R (30 B s sl -

46



CN 118512588 A W OB P 41/133 B

HU A I LASI o

[0362]  13. fEpfFoe#rak Fe B 1 DL Hb, J ORI O Jii B PN o3 Al S e (94 - 9
VR 98) B sh sl A 0 , HESR B 2 SR PRI R 5

[0363] 14 AFERIBR A2 (Blan, CALBIIL, 75 21 B RaaE H I, ™ SR g i e O ) 3%
v, WAL 6 HINFR S TR TR, RN A7 S PNHIC O I I FA 1), i g A
NCICENESE GBS NIRRT

[0364] 15, QrRAFTirLe i I FE & NN TR BN AR BRSUE 11 7 58, IS 1 R Bt il TEAT A
SR

[0365] &) Z=/DSFHIIELT At AR il 2 sk o 4l 7]

[0366]  b) &/ DAJER 4 B VE R BT R 2

[0367]  ¢) Z/DASEMAEA: KK DA (B, 75k (warfarin) ) , BAREMEPREF L
L% (INR)

[0368]  d) /DA kAN T kR

[0369]  e) /DAY 5

[0370] 16 4 Fl AR 1 STl A ATt 7 25771 (914, S 1L 4R 80) Ik &k

(03711 17 vhR gk H A A S YRk LI 2ok

[0372] 18 AEGEm ol 5 1R FLAT PR R Ao 56 45 SR Lok

[0373] 19 fEAMFTHIEE LRI T 29 T BRI 30K N, izl 2 r i (R 5412 ] (L
KFE W) NE5 5 —B NIGIT Ik il T 50867 7

[0374]  20. AEH-ARTRE 2 ATA—4F PN, B AT DAP 24,5 sl PRt FH sl A i o

[0375] 21 . fERfFFEFUCHINE LA, FTRES T E 212 ST, o B i s AT s
(AU, BT R bt 72 5 SR PP (1 2 Rl P i Dl sl AU TR 2R

[0376]  FHE AALBAEN 1R HAFFT o a0 AR B n] ), IR TR B iy 20k (ET) D5 1
(Pl o AR 7T B

[0377] 4RSI IR Y FE & B R 2, AT DL T 2 b e ok RS AR A
Zopprp bl 1R SR AR AR At sk bR TR 5 S5 TR RIS TR], B 2T 46 53—
FEEFAMAIIRTT -

[0378] G R B INHFEA R sl A 225 H A I PR R SR ok SR 56 =2
SER ML, W75 2GR B T , B BT 9256 5= 25 R oA R SR04 AT
I ARMRR T ZE M 1k

[0379]  BEAhE ok £ YT LA TS B N 20T R I 85 R SO E R R i e
— N BN S U H

[0380] 5. HfF5TIATT

[0381]  ASHIT T I 9T 2590 ALXN1210 (ravul izumab) AR ZEER B HT (BHPEXN IR .
ALXN12 10K EBR BT 5 2400 NI HTCh E e f A

[0382]  (KJEZRFEYUE — P62/ 4 BBk, FH AR E X FIRS A 3 B\ i QL A Ei gk
ATARIX F AR H AR E DX A« A, TeG2/ 4024t (U 52K F TeG2 AT G4 T BE T &
(1, AERIRAEAEN , 85 1 o T AR GE I E AR I o E S iR 17 SOModURe (1) B e T2
BRI THTCO DU o MK ZE TR B 4T M 45448 S R IR I TR A AT 45 214 S IR 1Y ek 4
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[0383]  ALXN12105E 18 I ZEk B b i e ERRI B 4 i) AR kA3, Ham kR4 ks
P2 SRR S I N LA DS KT A 2230 ALXNT2 LRI FE B PR U i 99 % 11—
KR AR —VE, H R AR F A 258 7.

[0384]  ALXN1210FMKZEER B b1 2550 LAJC TR , A3 B 710 10mg / mLIE IRE XA — IR PN
HFR AR BEZA IR R 5T, H v s MR 2 T 5 2B PR ER /K (0.9 9% S BN SR FE S R e
2y ) Ty T am ek i o 224, M ATAYALXNTI210  IBFIC AR AL A R BTt 24 b
PREsEk H TR E SRR PUIBIE A T HINIIE E -

[0385]  ZR4: 5T

42/133 T

ot 25
72 4 ALXN1210 K EEBR BB
71 2 i PR 4RWE(10 mg/mL) e F R 4R (10 mg/mL)
it FH &4 Gid € Tpas bk

[0386] W EE A

E R LEY, e A, A
TR

B AR, AR

il 3 P

AV A7 we 5L 25 4y \) ( Alexion,

Pharmaceuticals, Inc.) {5 [F]

MF 77 ve B I 25 2 \] ( Alexion,

Pharmaceuticals, Inc.) BY -5 [A

iz 41 44 il 2l 21

[0387]  ALXN1210FMK ZEER B H0 60 B IR 25/ Wk il 245 3 1 AR AR 6 T8 3/ IR R, 9T
T I FER R DU ARk (Flip-of £ cap) ZE{1 W90 LR F G R k. 36 118
PR, AE B AT A ORI S , W7 25 R ) R

[0388] M5 25 R B T U, 257 kAR e A So7 BRI 78 2501 2 A
iR R IPBHAE2 CE8C B35 F R AT AR AT ME T H R4t I H.
WEE o AN IRALXNT 210 FHK R FR T o W 78 29 At A 221, BRI E N A A X b, O
H 20 R e R

(03891 it FTT, Z5dm N AL T =0 1 oBR T IR SR VASN , AR T I (B , 18
o 5 R sl HA A

[0390] R ZEER PR HTEKALXNL 210 DA ik HE A sk s AL 5 (bolus injection) Jifi H o f ]
JC BRI AT 25 I R - K R T A I ALXN 1 21054 ZEER B RO 77 it — 28 LA
ALXN1210// 25 AR ZERR B pi 22675 78 TR (12 IR ZEBR B i AR 2 HIb RS ok
MATIB) Mk pl i 5 AR ER /K (0.9 9% SN R 5O E 2510 o 28 SRR (o T ik A
T AR AR BRI ALXNL 2 L0 ol 4K 22 BR FR ria vioite 1] 1~ R - Tl T £k PN BiE#s (in-1line
filter) ¥ .

[0391]  385: ALXN121057) & il 25 175 &5 5%
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7 K i
B A B/NEE | & x
(mg | ALXN1210 | KGR | B&R | BK28 | (mL/
b s FE (kga |) A (mL) [(mL) | (mL) | (/DE) i)
B far 3 >40 <60 |240 | 240 240 480 114(1.9) | 253
0
> 60 F <|[270 |270 270 540 102 (1.7) | 333
[0392] 100 0
>100 300 | 300 300 600 108 (1.8) | 333
0
ciEs >40 <60 [ 300 |300 300 600 138 (2.3) | 267
0
> 60 # <|[330 |330 330 660 120 (2.0) | 333
100 0
> 100 360 | 360 360 720 132(2.2) |333
0
[0393]  3::152 % 255 T (Pharmacy Manual) DAZRECH A5 &6 &0 BH .
[0394]  “SRUMIFEVIANIN 1SR AR TE .
[0395]  3K6 AR FEBRER A S HI S A R S &K
P2 B R B
o B EHEHBZK|E B R WMENK|E (mL/ A
[039¢6] IR FI& (mg) | (mL) AF(mL) | (mL) Gre) | B
i 3 600 60 60 120 35 200
(RFFHA 900 90 90 180 35 300
[03971  WF7¢ 257 i I Ak F 25 7T Bl B2 25 95A% 1) T AR BHHE & AN I « I C 259N

T BCEE ERNAT SR 2 S AT TS TERT I A . — BB s A i 25 R e
285 o/ NI 25WUE T — 2K, EL/INH RIS AT AT 2t AN F oAt R - B
B BAmIRCR A AT 25 A - HA R
I FTLS M ALXNT210-5 7% P AR ZE DR PR S0 B LA o SR 1 LB BIRERL
73 BTS2 ALXNT 2 10 MK e DRER7126 A o AT 25 AZE I I TV L ite FH (B DLAR5RIEK6) -

ALXN12 10571 5 5 5852 55 1R Dmi il i, AR5 28 16 KM = i B8 JH 4y 771
o QAR T 71N, ALXNT21OFR 7P ST 71 b it FH N P A2 AT
T ALXNI2 10FE TR 5] i

[0398]

[0399]

[0400]
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ALXNI1210 ¥8574
HE ibip PRIFF &
[0401] >40 £<60kg 2400 mg 3000 mg
>60 £<100kg 2700 mg 3300 mg
>100 kg 3000 mg 3600 mg

[0402]  BEHIL Sy e B 4 2R R AU AL Y R AR LI Y F - PNHSE MR 25 2575 5¢ (B4 F Y
P HesZ R EEDRERTR S 6 FT fha2w (RR2JH) IAERs e (GR8) .
[0403] 8 ARFAER AU

(04041 Lo pepp o proyas v 4 V5 St A i
Fir g 600mg 900mg

[0405]  FEBENLIAIY IS, T A B N IE K I Fe 52 ALXNL 210, B 2= i st e (iR
PRSI Bk 28 SRR HE) « MEB 183 K TT4A , # A L3 Fid BIALXN1210747 7
AT B 8 (q8w) B2 B T T AR TR UALXNT 210 AR i, B B L0 Tt AR E R Bt
AR RH B A TREIALXNL2 L0F) Sy 71 &, 2R 05, 21 Ja DA S e e A8 il (a8w) L 252
FETAREERJALXNL 21 0F 4 ) i (B T) o

[04061 A 7] & Jte 111 SR RIS e R AE JE 5 TR eCRF B o AR R ZR D50 1K) RS
B MR R B BT P A ALXN L2 LOBRAR 3 R B BRI ST IG T o 8 FH RS B el 4%
W N A g (1xRS) 1l 1 THEATLAE SR AL 2 i e Ta Ty 100 B - FERT LI 2 20 IEBEN LIL - 55 T
SEE R SE CERF 2R 26— A AT AU LA FR 0L 128 1480 145 U pRBC) A i g 1L
BRI U (LDH) 7K°F (1. 578 <3 X ULNER =3 X ULN) 4 Hh 545 N64H Hh [ 140 . SR , 7526 fHIfH5E
MLIGTT TN, #1 : TELFIRE 6 41 ) g 28 Fh 1) KB 55 B AT L0 Bl A B2 52 ALXNT 2 L0 sl AR ZEER FR TR
[0407]  ARFTHH AL TAREEAIALXNI2 10555 (GR7) DADL R oMHTEE ok FHERE B N\ G 1
BT & W52 PK/PDE , DA ACK A IEAE A T LD & A B 7S AN AR A TR 2 0 2
ISTERFFT (ALXN1210-PNH-201) fPNH AR 1 7] F25d (ALXN1210-PNH-103) o ALXN1210 51 &
J5 R PR AL TAEPNH AR R N A7 BIVRE ) ZR R MA ) 52 e ANRr AT ]

[0408]  {RFEDREPUA LA H TR T PNHIL Z IFRZS 1l (Soliris®USPTAISMPC) .

(04091 Hfth R v HU A iy o e SN AT O, 1l AR SE SO Rl 2 Ja AN AR TE
1E B eCRF 1l e HT I 258 (BIAE4EAE Z0RR 255 — RS HEBR A ERIRE Iy (R
Iy 10, AN R/ TSRS s 7 0 A e REE , FB M TT 4a T 28 K (il 7 BK
FE AU R34 RISk &, B2 58—l 4.

[0410] Py IRMFFE 2o H T 1AE PN 4252 ) pRBCHI T 10 5 T FE 25 ¥ eCRF I

(04111 T HEATRIBEA TRIRT A 25 FHARE Fr 000 sk AE JR o RO IR SR/ 1= 97 SR M1eCRFHA
AU RE AT A AE T 25 B2 A A 2 o0 W m - ARRE T 25 DL K 2 i T PNH 258 . 10,
ST WE BT 7E 250 2 BB e a — R B 7T 2590 e 56 RO PEBE 251 - PERE 25901
FEAT AL AT SR AE B AR SO/ BT SRR CRE R L i 57 2 M S T i 2 0 45 T i 75 10
(B A JE B PR HE AP BB ATATARTSS T BT T AT FEBE 25 , LA SN iR s vt 254« SR, i 75

50



CN 118512588 A W OB P 45/133 T

TR T 29I 4 SERE AT A TR S /=57 e feCRFHA

[0412] SRR DA %44, Wl se v DA PR 298, I BAEBEATLIG 5 3 TR1A AT P01 77 30
L

[0413]  « {RET4ffu Epk 2R, WR AR AR T e il C B A E &

[0414] o GuiEdInifil 7], AR AR AR Ik = T e AeuE A& 2 /D8
[0415] o Rz J5r 2[R, AR AR A Ik = T e AeuE A& 2 /D4

[0416] o LA ZKIEHH (BIANAETEM) | FE T de iy H A FRE N INRZE /D4

[0417] PhrhFe kR , WK B AR Tk 2 BT D e AsE e 2 /D4

[0418] < (R F-ET 2, WK B E AL TRk 2 BT D e A& 2 /D4

[0419] QiR PAFFE B I AR 25 , M AT DL STk 2501 sk 5 K
[0420]  Fy T EAIAE FIATLEE, ol T4 2 2R B o s ALXINT 2 1 OB i R85 XS M e 728 K P Jele 4
(N.meningitidis) FOBUENE N T FRARINIEL 7 BR RS XUS: , BT & BB AR a6t 7 25
Z T Z I TR = AR N S0 T X M 48 BR BT SR L I8 1Y o 7 1652 IS 28 BR R R iy s AN 2]
2T Bt o 290iad Y B B e P 1 2 ) 2 AT szt M i T ME D AR 220877 - i
PR IMIE A, C, Y, WIBSFIBIRRE 1 (AHARAT) , LATHET 5 WL A 200 i 52 28 BR A1 7 20 o AR s 2R
TR SRR e A o (s PR MR 770 (9 Ak e B R p) A TRe et g ik , 1
SEE R k.

[0421] et Al a] BEAS 2 DATIIR Mo 5L 28 BK o e o AR YR B 5 5 SR 5 S Ho bl 711
A 20 AT R S I A R 1A I 58 BR TR A S IR &2, A SR PR S e e ) S B v
A, O H AR, M S S P A 2R TR T

[0422]1 6. Th0vPf

[0423] Y B INZL & EE A 9g/ Lk BEAR H H A R 8™ R AARAE SlE AR DA PR UE 75 2
IMLIE 2B, s G RARNME SRR A7, MELER I N T/ dLEk SEAGES , 1454 TpRBCHIIL -
[0424] A3 JEE 11 55 BRI 75 SR AR AR S sl A I R 2 i 1L 75 SR (AR AE Bl R e 5%
T-eCRF I o PRuF 752 1M1 17 4 X MR B3 10 AR SOE R RSO , RS A RS EcZE (-2, 1
7= (light headedness) , ffliEANG , R, A EVEINEITAAE) ™ EuB AR SR, DA
S OIS -

[0425] R JEE AR 70 R FP R S AT — B I b, A 50 2 0 i 111012 >4 250 [ pRBC 2
7 o FAESCAE DA SR LA I 2185 IR F ) 48 /NI PN 24 T 11 - e CREFR I SR ML S5 , FU i
it A B LA L2185 1 45 SRR, LAS i i 57 &%

[0426]  FEBENUIL 2 HTANEE LRAFIT Z5WTE ] 2 HT 5 R N, B RS IO 2L 85 1 Fh 2 ek
FHUO SRS 2 AT IR« A0 SR I RS T I 20 28 BT A X Sy I FiS R , T 17 R 5 a1 pRBC
TR A R 2L & E K, DA SRS AT o R 24 sl Ao U 006 2= A A R i o
Je I 218 B T LR

[0427]  A. LDHATHA SRR AHOC S 4 24

[0428] WS GE IMIR AN PRIBAEft o AEAFEFTIUITETIER DA N 5 AH O 5086 %5 248 . LDH,, 5 25 1M 21
B, B, R, ELCh, MERER 1, IZRZT 4 T2, i v R BRI AR SOl U PNH. RBC
SEEAR/IN, D- IR, A B /NERIE I 2R (B B SR IR R 3 (Modification
of Diet in Renal Disease)” Nz iiH) , s HIIK (spot urine) HEE H : JILERRETEL{EFIC
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IR

[0429]  B. HAEARAE NI LS R

[0430]  Frif5e 259t ] 2 1T , 1h) BRI DTS 8 36 uF ) QoL i 7% o FACT T - 55 ' 3% (4.0
J) FEQoLINE TG, 18V 5 RS IR 57 IR I A BEAT 5¢ - FACIT- 9 57 ' #e e HAT 134>
ZH B , A B FRARE 957 M ST 7R N H R TS SRR 52N « FR 3 PLS 4> il
SREANTUE S 0 e A) 24 FAER 2) 2 TEEMN0R]52, B im0 B R Y
QoL

[0431]  WRINERENTIEAIIETT 4141 (BORTC) A= J it [M]35:42. 0,304 35 (QLQ-C30) , 3. Ol , S
et e B QoL T A IR « [P R DL N5 3% VAR REIR I, Dhg a2 (T ik
ife, eI (role functioning) , IF2EENAE , INHIZDREMIAEAZIEZD) R AR 05757 , %
OV, DA KBS ARSI (R IR, R, B, (R, IR TS T2 55 IR ) o 5
QoLAHZAI304RIL, §T 28 MRl LA #ll A T iy =522, 2, 4=3E%) , T IRE R
F SR REAQoListfr 2/ LA T FEH ) 27 AEF IF) 1For - B3R iyE 20 2
100% , 53 e R R R B 7K IR, Dhag s 3R M s 0 R R DD AE (IR &= 581
o R R E -/ R L

[0432] A SER T D3NP IR , DAREAR 50 0 E o axX SO 5 A H i3t 72 25 2 T Tite
T8 “PNHAEAR A1 S H 1 DA M AEDR ARG A, PR o, B, PR i, S, ¢
75 R , AN  FUR DDRRREART , 2k SRS A e e A — R e S E aa it
FEFREDR, GRS, 5 2 SR (443 1), JE B NR/D 2] L5 7 EREE (49
i, JEEMREIER ™) i/ RIFREE G2, JEBE M A 2R £2) T EHK.

[0433]  ZR IR NS EOR PR Zo— A~ HINMBAT I LA M Iakss  FEusfth (T =y
ORIEPE P EE IR YT FOPNH ONEAE 7 R E ML |, 25 202 = 887077 FPNH,
FEVFANBLE BRI T HPNH, FA ARG R PR, A1/ sl FR T PNHASER T 2 25 T A .

[0434]  C. AR M P4

[0435] i = AR MM A MAVE) vl AR B (AE) [T PPN 3853 - MAVE )4
W, L S W T (BN, ARG B A ) 2 W H AR B ) Gt T
) VR by FERAER s R M AT RN 50 B T-eCRF .

[0436]  MAVEYD FiEN :

[0437] &) MARVERIK A /IR K AT TE i

[0438] D) fiilif4:5E

[0439] o) LMIAHZE

[0440] o) H2ET MRk Il A A

[0441] o) AFUEMATH

[0442] ) B KIMATTE K

[0443] @) A PEANH ILAE FH2E

(04441 h) I A5/ N R IR IASTE B ok i 2

[0445] 1) i AR/ N SR AR TE B el 2

[0446]  j) FF/I Tik A® JE AL (Budd -ChiariZE{5iF)

[0447] k) Xz ik FHZE /v S oh
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[0448] 1) i ik PH €

[04491  m) B BhKkImMARIE K

[0450]  n) PJE CIEGIGTER s BRI T

[0451] o) fekJBe AEQUTER s IERHIRISTE)

[0452]  p) RZJRkIfmARIE R

[0453] ) LA, 157 0]

[0454]  D. AR AT A

[0455] 4T T AT #2500 2, S4B AENS R0 AORIRRIE s BRI ie 1 52 3 1
95 S o 0 SR AA AR B 15 o v IS i 10 S R

[0456] 156 D5 AN 10 5% JE 25 R PNHYp 5, G B AR PNHIEAR 1) A& AE , 121 H 3, PNH bl
K/, pRBCH I LA S AT ARMAVER 5 5

(04571 Fr it U5 RIS 10 55 R 100 58, B0 e BT AT B F005 0 /S S A I 5 o P MM 28
BRI BN, i85 T AR T IR 18 2 AT A28 K (cIiiBs 28 BR PRI W #e Piid 1 34F)
R 2 (b )5 255k ARAE T 2 , AU REAE AR 2N/ B 2570 58571 .

[0458]  (RARAS A CURELL N IPAL s — NI B2 5 S B GBI B RTIOGE ; 2905 AR E 48 5 TR 5 0
JUE 5 S 5 DU 5 PR R 22 e s FIIULPY BTG AR e o T R A AR AS: 785 FR A 2 B T 90 DR T AT
SBFIERIN S SR AR AR AT 2 B

[04591  3p5 AR /D543 PG 52 A= dw RAE DN i, B 35 04 s A&7 5k s (BP 5 2K R AE
[mmHg1) , 0% (FEZh/ 4381 W (IR /4381, DL s ks I B (B PG B [°C ] et
[CJE°FD) .

[0460]  FEAT I YR LI AT B IR 53 B R SRAE « AR R T 52 25T FH 2 1, 4
ST 52568 ZE PP AL TORE S o AR SRR 1 T A B A R B, WA T o RN TR, 759205
PUHFSCGAE i T o o0 5256 22 79 AT LDHATIPK/PD

[0461]  FHUTER T I AR , — B0 9000 2= [ 2t HH 1 E VO o A0 PR A X SR IR PR R X
Ny, A T TR = 4 o M PR SR Sk S 2 I v 25 SR rh B A B 2 AR D &
BT PR S AT AR A o A R R B SR B R I IR L 2 2 S AR A, T AEAE
eCRF KA1 5 AR M I IR VTAS T AT A IR 12 2 i HAE S 7SI T I AR AT
RS i FAD S == v SR W R, LA (D) (AR B I e el R 2K, 5k (2) 48
W FE A AT R L YRRl S S 7T 29t T el At SRR TR 7 e oc.

L2 AR i R T E BRI RIER R et e = @ T 73 EEA e N EE RSl EEA e N (W INE K31 EEANE NI R
PRI, AR B AT 2 TR T PR, MRS R IR 2L 21 45 R A Tt e 22 Lok i
M I IS FSHACY: , DA 48 28 IR AS « AT IR 04 o T Pir A SCB IL7 fe  Jo
L2, i B i ik &% (Modification of Diet in Renal Disease)” ARt
AL T NERBE L 2 o o0 AT MR I B I 2K

[0463] A3 AT FRIBAEAh o IR AR A BT 45 SR i, M EA T PRI ) R AR 2 o 38 50 #iT
PRIGFESH AR 2 1 SO LBRET, DAV R R & 1 5T : JULBR AT L

[0464] NI, BT AT KB 2 A RS I VAR IG 1\ Sz ik Badi 25 (HIV- 1) A2 A o ek fea
(HIV-2) o &L RAPIHTVREPE & A

[0465] S fg—f7 iH A W L —1 2 K FLF-ECG - fEECGUS B Z 1T , R AN )52 10
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538, I B AFECGUS SR IR PR M B 5T e

[04661 7 ffF 5 25t F 2 B, W SR I 9 At AR 565 I 75 R ALXNT 2 1 0 sk 4K R BR BT
ADAFRJAFAE RSN » W SRASIE S5 M FRME , MRS TR R8N AN Ml A3 BG4S
% HL 5 45 AN AVE BASUE o 18 Y MO dEA T BN B it — 20 SR AE , e RR S A R A
PK/PD, ARV M ALXNI2 105 AR R BT 1

[0467]  AEZAE it FH 25,5 10 - HR AR AR By 34, XA — & SR 7 A R O
Ao A, AERT RIS 5550 20 5 B I A ST AN Sl R ANARAE (B0, 7 1 SR8 = 4
) FER BTN 5 , oIS A A 5 2504 <.

[0468] LA R BT S IGO0 (BIan, R et o o 2 BT Bedb A T BT K,
TS RSO TR W) | PASAEREFE T GG A7 AE slA 0 21 (95 A A I S BT A AR 1)
PR R L U H 5 Zh AN ZEAE

[0469] = 2GS RAS IR T FR IAE , BRI RIFFZE 1) H )2 B 2550

[0470]  BRAEDN 250885 T BRI 20, 25 el 3 (B4 7 i (Rl R e T, s AN
) BT ZEHRAE XU, AT MAE

[0471]1  FEMFFEEE /BRAERHE R 24/ NN P, AR B35 Bk A58 B it T2 25 J00TR] A A= ) ok
Y B SER AT DI ) LES SR AR FUME SR OB DA TR B AN e R

[0472]  MZEZB RGBT AL RA R A RIS RS R 7T 2599 ] 2 i 4R AR
WA IGTT HTAE .

[0473] &L RIS CHRAPHIE Bk B IENRAN A (encapsulated bacteria) firal i il % 255
FCEBKEA 5 AL I AU o AT SRS A 50 i B S 28 6 2 1 PRS0 < i 48 R T J e
WL IILIE , 7™ E A, 5 T SR I R TS o 12 F 50 FR ) A S R ) A A R T E 1
B IRANR S, ORI (B30 28 2850 AN /K.

(04741 {fi 4. 035k B8 S ORI “AA R S0 AR ER R (Common Terminology Criteria
for Adverse Events,CTCAE)” XFAE /™ B T00 P o MR AEARTEFR AL 1554 (™ E )
7% B PNCTCAEARIEES 2 “In 15 sy il Medical Dictionary for Regulatory
Activities, MedDRA®) ” Uil BIARTE (LLT) o BEALLTYALAMedDRA B 1 RTE (PT) 4
[0475]  ZEZEFRAERY™ HE M  CTCAE AT i 1 2 511584, FA B FRAE ™ S VE R uRR I R A
(9 .

[0476] 9. AR FF T E Ry P

F% i)

14 BUG OREREURROER: UmRBUSEIIEE: RARR T

24 s SRR H. RTEEERAEN N EEFRI TR E
(0477] WGiE5h (ADL) 3ZfR ®

3% FEE B R S (AR RI g A s RN ERR B E B AE K R

SEiw/abtibed -
4 % B AR E R fRRE SN
5% 5 AE HHRMIFEL .
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[0478] 455 : ADL= H W i515 50 AE= AR -

[0479] T HAEADLIEFRAE A & A A Do I o F LG VT B Y 5

[0480] " FRAPHEADL S FEHEIE ARG « TR A« F BT IR 2R ERNARANES o

[0481]1 B 57 & LT HF 50 5 1 D=2 U R SO Z2 B ER , T AE ™ 5
FEM H) BEBERIIR I A VEAG (IAESE , AR AT BE, AT AR, AR T REERAAE) o %A1l SR /L eCRF
FMEA AT 2 R

[0482]  F10: A AP AR

PG iR

e TRBAMRK | RP\FET SAFrE R Z RRARR KR
AT ERH R Rl PRI S5 FLAT e 8 27 o A AR I i R v 2 — 35, ELAN R A0
HE R, tWARETEH SR IAA™ M5 AE Z AR R.
A RERHR R HR A AT T SRS BT AE (B, Z3ifFss 1
245400 It P P P -5 SERL I i) I A0/ 0 1 0 8 20 77 ot ) 2 8¢ e 2
K, (] AR R 5D .
[0484] R AT REAH IS RUVFAEENE 5 A WA B & BRI A, DA 5 A

m AU AT RERI R G AR o XL TR A A A2 EEN . ERBUGHT
3 A U 27 S B2 R B R R, B T 0 AL 3 Il PR 36
I o

NN EPS HEE min kR, HAAHEE OFRIKRR, JFRZYRBBR
RS R BE /R T LT ARERX — 1, 5 EMRI 2 aEA
£, PN OGS, EPbRE .

[0485] ™ HEANR it (SAE) 2 48DA MR R R 3 S8, @A ay B
AR RELT IR ) |, Bk BOR A B sk KA (R, 5 B 8™ 4%
P/ TCRe ST, M/ R S R R/ AR

[0486] LT3 MM B 2E W, TS M B sl R T FPAR (- HBLDA A 4558 2 —
I, FTREA 2 BB, a7 AU A=y B B R AR B B B R 2 R AT DL & P EE AN R
1k,

[0487]  REMRIAEFHURG™ EA K M (SUSAR) A& AAETBH A1 H ™ B = FLITFI T & 20
SiRE e R T A

[0488] X FETH, \ICFINZ E T MU LT AE G TR AR 1) |, 8 fm — It 25
WiJa 56 KM 1k 6T 52 S i R, B A e — At 7T 25 56 KoM Ik .

[0489] 7. Z54RE) ) s R 2555y

[0490] 716 A 5T 25 2 AN 2 e, W B - e I 7 295 B FPD A P HILVRRE o o
10 EEARAER 52 H R[] (247N D) o ATART25 7 SR O PKCRATEIN ] p5 B4 AN i 2
AT RIS TR] S8 QSR A A SR P I, D 72 5 AN PK / PDAE i o
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(04911 MHIT-H 25900748 1R T T e S 1 PRAFIPD /A P IR ot o

[0492]  PK/PDIMPFAl 4 B : I ALXNL 21 ORI ZEBR B Piidk BRI TRIAZ 1. , cRBCIA L5 3)
BEIN TR AR AL R ZME) AR AN EL Cok BE AN TRIAZ 1L .

[0493] 8. ¢t )y iEAN R o0 A

[0494] USRI RTA BRI S 2 B oR  Ir A 258 DL N s ih A H AT A 25 2R el
FEVEANRO B Z) b o 18 Y I IR SR LR TR« T 20 B S 8 HSAS® A 479 . 48k B i bl
A (SASTRA-FST AT (SAS Institute Inc.),Cary,NC,USA) sk AL S5 UF M G o A9k
1T o S e i AR M Ge T B A TS, BRI BA ML nifE 22, i 2K
toe/ MBI KA « 23 AR Bl i IR T BOR R A o b TS R AR A e, S A T
HIAT A Gt RS FFE T 0AN5 % 1 1 2 7KK o BRI X e O BUE B 22 2 1, FRARN. I B
Ty Mgeit N e SR BB b B 8 g R B A S T A O AT M AT HERR
HILRAE EE V.

[0495] /R e Mo AT 88l 22 2 A7, 70 SR e vk 3 A o) (SAP) WhFsE T VA MRTiR 4
AT BT AR o 6 7 SR B8 20 A 5 A ART BE S, S A A B A Bl o B
FREEAIFGTAT i A S5 BAE S I RIT 7T 438 (CSR) PR 1 X 7 22 sl SAPHR AR i £ s /0 by
JT IR HAB B DA R 04 T B OB R o AE DA I M4 N, SR T B g HAt R M a0 #r
[0496]  FLJ-21)26 FIFENLIATT B (BB 183K) G5 NS U BRI D38, &4 , PKANPDESUH , A2 %
CSReAERFFTTE RN, AR BRI INRY , e , PRAPDS 1 i 24CSR .

[0497]  K£y246% HE VAL LWL BB AL/ Bl e S22 ALXN1 210 (N=107) sk 4k Bk 55T (N
=107) , DABAER /D193 % nl A 119 B (%R R (drop-out rate) AERIT10%) o1 ]
ALXN12107G 77 1 B2 S TR E B R Hrin B R AR B R TS 8k
TF, o A i M S 29 K 21183 K FILDHIE #44, (LDH-N) B3 et PO vA LAY B4, A
FN183 K 1 STkt 5 (TA) PR LB AR, DA 25 3880 o A A i B T R R A Y
Ko

[0498]  StfJ-LDH- N ] 3 B 25 it 3 -0 A Bk B oA T+ e el A AR e M ) 23
0.39, TANRZ N1M2. 5% AAES B Bl (NIM) |, fe /D 14244 B F 4L 1780 % A 46 7
(power) UFHAALXNT210%F 4% 22 BR B HTHOAE S, 2801 o« NIMOE T~ Bl AT 2 et 7 6k T 9 € e 1
(Hillmen P.%% N.Engl.J.Med.,2006;355:1233-1243) , 13X G4k PER SRR T2 7
FURIMER 2, L 6. 5 X BT TN 25 o T ARG LDHE 1B R I B4 R, 8
TRFFEE B0, THEFLDH- NI EE 23 (AR E Y BTALXNI210  1h A2 IR i< 211
FLERLDH-N. AR5 TR 2R BT LDH - Nt B Dl MUEF 29K 281 £ 18 3 K LDH - NEL B AR
SEEHE, AT AT TR TR AR Y AR IILDH-NEL I E B A v
YIoh0% IRk T AT DL 1T 4 FH95 % CTRY PR « 3k 28 I S Al THE TR FEBR B4t
TERTT B 342 % RN 77140 10 % [LDH-NEL A0 NIM A& Ze e B2 3R 25 0 <50 % [k Bk, &
AL 0. 391NIM NIM 1155 ENg TH(Statist . Med.2008;27:5392-5406) , HLHINIM
11/ {OR®} #3H , HErhORF R S REFRIEL AR A BR S kL, h [0.42/ (1-0.42) 1/
[0.1/(1-0.1) J45H, 1fn0. 5 & B B 3R 4 35550 « 4n20 1 04F 20 25 M B ER ) (FDA) Tl
FE R RS RIS ARG 1 28 TV FR AT Al , e 5 TE e B B e 3 5 58 B FONTIM. RV Rl DAfil
FHSELRSF (5 TR A N IM,, A5 Q0 AR 4 BR FR 195 % CT MR, {H 251 PNHAE 25 1A /D

56



iR :FB 51/133 L

ot 2 R RG il T  AR A B R P R A5 R A A S R i e TR EVE  ER AR R DA
P A2 EENIMIP B LR SF I 5 2, A9 PR ZE IR S BT 95 % CTI R, %5 T-PNHIY) 7% WL
AR BT C A5 1 R T S, TSl VAR A A E AT

[04991 b1 21 85 183 K A4 S AT A iy 11111 S 27 L AT At e ] = 20 A T -20 % 119
NIMAILMZ . 5% HI TR B2 , e D 19344 (BB I 1780 % 1A S /1, uE IR T A2 RIAES %
PENIMJE B T2 BRPNHE AN A E 19, T 1201 24F Bk BE I I I N2 20 /b IO e R SR BT iE
JTI R (Soliris TTHUAR BAE 4 5 EMEA/H/C/000791/11/66) ol S22 ¥a7 Fhda i i
THIEA 25 PAORFHE E PR Ast , NIMEE 12K FIRTT ORI T 1 BB 10 Al a4l , 5 24 1
W7 FR U EE B b AR T RIBI T I B (TARR18.6 %) , THKZEBR L HTIR T I &
F(TAFABT . 1%) ‘worHigkas , AT 124> H s shRaEfm, AHZE 2040 % (38.5%) o
1E K B G sh e R 3 A UL AN S 20 % o 6T e i 50 1 AR 2, ARSIl T
FR 20 % , DABROR I 2 TE g 1

[0500]  NIMIPJfE Ze s BT 3R 2 401 <50 % 135656, FLAA HIONTIMZ) 2 - 20 % o AT DAfef T 50 £
SFRONIM, B 95 % CTHY T BRI T-Eb 5l 22, (HUE S T PNHIE A 1O 52 WIERIMR ZEBR i e &8s
(AT B AT L SR T R TR = BT S R i 2 i (2 7 A SR E AN RTAT o AN, 55
FER b/ 2151 H 14025 85 R i g2 2 TA R LL B, 8 T45 2 IURE S A B, 7R PR IAS S
PIOTEOL N, ATLAE B RSP N IMUERH A ES 3«

[0501] iy T~ T-LDH-NIURE AR s A BB /N T2 T TARRE AR A s A 5E (R 1), PRI
AL B e A AR S B A A B T TAZE 1 LA AT RV 10 % AR H b A TR IE , A5
T 202464 8

CN 118512588 A 155,

[0502]  F11: i vh B L[ 32 B2 R A AR A i N 2 B0V
¥ LDH E % {b #il@s
[0503] (LDH-N) (TA)
50 77 80% 80%
1 KiRE 1-M 0.025 1- 0.025
AEFH R A 0.39 -0.20
SCE 2 i 1:1
[0504] W EEBR BB BN 0.42° 0.57°
0 B B B B2 AR HE IR 22 NA NA
B IRIT Z R 1 0
AR ER (SS) 142 193
% 10% 58 tHFZ IE Y SS 158 214
[0505] 73 .81 :Hintze,J. (2011) .PASS11.NCSS,LLC.Kaysville,Utah,

US.www.ncss . comoa . AR HEEEZRLDHAE (F [ TRIUMPHAF T RN 254 .

(05061 b AR I S A% () A BRPNHTEFFAR IR R %2 o
[0507]  FEA Atk (FAS) b dEATBhR8003 M o FLIR] 3 B 2 ki o3 A A S OB IR B4 i,
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IHTERTE T %5 (Per Protocol (PP) set) b7 FASIEPITA LI #T I 42 BEFH AR . FAS
BIEHTA £ 2 /D 1FFIALXNL 2108l K 4 BR FR D0 AR B e Jm FAT 220 LIR D ROEAG (1) A8
o

[0508]  PPHA-EIm 4B E 2 Wi 52, FHIT & LA N AT A ARHENFAS R 4k :

[0509] &) 7126 S RN LG T RIS ZATA ) & ALXN12 105 AN 1K R 2R 5T
[0510]  b) P ANZHbrifEH2, 3, K4

[0511] o) PG ANAIbnfERL, 2,3, 84

[0512]  d) MoREE S SRR LG T

[0513] o) EFE T S HLE RN 57

[0514] 5“4 tl” FdHAT RVt “La e XS 2D I R I T A
A 2D I 5T 25 B A A oAk 1 PRATPD S 1) B 5 2 AT 254R8) J1 5 HPD
53T

[0515]  yid 7R YT A, DASCFAS e FIPPAH [ S AR B 5 1 N T e v 22 MR 2R ARFE , B
FE S AT I A O B4 TR

[0516]  FirfT AR Y G A AR AL E B X SRR TR T #2007 3150 B3 e
FEST 1Y RS BB 43 e DA SE R b 1 A 7 0 SR DA S A B D PR 2 5 B A i B A
FOEEE  HRIE T2 SRR RS R A, 45 B Rk PO AL o 427 Ty AR
A T 832367y, IEIaTy GERAST A BRI D | dE AR 1 2K GER AR
PRI 1 B B8 .

(05171  ffi A D A= 2H 41 258703 (World Health Organization Drug Dictionary) X
TS BE LATT AR 29 8 T 2EA T g Ay, 45 T PERE 25 B A E 43 b o il T A00%
THECRIFAS, e FIPPRE R IF) B3 F A0 bl F MR - 97 1k - 15 (ATC) 43 M 1k 25 24 Pk
EZ5W),

[0518]  JL[A] F= 82l 2 iuE : 1) BIEE 183Kk B TARY B A LU I IR 7 42 A 2518, DA K
2) MEE29°K E183°K, LDH-NJT 230 TRIFARN 38R, AL 2 AN IR EE A H 32 Ay 1. H AT
577 S TR LR P 11 Ak B Il 0 o FE 55 183K, BHATALXNT 2 LOFMK FEER FE 1A T
HULKBENLY 2, THEH R B FAT 95 % CTR TAIN B W 47 bb « EALXNI 2 L0 FEBR 1 T
TRTT AR RN R Y ARk B TAI BB 1 0 PE I 2218, DA ZE (B 95 % CT - FFALXN1210
MR R PRy 4L R 2 T oy 2 AL N ALXNT 2 LOAMK FEER FR PR Ty 412 (Rl 22
E I A (ff JTMantel -Haenszel) offi [{]43 FENewcombe i {5 1X [R]72 11 HALXN12 10 F114K
FEBRIRPURTY 42 A 2= 95 % CL .

[05191 (S FH) XAt 1F 5 #% (GEE) J5 74 HTLDH-N, sxX ik 1 A2k U5 A0 LDH - Ny H A2 ) i
(Liang K-Y%F,Biometrika.1986;73 (1) :13-22) «GEE 5 i+ 1677 BUR LA ELFICT,
[FIINF Fsfll 4 E AEA TT0  HeAth R 2R N 2 2 IR AE DG « AEE 29K % 28 183 K IFULDH-N 1
Az &, B 7 R RS & Fril sl (PRSI0 B R 20K 1043 2848 ) FIRLZRLDH/KY (FF
SRR ) RS AR R E AR AL o R R IOAR B A — B B A g 44, AR
B i ARSI EAEAE T TR R BT R DA 2 TR« S 29 )R TG AR ) & 28— I
AL R, T ZEBR eI b/ 2JPIALXNT 2108w (1 4856 2 WH , 2830 4 P17 7, LDH I /E
BT iR ok R 25 R B o HAF 95 % B AR X TR 34 L
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[0520] Oy TAFHHALXNLI210A% TR EBR RPN E5 16 , R[] 3 SR N 7R 2y e A
PN N ZEME (ALXN1210- 4K FEBR 5 41) 1995 % CT FFR K T-TARY -20 % FUNIM, Jf H.
ALXN12 LOAHRS T4 B BR F e A # bb 1995 % CT M FL K J-LDH-N¥J0 . 39fNIM, M E1 &5
ALXN12107897 A9 TR EBRIAPT o QSR AN R[] 22 B 2% i ) AR 95 350k, I HLAEAR AT —
A HETF] F2 B2 PSR B ALXN T 21000 B RS, AT LA FiiHochberg 2 F LB 75 20Tl
HAJCHE .
[0521]  AERLERANHFT VA, sl AT L3 IERTR 7 AL JEL T A S B Dl 25 A
26 [ IBEAILIG T IR e 17 axX B0 v Al o it 1 42 ) O 9 5 B2 (MMRM 5 15 2 I 431 4n
Mallinckrodt CHZ:,J.Biopharm.Stat.2001;11:9-214IMallinckrodt CH,%%,Clinical
Trials.2004;1:477-489) 43 At MELZR 2] 5526 I FACT T 57 A2 1k, (LA K LDHIY 1 43 Eb A2 fb) |
R A E M ORIy, F il s o IR AT LR PR G AT 250 LR 190 15 14
o> 144N LA [ pRBC) K 756 LDH/K S (1. 5% <3 X ULNEK =3 X ULN) , WFFE 1500 K i st ¥ 7 4
AHEAE BT, DA SEERFACT TR 55 (B LDH) A2 5 A0 BLAE 3L 2R FACT T 55 (K,
LDH) FRELE | [ P A E A AR & o 65 FLDH 45 LA, 10 5 B 2R LDH KR — i
4247 i i JTKenward -RogerdT fEAEEAY 110 BRI H FHEE T ALXNT 210 MUK ZEBR R 0GR T 41
2RI ZEAE VA S 2-1M195 % CT .
[0522]  SufJ- oM MR A I ANRSUE PO 2L & 1, SR T T TAROARRR] 7 7 o IR R] 32 30 48 05,
PN AR 30, A3 R 7 2R 30X B8 S R B 25 o AN RAE SRR I AR 2 i iy T E
30N, I HAZL R ALXN12 10 BE AR, M B0 . 054836 2K vty & S S AL Ll
M
[0523]  fE Xt st R B DR e s b A T AT, (i R SRR e, Wik 2 i Z R 56
MHERR 5 S50 17 A - et e iz B & VEMAR IS HEER T e S48 5 v, S 5 pra
X B8 S R B D S P AICT CEHF X A) o« @ 2RLDHA ML LR 21 55 26 1) F 43 Lb A2 b
o, ALXNI2 10 HK BRI P TRT T 412 TR ZE 1B 95 % CT_EFR/INT-20 % [EINIM, D) A B 1%
ZEFALNI2104E S 38, IS N — S8 WIRFACIT- 55 11 H ZR £8P AR, ALXNT 21047
WK PERR B DR TT 412 R ZEE 95 % CT R RS- 5HINIM, JU A XS 1% S EMALXNT 210
B3 IHARL: T — S E ARAE TR VI B A LB I, ALXN12 10 54K ZEBR B iy T 41
Z IR ZEAH195 % CT_FFR/INT20 % [RINTM, TR BN T S ERALXNL2109E 5 30, TS E: —
NS AR A TE I 2L & LI, ALXNL2 10 MR ZEER FRpTiR T T 412 TR 25
{Ei[195 % CT FPRAT-209% HONIM, M FFHHALXNI 2104580 E 5 80 H Tt E 702
SU I, R C R RO E TR DR 2
[0524]  USEEELLR MAFFT ORI TOPEAL , #0a 7 411 S BORTC-QLQ- C30/Y FI JEZRIM AR, o 71
WS VAN W S A, 276 7 4 S PNHII PRI A S 2R 4 o 4275 Ty 4 R IR Ty
BC2IMAVER SR (n) AR AR SRR R 10880 (n, %) #6967 AL ETR T7 IR S i
pRBCI FRA B I EPRANTR YT 415 B R 5T 299 VAR 1 2R HH L DH - NP R[4 AR 1
Kaplan-Meier £k . A THIXEE S HH A TG0 11 HERT .
[0525]  p&e BRIt TR LAt AT, e B e XOhH 2 /D 1FFIALXNT 210 4K e B .
PUIPT A B - 183K, HR 7 kit L 45 R
[0526]  AEfHHVA T aE e
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[0527] &) V&I T HTANR o BRRS RLR e ARAE B KA 70 29 2 BT T AR AT AR
[0528]  b) VT BB P A 1 ST 7T A A ek 2 e T AR AE .

[0529] ) 57T B A SAE : PR EEI1IAT T % AIAE (TEAE) .

[0530]  ESETEAEM) A A=  FH T-TEAES [RE U H 1E 5 Z51AR S TEAE it ¢ 254t T 39 )
[ TEAE . H5 [ TEAEFNISAE . T AT AES4) (i FfIMedDRA  18hj ol BE Sy RASHE A T4 , I 4% R Gere B
4328 (SOC) MIPTHEAT TS F@fk T TEAE, SAE, TEAE, AHICIHI TEAE , ifF 5 25t FH I TR] (I TEAE
DA R TEAEHR 1E (R4 R T FR o RS 2 Fh I R 2R AN R AE A A S AR AR 1
AT

[0531]  FRRLERANILER 5 PRI [A] RSO AE A A A TR RIS, HFFi 7 4 S B4R
A AR T HEE LRI AT AN I SR FE LT W T ] s s PR AL 27 Iy
FPRAT T A5 SR B A TR AR M S 45 o FOR FICTCAE v4 . 031943 bRt , B1HH R HHo0
56 2= FUE AN TR A0, A SR T o R p e i 45 R R TS B

[0532] 2k TECCEEN BA LI ity et 1O L EY] (PR, RR, QTAIQTCF)
AR TR i HFridericiaZy 3 (QTcF) KO AIQT ] B .

[0533] ¥Ry HPARMIE S Es T R I e Il &, F FEADAXSALXN1 2105k {22 Bk
FPUI KA RS « IR — LA SR LE AR PR R LR A

[0534]  fifi IR A sz 2 /D RIF9T 254 (BIALXN1210 8k 4% 2Bk Fr ) DA RTREA [ PK
B R AR LS R B RS HH ALXN 12 LOFIR ZEER B B PK S 50 A 3 T SIS Ik
J5 - ISP A A P o 2 P B A S DL 75 A - P TR L 0 P o S s 791 8 e FH R SR ASE S T
TP VL o AEREAS SRAEIN TR LT e FE R v R AR e e v 85 , a2k i TR A
AR B Bk ok B A 7R B SE &2k R ARPKI P74

[0535]  f4s % /D 1FIALXNL 2108k A ZEBR i pr H AT A vl PDER (M BT A7 K8 B TPD 4y
BT o AERFUCRAFIS AT AT AT ALXNL 2 LOFM ZEBR A PDZE B2 HE AR R e 8 o el v L
(I 5 1) C LR 94 AT e RBCYA LB TR AR (R 248 W ATIARD N T B4R AR (AT (1 20 A2 18
AL T IV FALXNT 210 4 i BRI PDRSCR , AR

[0536]  SJitE 1512 : (AR IS5 I PNH A A UALXNT 210 (Ravulizumab) A2
BRI 3T FEATL T BObRES BRI e i 45 51

(05371 DL N2 AREE Bk STl 1) 7y ZE - TIORGOS 3 R 7 HH 3R 11
BRI ST O L MG R I S b .

[0538] 1.3 tdiipak

[0539] X WIIT T A I PRI e & — T LI « TR BHAAE T PRI 5T, FA AT )
FIGTY JCAL IPNHE A B, Eh i T ALXN1210 5 Soliris® (IR ZEER PR YD) ES M - 1%
W7 S T 246 44 B8 L 2440 FRE 5T T, HFBARAE AT &7 S BT Hp o« £E it
Fent i 245k k.

[0540] X TIITLISCR &) 7 H E 8 Hbs, JFuEBALXN1210 (ravulizumab) A~%5 T
Soliris® (eculizumab) . HAKIT &, ZAFFT 2 T LDHIE 54k, (LDH-N) Ay I % (TA) B9 Tt
FRE RS O BB (NIM) |, A1 T FDAZER 10 % BB o AR, TAZK S ONTM/ N 5% o LA, 4
AR B L U ALXN1210, FEUE A T-Soliris® (KRR « S VEIA 1ML (BTH)
B R AR PR U i ravul i zumabl N EUEE R, 4% AHXS10. 7% ABAEZMF 5T
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TR e AR TR (p<0.074) « Soliris P2 IR PEA I & A= 2R ELALXNT 2104 /55 HH 245 DA
I, ZE1H 5 Soliris 4 HH K AR I CHIM AT I, ixX FHHAXLNT 2 101 1 FF 25 58 4 I CH I K A
SRF R MEIR AU

[05411  ELfrgskeadd , TR ] 3 2 S IR A e 255 RavulizumabfE e th2 b g 2%
AE TR EBR B ke 50 (73.6 % AHXS66.1% ; 2 57 06.8% 2= H[95%CI, -4.7,
18.11) ,LDHIEH 1k (53.6 % AHX149.4% , Lk [1.19(0.80,1.77) 1) , LDHRY F 43 Lb B
(76.8 % FAN76.0% ; Z2{E [95%CI],-0.83% [-5.2,3.6]) ,FACIT-9 55 vE4 R AR (Y, (7. 14
X16.4; 2 [95%CT]1,0.67[-1.2.2.6]) , =ZBEVEAIN (4. 0% 40410, 7% 3 2 [95%CI ], -
6.7%[-14.21.0.18]1) , A KXASEMIMLL & H (68.0%AHNT64.5% ; (A [95%CI],2.9(-
8.8,14.6]) « EHENISE , BURIE D MTAE AT A Dt i 3 e s A e 45 51 - B0 oA f n
B R A, P T E e .

[0542]  [E 15 R TRFALXNL 210K B R Tt TEU R W AR 2 8t e 8 1z 5T b
B 7 AEPNHAIALXNL 210/ M B TR 45 2575 S8 SR BR SR A L HE 4 2575
2 B B RAEAMAA I G Y JC A58 1PN A ESS 250 - ALXNT 2101 7 e B T
PRE, AU FR 2B — KO H 7 77 (=40kg E<60kglt) 4 H2400mg , =60kg 5 <100kg 1) & Ny
2700mg , =100kg[t] fH4 }y3000mg) , 55 1F 58 15K MU J5 a8w (FE8 ) [EJALXNT2 10[1) 2457
it (=40kg % <60kg1 7 }3000mg , =60kg 5 <100kg ) 2 M3300mg, =100kg [t HE N
3600mg) « 2= DLIET A , K EBR DU AE 251 .8 15122 KU FE41600mg i S5 i, SR 5
TEEB29 R St SR 2 i TV FH I 900mg R 24 71 = o = WL Lo

[0543]  ZW 5 T LB A T BE 2 10 B Bk, A7 246 2 B E AR I, OF
BEMLZEALXN12104H s AR e Rk B e « & WIKI2 A 394 SR F Tk A i AEFE T 52 %
26 JH7G T IR 24607 FR A, B 2430 T AR TR RE KA T - 2 DL 2 A AR ) 2
LFHEMA Dt 7 Hdi R~ T3,

[0544] 412/, FIT AT 24603 8552 107 1 R (ALXN121041 H [ 1254 B35 IR e B .
Préip 12147 /) Y AEPASHIL 2 « 2 A MPPEEHHERR  ALXN1210£41 Fh )1 44 B2
R R FR T A 1 4 RBE I 5 7 2R E I pRBCEN I ARIE (4185 H <T7g/dL) {HAEY
N B 3 ESE ] (Primary Evaluation Period) FFAr] AN i) A i o RV Hofth 2
FERE V5 PN 545 i AR o E (H 5 A P sz AL, X 2 B 5 U FEAEPPER Hh, DR g At T TAR S ian af.
PrfEdz 2 17 2/ D LRI

[0545]  Fe12: 3 A dichite (ra L )
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ALXNI1210 | {KEEZREHT | BHK
n (%) n (%) n (%)
WAL R ERE 125 (100) 121 (100) 246 (100)
FAS FREFH = 125 (100) 121 (100) 246 (100)
M FAS THERR B E R E 0 0 0
[0546] PP fErh ) B R 124 (99.2) | 120(99.2) |244(99.2)
M PP AL rh R 1Y R AR 1(0.8) 1(0.8) 2(0.8)
ZEETHEENEE 125 (100) 121 (100) 246 (100)
Mz A R ) AR SR 0 0 0
PK M i B FH s 125 (100) 121 (100) 246 (100)
M PK 43 H 58 h HE R () S8 RO BR 0 0 0

[0547]
[0548]

Ui'5 FAS= M s PP=TF 5 5 %
AR T-LDHAL M 2 2103 )2 , BERLALIN ) S5BR 2 2P Jo 255 (LDH 1.5 <3 X ULN

5LDH=3 X ULN) (ZWK13) 557 /2 A0 ALK pRBCIA 4407 FE v ISR B R B2 11
B 14547 (1 pRBC o £E 43 2 1 2 14 5 [ pRBCHI 1577 25, S 8307 M 432 1> 14
I PRBC . 7543 24> 14 LA I pRBCIY 4B (v R Hh , WIER B 1 44 iB 5 B2 T 1 2 14 PR 1)

pRBC,
[0549]
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ZE ALXNI210 | REEZRESEST | B3
(N=125) (N=121) (N=246)
BEHLALE Y LDH 4324, n (%)
1.5 #<3xULN 18 (14.4) 16 (13.2) 34 (13.8)
> 3xULN 107 (85.6) | 105(86.8) | 212 (86.2)
M2 E¥) LDH 424, n (%)
1.5 F<3xULN 18 (14.4) 16 (13.2) 34 (13.8)
> 3xULN 107 (85.6) | 105(86.8) | 212(86.2)
BEHLILRS [ pRBC 43241, n (%)
0 AL 23 (18.4) 21(17.4) 44 (17.9)
1-14 457 79 (63.2) 78 (64.5) 157 (63.8)
> 14 Hifr 23 (18.4) 22(18.2) 45 (18.3)
M 2 ) pRBC 43241, n (%)
0 Ffir 22 (17.6) 21 (17.4) 43 (17.5)
[0550] 1 % 14 47 80 (64.0) 76 (62.8) 156 (63.4)
> 14 Bfr 23 (18.4) 24 (19.8) 47 (19.1)
LA B AR 2 40 4, n (%)
pRBC=0 #ifif }z LDH=1.5 %< 3xULN 9(7.2) 8 (6.6) 17 (6.9)
pRBC=1 % 14 ¥if7 } LDH=1.5 #<3xULN |6 (4.8) 6 (5.0) 12 (4.9)
pRBC > 14 #.47 }2 LDH=1.5 ¥< 3xULN 3(2.4) 2(1.7) 5(2.0)
pRBC=0 H.{i Ml LDH > 3xULN 14 (11.2) 13 (10.7) 27 (11.0)
pRBC=1 % 14 #.{; & LDH > 3xULN 73 (58.4) 72 (59.5) 145 (58.9)
pRBC > 14 #.47 J% LDH > 3xULN 20 (16.0) 20 (16.5) 40 (16.3)
MLEER ) Ak 5 )2 504, n (%)
pRBC=0 #.f7 & LDH=1.5 %< 3xULN 8 (6.4) 8 (6.6) 16 (6.5)
pRBC=1 % 14 ¥ifi7 Jt LDH=1.5 £<3xULN |7(5.6) 6 (5.0) 13 (5.3)
pRBC > 14 #.47 J¢ LDH=1.5 £<3xULN 3(24) 2(1.7) 5(2.0)
pRBC=0 {7 #l LDH > 3xULN 14 (11.2) 13 (10.7) 27 (11.0)
pRBC=1 % 14 ¥4 }7 LDH > 3xULN 73 (58.4) 70 (57.9) 143 (58.1)
pRBC > 14 %47 J LDH > 3xULN 20 (16.0) 22 (18.2) 42 (17.1)
[0551] 7 : BEERAE SCOMITTE 29 i JRGF i i e e — DN AR R AE - LDHAJULN D 246U /L o 4

5 : LDH=FLIR I ¥ ; pRBC = [ L AT 4H it ; ULN=1F & 119 F R
[0552]  FLERPIRFFIEAE 2 N IATT 4P S AL (R 14) AF 2R, INPNHIZ W 21 1
[ S TR 6 L 64F (v £=3.94F) »

63



CN 118512588 A W OB P 58/133 T

[0553] i (35 A O 0 I i o It AL A D PNHRZ W o S35 EUPNH. RBC e K /Ny
38.57 % ; -3 EIPNIRI AR e /N84 . T4 % , ~F- 34 KU PNIFRAZ R Fe B R/ N 8T .99 %

[0554] K14 PIRFHIE (0150
TE ALXNI1210 K EEZR 5T ISt 4
43 (N=125) (N=121) (N=246)
2 PNH 146 (%)

n 123 118 241
I (SD) 37.9 (14.90) 39.6 (16.65) 38.7 (15.77)
SR A 34.0 36.5 35.0
B/ME B 15, 81 13, 82 13, 82
130 PNH 27775, n (%)

WA 94 (75.2) 96 (79.3) 190 (77.2)
M HE (Ham’s test) 10 (8.0) 5(4.1) 15 (6.1)
PR A5 0 (0.0) 2(1.7) 2(0.8)

[0555] HoAth @ 21 (16.8) 18 (14.9) 39 (15.9)
M2 B8 1) A7 7] 2 g 4 R

n 123 118 241
‘FIME (SD) 6.7 (8.14) 6.4 (7.54) 6.6 (7.84)
LA 3.8 3.9 3.9
Be/MAS BOKTH 0,41 0, 34 0,41
FEILLL Y PNH 72 F2 A/

PNH RBC IT 4 5ilE KN (%)

n 124 120 244
SEH{H (SD) 12.36 (20.539) 13.70 (17.672) 13.02 (19.155)
A7 3L 4.00 6.15 5.00

BME S B

0.1,99.5

0.1,95.3

0.1,99.5
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B3\ ALXN1210 K EEBR B 4T I=E
4% (N=125) (N=121) (N=246)
PNH RBC I & i K/ (%)
n 124 120 244
P14 (SD) 26.29 (17.246) | 2521 (16.944) | 25.76 (17.071)
7 3L 26.35 21.20 24.10
B/MA, BORA 0.1,82.0 0.4, 75.6 0.1, 82.0
S8 PNH RBC 5iFE K/ (%)
n 125 121 246

[0556]
BME, BORAE 3.0,99.6 2.2,98.0 2.2,99.6
A9 PNH RN 52 BE R/ (%)
n 125 121 246
T4 (SD) 84.22 (20.956) | 85.28 (18.977) | 84.74 (19.973)
ERID& 93.80 92.40 92.55
w/ME, KM 4.2,99.9 8.0, 100.0 4.2,100.0
A5 PNH SR AZ M v B /N (%)
n 125 121 246
#5144 (SD) 86.86 (18.078) | 89.15(15.189) | 87.99 (16.725)
EREDA 94.00 95.10 94.80
B/MA, BORME 8.5,99.9 17.0,99.9 8.5,99.9
[05571 7. ERBC R4  BAZ 40 v B K/ Nl = LA T TR T T TRURBC R4 i - A%

T-¥5{E (SD)
s %

38.40 (23.748)
33.60

38.74 (23.194)
34.20

38.57 (23.430)
33.75

AN TR/ N FEAE SON S — IR T 258 2 BT iR i AR AE -
A" 2Bt dE Coombs 1k, Flaerd e , I AL /AEtR (Il RE N , RILE2
), e re R, T2 Wi T EA S Bd e, BB Wiy , SoRAIf .

[0558]

[0559] 45’5 :max =t KAH ;min=1x/)MH ; SD=FrifE 2= ; PNH= P4 A A (0] 14 2025 A
JR s RBC=4T 41J}{y
[0560]  — H ik 2|75 SR8 T — 4 Tk [ 5E i SR v 20 9% FRR, IS P04 Je fiT A

BZFIRBCAY Z TN - Mt , K283 (82.5%) 11 28— ST 2% 2 Wi ) — 4 H 47 pRBC
B SE , AN 16T o 7 SRR IS 2436 . 2pRBC/ 42 LA IfL, 7 1 KGRI RERT I 1240 HIN
i~ 398 . 8N FARL  AERANRT T AL 1], F 1 2SO RN 1L B 7 2 AT L o

[0s61] 315 kG124 HINIZL AR, (o0 it
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T ALXNI210 | fKEEZR#H | B
4% (N=125) (N=121) (N=246)
HUGH&ERT 12 MH WA pRBC /A i & | 103 (82.4) | 100 (82.6) | 203 (82.5)
R, n (%)
HIXGIERT 12 4~ H A pRBC /4 L i
S 677 572 1249
F¥I{E (SD) 6.6 (6.04) |5.7(553) |6.2(5.80)
[0562] | Mrfirdy 4.0 3.0 4.0
B/ME, BOKAE 1,28 1,28 1,28
HGRIEHT 12 /N H AR pRBC /42 1L [ 52
fir
It 925 861 1786
T-HMH (SD) 9.0(7.74) |8.6(7.90) |8.8(7.81)
ELEDE 6.0 6.0 6.0
B/MA, B 1,44 1,32 1,44
[0563] 445 :max =i KH ;min=1tx/IMH ; pPRBC= H FHELT 41} ; SD=HrifE f &
[0564] Q75 SERT SR, T R AR B4R B 2 /D URIPNHARDSE R iRy 4l 2 ], B

FEFRAG R 2 BT 22 I I PNEAE R AU SR AR L , fe s WA O Fr A 1920 % ) 57 8RR 59
(ST AR IRI WIS (PR RINE) |, S (R JRBIARIE A 59) |, IS A5 CNS
MORHIAEIR, BIASKIR , SR el E AT AR 7] o
FERVEAHT, 980 9% 1Y 5 B UERH RIS L& 2 B2 W R PNHAH DGR O, dnsk 16 iy
e ZHUEH (84.6%) HATIMASCHIIZHT . 32. 1% W FBE AT FRAER ARSI, 12. 2% 11

[0565]

A B RG S,5. 3% 1 fh g By s e A S
[0566]

CEETE

=

PN =

16 AR LR AT AN [RR2 W R PNEAESCI R D0 (o i B
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PNH XM, n (%) ALXN1210 WKEEZRBH | B
(N=125) (N=121) (N=246)
E K01 [F 252 B84 AR AT PNH 1) | 121 (96.8) 120 (99.2) 241 (98.0)
E
i 103 (82.4) 105 (86.8) 208 (84.6)
[0567] o FR B M 41 85 14 fR 81 (64.8) 75 (62.0) 156 (63.4)
AR RS PE AT ML 41 (32.8) 38 (31.4) 79 (32.1)
B s 19 (15.2) 11(9.1) 30 (12.2)
BB A R AR AE 7 (5.6) 6 (5.0) 13 (5.3)
BEUR FF KIE 3(2.4) 4 (3.3) 7(2.8)
Hofth @ 27 (21.6) 13 (10.7) 40 (16.3)
[0568] i AT LURHIE A Th N— LA 2R,
[0569]  ““ILAb” A E T IRENR L (n=2) , 48 “HAL” 20 rpth BAG 2/ D U AR

SPNHARDCHIR O, AR L/ MR DIE (n=5) 12 PE R IR (h=4) , &4 DiE (h=3) ,
ASTHEIN (n=2) , & SEBUP (n=2) , EVARNEIRDAE/ M/ MR DIE (h=2) , IHEE A7 (n=2) LA
KARE MR BEFERNEAZ AN L & A VR R AR 158 4 i At D B e
KE AL (marrow hypoplasia) A LG AR BN 52 BB /AR BRITAE BEDA T
ARSI Tt S R P R DX AR B R R MG A < i/ IO D RE / e A 1T T 2
IS FFAEA A (marrow aplasia) 540N/ DAE/ /MR DIE/ IRDIER A & 141

#.
[0570] 445’5« PNH= 4 S M e 40 26 1 R
(05711 724615 5 M ST 25t F sk JI7 A7 48 5 SR T 1 e SR A B

FE W o B IR S BRIATRE AN, B AR (=10 % 1) Semi 254 0 4 2 44 R B 12 R iR
(52.89%) HLIMART (29.7%) AL i I R TSl (24.8%) , IR N H
SRR 29 (22.8%) Bkl (15.4%) ,B- NI 257 (5 %) (15.0%) , &5
T2 RZ 25 (13.0%) , 32 21 se i (1) e BEVE A5 1 BT 71 (11.4%) , HAB BT 254
BEZS (11.0%) »

[0572]  HURTT 5, 4595.9% 1) R (ALXN121041°598 . 4% , 4K Bk B hi41 ]934 %) IR T
T R PERE 258 o i H IR IE I (=10 % [0 ) PERE 25900 L2 484 R B12 AR
(54.9%) , HA R A MIRERZS (38.6 %) ,B- NN EIAE R (B 3) (38.6%) , by
(31.3%) , T IH MR A H B 8 SO B I 25% (29.3 %) , BT S U 1A 254
(26.0%) , =L IIPTAIZ 25 (24.8%) , 4 B I R B S BT (24 .4 %) , TH R AP
FRan (21.1%) VR (17.1%) , HoAthB- NIBERZ S HTpe 299 (13.0%) , #5958 25 (hEuddi 51k
W22 5) (11.4%) , 22 I A P 1 12 45 M 05 20 L I 791 (1.2 6 9% ) R 97 92 40 ol 541
(10.2%) AERFFT I REH, HA30. 9% #4252 T AR AR

[0573] 2. F B/ IR EL S FPIRAHIC S
[0574]  qnP4f R, AEH W AR BN T e o2, (TA) FILDHIE 3 4, (LDH-N) P/
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[F] = B s, o P4 AL 8 — f JE 32 RFDAE R A E S 88014 S o X0 T-TARILDH-NZE 5
LR B T 20% ARG M E YA B TAZSAGE R T720% 195 YE, 868 T
5% [P AU o [, LDH-NAE HH 120 % [ S, it —20 ik 3 TA Y 110 % 19 S . W4
[0575]  LDH 4 43 bt Az {¥ (LDH-PCHG) , FACI TR 75 PE43 AR Y , S8R VL (BTH) ANIfIL 2L 25
FarE it (HGB-S) 1 BE B R B At JE BEPE I « ELARHR EBR B U ALXN 1210, DLIRI5.
BEAN AT IR LS mFALXNL 210, 177 FLABABEA i B rh 21 66 =SB RTR IR
PG . WIS,

[0576] 4k - BERTR B AE 26 HI HH o [RTIN) R R R 02 , MG TR R BB , BN A
HIETT DU AT ALXNI2 10 B0, 85 —1 7 oA TR BE Bk B 4t , ALXN 1200 I S 107G
FY D806 . 8% , e KT -20 % TR RS 2okE SUE , 13 BIAE S 8 & B0 - IR, BT 258
IR EEZT AT AR Z518 : ALXN12 1042 TARZEBR o 30408 0E , L IWALXNI2 1048 T4k
FEERRPT ABFEAR R AR PLUA BRI Ge 224516« IWAI6.

[0577] Sk X W DR &0 1 2 MO R R BUSIE AT« 45 o T B 7 48l
1210117657 380K A 1h) EEAR EBR B HT1E76.8% , 95 % U EL 5 X TR (CT) y-4.7% %
18.1% o -4.7% AT HAR AT T0E SUNAEL M EFYE - 20 % %R Wor T 2 PMgUsedt: 2
BT, BT X BEHE SRR = B AT I P 5 R o (AR R, X Rh— B T X B2 il
PRARES SEA T8 1, FF 2T 78 DA o ST 0 TR

[0578] i FEFTEARINN 20 73 T LDH - N2 S22 A R Dl 5 %, I8 « LDH-N (FLER i 4
B IE 3 10) 248 M EB29 K2 25 183K, LD 7KV /N T8k & T~ 1xULN . LDH- NI A0 AT s %
BOE PR R AFALXNI210 0 K2R 295 % I A5 X TH], s (5 g fi Al vHE « 25 1) SXUh o o 72
(GEE) AT A5 o 12 AR AR DL R ARAE 1677 21 a1l S0 FN3E£RLDH KA o A T HE AE LA
{4 ALXN1210 , B 7E 22 MM 44 ZEBR BT o BT S A T HE AR AE U SRS 250 Sl
L =IMIE) (-20%) B4« A 3L BN R G AR BBk R e, i H P A 2 2 iR
KRB N2 AN TR EZR BT, K2 B0 A P i FALXNT 210 2 ILE8 .

[0579] G 9f R, BB TR, LDHV SME AR 2955 22K 28 55 24 KRIN IE 0 o IE i R
(1IXULN LDH) , JAEBEAM A FE A R AR 2K o 9P RE£R T TLDHEK1X ULN LDHJY
IEH _ERRAE  BER N 5 IO 5 HE B R DUk ES Y RIS B 25 4l i B 8 A Bz, TR
12, ALXN1 2109 55 BLDHA I CREFG 11 . 5X ULNAYIG F7K-F. W9,

[0580] X F-ALXN1210FMRZEBR B BTIATT 41, 2k BILDHIE F AL IR RI 7R F&10. ALXN1210f1
A LUK EZR BT A R A5 KR B EH AL - DLAR10. ALXNT20 JE 5 TR 4B AE 5 24 Kok
B T IEFA AR ERR YGRS 29 A B TIEF L. R T A IE T 1
FHER R T YR T AP E AR 1o . 2 WK 10,

[0581]  ZERFoE I BRI 2 AN ] S S8 LDHIE AL I R B 1 A0 L R TR L L il 13
ANIFFEH 50 % HFIALXNL 210 8 AR IEH# YEI N, 1A 2150 % R ZERR B bTiad T i iR
T R PR IR VS EIN I B2 55183 K. DAL L,

[0582] b, FERLZRI) , ALXNT21041 1 34 EORTC QLQ-C30RARHEFEIR M T R0 H
56. 13, K PERR A HT41 57 .51, /FEORTC QLQ-C30, S AR{EREIR I , S AN BEFIEORTCI 55113
AR B =107 BGE R FoR i IR AR SCIBGE (King, 1996;0soba, 1998) « 5
IR EBR BT ZH AR LG , ALXNT2 1020 Hh B 15y 1 49 bb 1R R 55 A 55 2 9 RO 32 S04 91 )
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(Primary Evaluation Period) HAFEORTC QLQ-C30, SUAMEREIR AT, SR IIEERIE 57 1=
RPN E D103 OGS, A 12, 1I3FILAf 7R

[0583]  3.72:4 Mk

[0584]  {EALXNI210MMK AR DUATT I EE Z [RCAMEL B R (AR) ™ A R
S (SAE) B 252 e 255 o DU 15 NI 16 o b AN, 71 = B2 vpA BITR] , 150 W2 2 v s 8 R
TR A AE B R Ik M BT o 2 IR TR 8 o dic i MLITAE 2 K9/, 35 % « 2 LK 16,
[0585]  HZ1H— R Bk 2 RMAVER S 5 i A SR T17 . 1%, AR 1T o

[0586]  ZR17: HEAAR M S L (i)

(0587] MAVE 25| ALXNI1210 | fREEZREH | BH

(N=125) (N=121) (N=246)

MAVE 25| ALXNI1210 | fKEERKBH | B3
(N=125) (N=121) (N=246)

H MAVE Ji £/ 83 17 (13.6) 25(20.7) 42 (17.1)

LR P 5 Pk 2 /R ik LT A T G 4(3.2) 8 (6.6) 12 (4.9)

PR/ BB LA T % (Budd-Chiari 285 4E) | 4 (3.2) 4(3.3) 8 (3.3)

A2 fhk BEL €/ fi 1L 7= 4 4(3.2) 2(1.7) 6 (2.4)

1y 7 RS/ P P e i L A4 T Rl B ARE B 3(2.4) 2(1.7) 5(2.0)

i ik oL 2 1(0.8) 3(2.5) 4 (1.6)

i 0 4(3.3) 4(1.6)

[0588] 7 AT R 2(1.6) 1(0.8) 3(1.2)

CUREFE 0 3(2.5) 3(1.2)

2V ) i % P 2 1(0.8) 1(0.8) 2(0.8)

W R 5/ PR UK 28 ik AL A4 R A B 0 2(1.7) 2(0.8)

6L PP M e 1L % 1 1(0.8) 1(0.8) 2 (0.8)

WA GG AR R 0 0

W CEGMETE: SRR M 0 0 0

' 5 Wk LA T 0 0 0

' e I LA 1 0 0 0

Ak AL O LU 0 0 0

oAt 0 2(1.7) 2(0.8)

(05891 UL i THA— ML 2.
[0590] 44555 . MAVE = F- BER R 145 ik

(05911 Wi4€ FIALXNI 210FR ZEER 7% 1 10— BT 25800 (ADA) HOTETT 156 S . 3 e
W 52 O 5% I ADA S o 7= 2 rh R L LGP PK L PD L Zhassk & A VE SR M o [ 15 /2 11T
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ALXN1210-PNH- 30 115 PR i3 Hh (1) O L R S5 AR i 3K

[0592]  GnE19Fr R, A T2 PR ES , 290 R MM 52 55 AN 9 s , IR R B4R
HA BRI 25 AR o

[0593] 4. 2505 /15 ah i

[0594] & JATT 411K F45 (= SD) ALXNT21 ORI e B B B LT U J3E 5 I IR (RO 00 (£ b
J5) o T EI20H o B ANES T LIS (2 SD) ALXNT2 1O e Bk BT e B 5 I 1R] (R ot
CER R 7 F21.

[0595]  SR18FIFK 1977 HNLEL T 55— (B FlANma— GERp FAIIALXNI210/ 25HE) /1
BRI B B — LS FALXN L2100 JUAT A JLRTCY %) Cppy gy FIC, 00,53 31
753.7(22.45) MI376.44(26.17) pg/mL. 2 Je e Ja—AIALXN1210, FirA7 210 ) AP 218 (%
CV) Gy MG, 3010 1350 .5 (20 . 8) F11446. 1 (36.. 2) pg/mLo

[0596]  18: £5— (H1fi) FIALXNI210f5IALXNI2L0Z51R BN 112 B4 (Cpyy  FNC, ) (Fufk
)

23 giit g > 40 E< 60 | > 60 FE< 100 | >100 kg
(N=125) kg kg (N=5)
(N=41) (N=79)

C & x | THE 771.4 846.7 740.3 645.0
(ng/mL) SD 165.89 174.34 146.62 181.25
CV% 21.51 20.59 19.80 28.10

LRl D& 761.0 846.0 736.0 656.0

B /ME 403 470 414 403

SN 1310 1160 1310 905

[0597] JURT 3594 | 753.7 828.6 726.2 623.9
JUfT CV% | 2245 21.60 20.99 29.96

C w = ul|FHHE 391.21 424.15 377.8 333.6
(ng/mL) SD 136.774 116.191 146.30 93.26
CV% 34.96 27.39 38.73 27.96

TR 358.00 412.00 351.0 308.0

B/MA 199.0 199.0 257 252

IONEI 1500.0 775.0 1500 482

JUTF23% | 376.44 409.51 363.8 324.2

JUA CV% | 26.17 27.30 24.56 26.71

[0598] 455 : Cyy gy = F AUMILIT MR Cpy = AT MLIF IR IEE 5 OV =227 KK SD=HfE fit 22
(05991 5R19: ALXN1210f e 245 77 it S OALXN12 10 2502 17 B8 (Cpy  FNC ) (P
(NEIVAE A0

70



CN 118512588 A W OB P 65/133 T

¥ it FERE > 40 E< 60 |> 60 FE< 100 | >100 kg
(N=124) kg kg (N=6)
(N=41) (N=77)

C = x u|THE 1378.5 1528.8 1292.9 1450.0
(ng/mL) SD 275.94 279.47 242.83 219.00
CV% 20.02 18.28 18.78 15.10
EREDA 1365.0 1520.0 1280.0 1365.0

B/ ME 780 909 780 1260

IZONE] 2100 2100 1790 1790
[0600] JUT 9% | 1350.5 1502.8 1269.6 1436.9
JUT CV% |20.80 19.17 19.63 14.63

C =« = «|TFHE 472.7 548.3 438.8 391.8
(ng/mL) SD 157.94 167.99 139.25 143.75
CV% 33.41 30.64 31.74 36.69

LR A 463.5 538.0 433.0 353.5

B/MiA 135 257 135 250

IZON 1000 1000 790 579

JUATEIS 5 | 446.1 524.0 415.5 370.8

JUfl CV% | 36.22 31.47 35.61 37.44

[0601] 4555 Cyp = TR i LI R I 5 Gy = A MR 5 OV =" B8 SD=H i P 2
[0602] & T ALXN1210Z011HE )5 Z=PKS 4. 20 07K T ALXNI 21045 4ERmf a1 45
AT A S TR AR e, 2000 5 ie S R BIALXNI210 PRESAS (R21) - 3820: i
JEALXN12104EFF 1 fE ALXNL 2109 5 == 40 Mt 208 11222 800 S (ZaREh 11220
£

B >40 F<60kg |>60F<100kg |>100kg
(N=124) (N=41) (N=77) (N=6)

[0603]
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PK 2% | Ffi+=SpD | PFHE=SD 358 + SD SEI5{E + SD
(L) (%CV) (%CV) (%CV) (%CV)
tare (h)* [2.5(2.0,3358) |2.75(2.4,309.1) [2.3(2.0,3358) |[2.6(2.3,2.9)
C nxs 1378.5+£275.9 | 1528.8+279.5 12929 £242.8 | 1450.0 £219.0
(ng/mL) | (20.0) (18.3) (18.8) (15.1)
0604] C wst 472.7+157.9 | 548.3+168.0 438.8+139.25 | 391.8+143.75
(ng/mL) | (33.4) (30.6) (31.7) (36.7)
AUC, 1007169.4 23 | 1148146.3 £2356 | 939779.2 2054 | 908666.7 + 2409
(h-pg/mL) |7539.3 (23.6) |21.5(20.5) 02.5 (21.9) 77.7 (26.5)
CL (mL/h) [2.0+0.8(41.6) |1.5+0.5(34.3) [22+09(38.9) |[2.5+0.9(36.6)
V, (mL) 2989.4+715.0 |2494.8 +568.0 3194.7+£646.0 | 36533 +691.1
(23.9) (22.8) (20.2) (18.9)
[0605] V3 RIS I6 T AR, o7k A S AG v 0]
[0606]  “ t,, MELAFRAZEL (e )y, R o
[0607] 455 : AUC =25 25 [RIRR N LTS i SN AT 2 I BT AR 5 Cpy = IS B A 1ML
TR IEE 3 Cp =25 AU TRIBRASRIN (POIR B 5 CL = R A CV="L 7 R B SD=hRHE 2 5 £y
= I SNSRI IR EROIN H] V= FaS 0 A at
[0608]  21:ALXN1210254R8) 1 RSBl G5B 17 A 5o
BAIE | EFEHE mg R TR kR REED R
(REH) 95%CI 95%CI | &?
515, 71,]3000 (> 40 to <|0.00007432 | -0.0001025 |0.000251 | 2
127,183 X | 60 kg) 9 23
(0609 15, 71,(3300 (= 60 to <|0.00000884 | -0.0000849 |0.000102 | /2
127,183 K | 100 kg) 1 59
g 15, 71,]3600 (>100kg) |0.00001494 | -0.0002660 | 0.000295 | /&
127, 183 K . 91
15, 71, | i B 0.00001751 -0.0000731 | 0.000108 | /2
127,183 K 6 17
[0610]  4F5:CT=E{FX[A]
[0611] 5. 255 1245
[0612]  Fp 8> SEFE8 i 7 s (Rl F PN, FHALXN121076 Y7 S 807 B, Se e MFFE 4 MACH 3T

il o WUEI19 o B TR 25 24 1 A B S BUR KA AS NI
22 T HUHIALXNT210 (a8wEE TR 7] 1) SR EETRELDT (900mg q2w) 16T T

[0613]

N =R=a=

Ay AR s,

197

JE LT B CHIR B H BE AR P38 1 3 LR AR P - RS 17— 2R B Co AN, O U Al 1
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AW b AN o F T PRSI S CO IR ) [ [R)— R L AR B , TR e FHRC S T PRESH R LT
ST X EEHERS XS HESR S AN N ALXNI 21040 : 344 25 (2.4 %) |, Bt S5 RN IO 28 1 RIS
CHFFEM FA SIRTT BT IO EAR AN s AR Bk PR 4 - 38 83 (2.5%) , BB LRI CoRE IR
TR E R EY (BLQ) ;5441553 (4.1%) ,EOTIN 28 1 R B CORERL HAT 57857 AT A
[IME -

[0614]  FEALXN1210Z i, f5c 5 17 IR A 45 SRS DA S B s A T A 0 2 g~ B4 LT 7 4.C5
MR JE<0. Sug/mL o ZFE SR EER B TAL P A —E AN, SE 21 A B CB K 170 5p
g/mLIT) E BRI 5 CO B (E A AR ZE TR B Fru 4 i EE AEALXNL 2 104 H BEHH AT o 5 125 C 0 I ) Atk {24
SR DABREAE 16T 4 2 TR S VR A 1 S Fh i R B0 22 57 (ALXN1210:n=5, {K Bk

Yi:n=15),
[0615]  5R2.2 [ ]~V 32 Ifn 750 25 CHUR M I T B3 CHI B >0 . 05pg/mLIF) B & 2R
(A7) (iR
ALXNI1210 KSR 4T
EHMERE | n (%) KEE FHMFERE |n (%) BEE
Cs W® E | MEFHEE C5 s W OE | MHHEECK
pg/mL WEE> 0.5 ng / pg/mL B> 05 pg /
LN n mL n mL
[0616] F1K [122 0.0l 0 114 |0.01 10 (8.62)
F8K |120 |0.04 0 116 |3.60 1(0.85)
FI1SK [125 |0.05 0 117 |0.28 0
F2K (124 |0.03 0 117 | 0.05 0
29K (125 |0.03 0 116 |0.05 0
a3 K | 125 | 0.04 0 116 |0.05 1(0.87)
HSTR | 124 [0.05 0 115 [ 0.26 2 (1.74)
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ALXN1210 R PEZR 5T
SEHMERE | n (%) HEE FHMFEERE | n (%) HEHE
Cs W E , WLEWE C5 Cs W FE | MBEBEECSHK
ng/mL WRE> 0.5 pg / pg/mL B> 05 pg /
WH* |n mL n mL
FT1R | 125 |0.06 0 115 |0.76 1 (0.88)
FRSHK (124 [0.03 0 114 |0.18 3(2.61)
99K | 124 | 0.04 0 115 |0.70 2 (1.74)
% 113|124 0.5 0 115 |0.22 2 (1.72)
[0617] N
127|124 |0.06 0 116 |0.29 1 (0.86)
~
141125 | 0.04 0 116 |0.15 4 (3.45)
N
% 155|125 |0.05 0 116 |0.53 4(3.48)
X
169 (123 | 0.06 0 115 |0.94 5(4.31)
~
183|125 | 0.07 0 116 |3.00 10 (8.62)
N

[0618] 28— A ALXNI 21045 5N, P-4l B Co AT Ik 1299 % , f HALWE iR )7
ARSI HI AR T-99 % A, FEAUC ZE BRI bedd FhAE P A I TR) , 35 25 CHH AT I 2t Al
1199% (ML&[22) .

[0619]  ALXNI210MMK ZEBR L H A1 S CoK VAR o 23 o T R M IS CoMk i H 2L R 1 F
%) (£95%CT) 43 Ee AR AT A E O o L7 5L CHRA AR (st AR A BEAE 1R T 2 [RIAH
0L o BEERTE SO S8 — IR T 298 2 AT i e Jm AR R PR~ 2 28 LRI R B
SEORIN ) M7 258.22.29.43.57.85.99.113. 141 155F1169°K , iZZ 3N T-ALXN12102H % [
ARATIN TN KON TR R BR BB 2K 1465 29110 5 AT AN T 4L, 70 58 16\ T1RIL 27 KI5 ds
K EEE 2900 s X5 T IATRTT 4L, AE S8 183 R Ak A BEN LG T 14,

[0620]  SJitE 1513 : 7 AMAIII 7 e 256 (R 3 MRy I PR PR BEAE R AL (aHUS) [ BAF B
AUALXNI 210/ =20 Pk | 2 b iIToe

[0621]  FEAMAAIH AT Y LA L A A I R PREFESE S (aHUS) B AR AN 2D 4T
PR g T TALXN1I210 (ALXN1210 aHUS 311) [ EAERTST

[0622]  aHUS & —FhIMASPERUIL AT (TMA) , 38 5 Fh4nh 2 S xMASS I (APC) R4 11 BT 3
RS B BT APCYR S 85 Y B S iR 5 12 (Noris®:,Clin. J.Am. Soc . Nephrol.2010;5:
1844-59) o B A7 aHUSH) R AL T PN B2 46055 5 e 1) Ja B A= o R R A XU,
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I/ NI DAE A PRI A B SR AT B SN R0 5 - BT , K220 % (M I 420
PR B IE AN I, 0 4E Fp A AP £2 RR 40 OIE VG T B iR e ity , ™ HE ) 4 B d B 52 2
(Loirat®: A ,Orphanet J.Rare Dis.2011;6:6041Brodsky,Blood.2015;126:2459-65) .{E
ATV B FEBR BT 2 1T, aHUS R85 700 S0 T 8 A 5 (1) S o Jee T TR /=05 15 %
(Noris%:,Clin.J.Am.Soc.Nephrol.2010;5:1844-59f1Sellier-Leclerc,
J.Am.Soc.Nephrol.2007;18:2392-2400) - 2350 % [ FR & 10 5 £ KAV ER— N kR
NI NEPS (ESKD) |, Fx Zids bl B IE AR LA S R A= o 18 PR AN S 42 I I R AMATK
I R E R MAU 35 (C5) [ FIAMATE B I , JeaHUS A AT LA Z D TR SR MR
BURIAZ U A E N A5 SR, COIRE R BT AR TR 7 I B SR L, D4l A2 s Coa MCHb
9,

[0623] 1.H1Y

[0624] AW 7T 5 2 H A2 AL ALXNT 2 107 fMAIR I 17697 o256 1) [EAG aHUSIH 757>
AEFMBCAE R R A MA S S LA MDA DA #h 3  REIE A TMATY) D38 o
[0625]  ZAFEIR S H I (D) AR B BRI RAEALXNL 21011 Ze A PR RN 2 M, (2) 18
o FAIEE (B0, BT RT SRR, 524 TMA S RS TR], BEISS TR] ) 52 4 TMA SR AR, Al 1
B/ INERIES 3 (eGFR) MEHE M I BEERIIRSCAE , 181 B I (CKD) BBz (e e HAR H
WIREAT VA, O S R LA L 4 A EE RRE OeAR ) sl% ) |, 224k (/M , LDH,
IMETER ) EAEA LR WA b, 20 & H H LRI =20g/L GirgAtba 2 /D4 5K
RS2 ) |, A A7 o 3 FEZRM0AE Ik (QoL) Giliid EuroQol 54ERE3Z /K- (EQ-5D-3L;
BT JE ) DI 0, I8 VB I8 77 ThARETEAY (FACTT) J5 55 e R B4kl (R&<18%) , FlLJLE}
FACITI: 57 f 3k (FR<18%) M%) PEATALXNI210/ D38 » (3) 1ad I 7/ ALXN12 1034 JE Fifisf
(R ZS AL R B OOk B B [RI 2R A R AFALXNT 2 10 PK/ 2555 (PD) , AT (4) TEAyALXN1210
SRSy E NI @

[0626]  2.%¢45

[0627]  ZRHHF 5T 2 BT 2% S A1 26 S A aa oA N (R 524 TMA SR, FR IR 7 2 4%
(it IMRCTHZSCRILDH) (1) 15 AR LTS UBRRT H AL 2R 108GE = 25 % Sk ub B, st AHPE 5 /D4
JRARASF AL P R F E 5

[0628]  ZWFFTHIIR LRI a0 B

[0629] A BT TAENVIRES;

[0630]  B. 5S¢4 TMAS R [HIR ] 5

C.
D.

[0631] BN TRITR 58 2 TMA S N AR S 5

[0632] eGFRIFDINEAHE AN H FELE AL 5

[0633]  E.CKDBf B, FHAMFF¢ B A e B0 HAR H A TR0 AR T3 260 s fase O
A l) Bt

[0634]  F. Iy 250 (/NI , LDH, I 2125 1) [RIWRELE M [ B4R An L

[0635]  G.If£l 45 MEEERIW G N =20g/ L, FFEARRE 2 /D4 SER1FN 2 D G S &
[0636]  H.iHIHEQ-5D-3L (Al 1) L FACTTI, 75 it &L i 4hl (& =18%7) Fll/NJLFACT T
gy e (B <18%) [MA&MIE QoL H AL 1AZ L«

[0637] XTI 5TIM 25K Bh 115 (PK) 125380 (PD) 28 pi 2 I {5 ALXN12 109 B [N [R] 1) 42
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TEVA Kl B CHk BB TR] AR (L

[0638]  Ji sk fARAS A 5 A=A ARTIE o LaHL B (ECG) 528 22 -1t DA M AEFISAE % A= 3740
ALXN12100) 2 VRN 52 4 o 3B AL 1 P2 AL BT 258iA (ADA) 1 B35 Lu Al

[0639]  PDYE IR EMEAYFR S B FAEAR TR MAE Ty 35 (BlanBalil 1) I RAE
(B, PTAVE IR SR RN 13241 [sTNFR1]) « PN 2 AR A0 /461405 (B4, mT A i A Rt b
431 [sVCAMLT , AR 2L 1) BRI (a0, D- 2440 FEs 6405 (9l an, e ZRC (eystatin
C)) IARENZ KT FALZR A « FA A AT (o4 PRI ALXNT 2 10HEME XS 21 41 (cRBC)
BRI ELCE HTRMAER 1 H S ek (B angresl-£-H) FIAPCTE 1 (5] ane R s kst , kAT
FUE) riie .

[0640]  A]HATIR ZME AL A0 50 O M 5 aHUSAH X I L R FR il L 20 ik, DL S E 5
aHUS FMA I 5 ALXN1 21 0 AR Bl D8ORS R st A4 AR A o FR T A DA S Btk -
RE Mt L2 e A AT LA I 7

[0641] 3. 5T LI

[0642]  ALXN1210-aHUS-31 LAfF9E 02— T3 IRbRES RS L 5 HRUCMiFoE , YA il 1 e ik
P (IV) F ) 2 A aHUS Y /D AF (122 <18%5) IR (=18%) [ i HIALXN1210/) 2¢ 414
I LT T 295544 R a2 ALXN1 210 B 24 B8 BHBF 504 1T o FIT A e MAd )
HGTT s, iE £ /b6 48 2k 10875/ D4 (ki 128 <18%) AN E/DI0EH{ Lk
252 ST B IS AR I R

[0643]  ZWF 5T FH AR 7RI e U1, 26 F IR0 46 oA AT 18 24 (1 B YT A Bl o 717 i 25
T REE R ICR I TR (F527) o B 58 LRIl TVERSZ 54 I E ALXNL210 (f
H =407 <60kg[H] % }y2400mg , /4 =607 <100kg[1 3 H2700mg , A = 100kg 1) H
3000mg) , SRS A S8 15 Kl iof TVE: S ML J 8 ] (q8w) — Rl ik TV 52 4E 5 75 & (1
ALXN1210 (fkHE =405 <60kg(1 FE#H3000mg, 1A HE =605 <100kl fH 3 43300mg , {4k i =
100kg [y F 5 H3600mg) , SILIEIT 26 i o fEAI A VRO 1 2 J , B N GE R 9 52
ALXNI210 B 27 St T skt e PRI SR e R D) sk 24F (DA 235 R iE) o il 45
RE X N — B E a5

[0644] A3 ITHPRES B I 70T T ALXN1210789 7 &4 AN Dl o /R A - Jal it
TR T L S EE A, AR B A (e AR e R R pTia 7 1 R 1 3 SRt FR A o < 2 1
S5O0 N SRR TALXNI2 107377 11 B 145 A o st 20 F /EC08-002A /B, C10-003
FIC10-004 i HE T3 T 7T Fh it TR ZEBR B 76T I aHUS JR 5 4 ak , FLF 70 ise ] g s
Wi 35 SRR/ INIY TSR T S TR IE 55 M Tt 7O A EL o BB AN, 6 HR A B Al A =128 HAE K%
BREBTIRTTY 2 0T FHPE/PIIGS T AR sl B /D BB, DAdE— 22 55 M it 7 S st
[0645] K234 oR T Tide AL MR AR 4E v ) (Initial Evaluation Period) .24
TR T RER IR PEAG I [R) 58 o AR 45 E V52 AN Al CEHRI AN DR AERF 74 1 F0 0 B
VFATI o B2 7 A6 A A O FIW N 1T o 75 TH AN DS R E A TR AR ATAS 56, 727
S AR I SR AE R B4 5 2% (eCRF) FR o 2 M 586 5 sl b sl == 20 B I T ol ANt 15
PR o AEE , Qr SR B F 2t 5256 2= A0 56, A R AN D A e — s 3 PO LAEA T
RO S 2= K

[0646]  F23: {5 DT ANAIREAL AU 156 « B RIUAITEI AL SR T e
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[0647] B 34 & | BRI
%
WA -7 |1 |8 |15 |22(29 (43 |57 [71 |85 |99 | 113|127 | 141 [ 155|169 | 183'/ET
=
-1
WO (R) |NA £2 (43 |83 (43 (43 |43 |43 |83 |15 |15 (45 (45 |85 |5 |[&2
)= X
AT A | X
i Fit 9% 3K T
T
i PAA | X
it
ADAMTSI3 | X
HIV fifiidk b
Jiti 96 BE IR TR | X
HUS #23%
[0648] ST-HUS i | X
pri
B i X
(LG X | X X [X |X |X X [X |X X |X |X
ILURKEE ¢ | X X
FACIT-5% 55 X | X X
EREEISIT
Fl - FACIT-
I 55 ()
af
EQ-5D-3L X |X X X X X
i 4 T
B HIER X [X [X [X[X [X |X |X [X |X [X |X [X |[X |X |X
aHUS i 4R
i 45 1
7 IR & X X X X X
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i fii | VARG
%
Wl -7 |1 |8 |15 (22|29 (43 |57 |71 |85 |99 | 113|127 | 141 | 155 | 169 | 183/ET
£
-1
WO (K) |NA 2|43 (43 |43 (43 (43 |43 |43 (45 |45 (45 (45 |45 |45 |42
Rk
Eisfad | X X
i A6 1) 42 A X [ X [X |[X[X |[X |X |X |X |X |[X [X |X [X [X
aHUS ME [ X |X [X [X [X [X [X [X [X [X [X [X [X |[X |X [X |X
b A B AE
ARV
A | X | X | X [X [ X X |[X |[X [ X |X |X [X |X [X |X [X |X
[0649] A 12| X X X
S ECG
2 XX XX [X[X |X [X |X |[X [X[|X |X |X |X |X |X
LDH [f] L& | X

k

M, &X' | X [ X |X [X|X [X |X [X |X |X |[X |[X [X |X |X |X

i B M 41 B

1 Bk !

EatrfE | X | X X X X X X X X
WAk

PK/PD R b o X0 X XX (X | | | | (R |
PR X X X X

H#E M APC X X X X X X X X
Pk ©

TR EEY X X X X X
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i 3 fii | FIERVRHTIE
%
WA -7 |1 |8 |15 (22|29 [43 |57 |71 |85 |99 | 113|127 | 141 | 155|169 | 183/ET
£
-1
#wO (RK) |NA £2 |43 (43 (43 (43 |43 (43 |43 (45 |45 (15 (45 |45 |15 (&2
Frabim
¥ Bl X
[0650] ot
B0k M X X X X
(ADA) *
AR X | X |X [X|X [X |X |X |X |X |X [X [X |X |X [X
R 24 — R I —
BT A=) —FFEE I —
#h
AR FEA — Rl —
ALXNI1210 X X X X
ftiH

[0651] %55 : ADA= T 255114 ; ADAMTS 13 =— R A I/ MR R & A TR O & 31
FE R g , i 5113 5 aHUS = AR MR MEPRGSAE LR B AIE s APC = 57 B AMAR I 42 ECG =10
HLE] 5 BQ-5D-3L=FuroQol 543KV ET=HERT2X 1 E s FACTT =18 VEiR 577 DUREHAli s HUS
=1 M VEPRSAELR G AR s LDH= FLRR I (s s N/A= A1 5 PD= 25387 PK= 2580 )77
QoL =4 5T i 5 ST-HUS = S 5 B AR ML MR PR BHAEER A1

[0662]  “ETHURHTTT L5 2 BT B Z I = SF N, T S 3 M 1o i 8 B e e
B o AE42 S I A BRIRE e /D 12 T AR R 58 2910 7 (0 B e RhBe e 2 8 < i
FHIE M TSP EBTA: ZRIBST o AETHARALXNL 2107557 2 0l A B Fias 1 110 F 5 10 Il A BRI 2
EPRh 2 TR JE 2 D A s B e A 3R 7

(06531 170 A\ G Bl Bpagis e N2 20 A 2 S el B 2 e

[0654]  “FEAEAR A HI TS DU 3 2 B S B A

(06551 YN IRAT AL AE I oM R o AR SR e RN B8 183 KA T IfL 5 SEE WA 36 5 70 A Hot
ORI TA] A T (R PRI YA o » P REVEWTFT UL AR, 1047 A2 7 B8 00 s 1 B T PR T
FLAZ R, BORBATE R 56 45

[0656]  “fsfi FHFACTTIR S it R R ARR I 106 = 188 f B o AE RGN, JLRIFACT TR 57 R
THERASSINEE .

(06571 YL H AR 2T HEA T R EARAE AL .

[o6s8] ST A RIS AL A FREL 7T EAEE A 5D RIFIBORL R ZHEIR Sk R GeAH G
R AL AU A 2 D — Bk R A TR ARG 2

(06591 "5 AR 5 /D553 B0 b4 T A A AAE It Fu FE i i FE N6 5K FEBP (2 KORAE
[mmHg 1) , DR U Bk D (5Bl 08 PR (WP / 4 ), AR T s el s it
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(FEECE [CIARIRFE [°F D) o AE25 20N, 4 25T sk A AL

[0660]  '{EGIE S5 5T RHIEE 183 KA 25T BE A — 1 2 IO U FL I o AECEEECG 2 1T, SR
PERZ5 25 1043 B, H H AW SRECG IR R CRFFIIEME T T o

(06611 I{E48 25 F 5 2T Sl PR 2 4 Ik S 2 IR (R o Fh A S T 2 A48 O LDH . 1Y
LETH e R IR KO, A 22 5 RS

[0662]  "f¥ALXNT2 1025 24 AT AT /4 st 1] AN A s B 0 H s e T LDHIA T g 46
(I X ECR T A 36 AT

[0663] 24 Pl K 2 SRR S5 A IR o

[0664]  "fEZE 1,15 T1AN127 K&5 2510 Gt 46770 . 5/ N 2 PN Al 45 2R (EOT) 2 J5
(EOI 2 J50.5/NN 2 N) 5 45 5529.43.57.85.99.113. 141, 155F1169 K [Tl 1] , DL KL &5
183 K5 251 (G, AE 2B 183K, VE KU — 3500 , W B T 1-PK/PDARINTIAE ) W B ]
TPK/PDAT BT LT A it o 9 45 RS TR At A RE R A ) 248 PR U iy
LRI TRJEB 1L R A e CRFH

[0665]  "fEEE 1 15F17 1 REESE R (BOLSF0. 57NN PN) DA 55 29 K AR (T i TRIC 26 T T+ 25
Py e ) PRV

[0666] "W ER M IHFEA AT AR 25 25 H 145 25T LA K — RIMATATIN TR ANZE 2510 H - BT 1k
LRI ]I SR A eCRFH .

[0667] PR BLER AN GF AEALXNT 21045 Z5 1T R 7 SN RS S T IR = A b 4y
P IILTE « IR ANPRIB U -

[06681 At 5 AT [P AT AT IR [R] TS B2k I [R] R b AT 25k DR 365 1) R 5 1 B vk 2 I e B
Yo" ADAILIEAFAAAE S8 1. T LRI 27 R &5 29T dEA T AR « S5 183 RIS A AR A K 58— 511
T o BT A R TR0 SR AR e CREH o QRERASEG 45 SR BRI, TAE3/ S A G0 SG , B3
TR I AN LAV, G5 R4 A sl A e it .

[0669]  “AZIEPIT A T 7 USRI U AR 258 , N REAR | E 25018 PR THG 2

[0670]  * ALXNI210/5) 3T B i 10 SR IR I T Ui P AR

(06711 “giiadu sy i DA FT 24 b S 2 ol Fpo O 3256 22 0 AT AR 8 A% o (LI, Rl T 2 4
SR SRS, MIFE 2 U S S LDH I N 58 T 2185 A RIS UER B T 1 — 2P A
P AU 2 A0 o

[0672]  “fEEE183 KL 25 2 N T - B UBEE T vl SR 183 K145 202 e KNI 46
[0673] 24 : WFFTUTAIL M PP A 7] « 21
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] FEHA
WA 183" | 239 | 295 | 351 | 407 | 463 | 519 | 575 | 631 | 687 | 743 | 799 | 855 | 911/ET/EOS
O (R (£ (7 |&7 |¥7 (7 |7 |7 |27 |47 |7 |27 |47 |47 |47
EScE X |[X [X |[X [X |X [X [X |X |X |X [x [X
MR | | X | X [X X [X |[X |X [X |X |[X [X |[X [X
FACIT- 4% X X X X
55 [ %5/ L
F FACIT-

[0674] W7 A A
b
EQ-5D-3L X X X X
fr] 4 ©
BHME X |X |[X [X |[X [xX [X |X |[X |X |X |X |X
[] aHUS JiE
AR ) ©
il X [X [X |[X [X |X [X [X |X |[X |X [x [X
BHEEEC
R 2 X
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i 3 EKH
B H 183' | 239 | 295 | 351 | 407 | 463 | 519 | 575 | 631 | 687 | 743 | 799 | 855 | 911/ET/EOS
O (R) |£2 |17 |7 |47 (7 |27 |47 |47 |47 |47 |47 |27 |47 |47
(B AR X [x X [X |[X |X [X |X [X |X |X [X
te R
aHUS [ X |X |X |[X [x |X |X [X [X |X |X [X [X
b 1 1E B
SEARTE A
HdpiEiEe | [X X [X O [X [X [X [X |X |[X |X |X |X |X
itk 12 X
FHE ECG'
e X |[X [X [X [X [X [X [X [X [X [X [X |X
i %% 5 X |X |X [X [xX |X |X [X [X |X |X [X [X
Bk 1

[0675]E§Hﬁﬂl X |X [X |X [X |X |X [X |X [X [X |X [X
PR
PK/PD % | X" i i o X ik
e
REME X |X [xX |X [X |X |X [X |X [X [X |[X [X
Ybr &
H P A X! X X X!
(ADA) !
GRS X [X |X [X |[X |X [X |X [X |X [X |X |X
&
PR . | R
e R | RS —
kS
ARFEMF | —HERN—
ALXNI210 [ X' | X [X [X |X [X [X |X |X [X [X |X |X
Tt A !

[0676] 455 : ADA=F1 25114 ; aHUS = E IR A I 1 PR BEE SR 51T 5
[0677]  ECG= [ & ;EOS=HI5T 457 ; EQ-5D=EuroQol 714t ; ET=$2 211 s FACIT =181
AT THREVIA s PD=2538(8) 1177 s PK= 254R8) /127 ; QoL = AE1% i it
[0678] VPR A= E e 00 Lotk BB ANAEETIEA T LI AR WA I 5 7E AT A HAth R (1 s
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(]S T I PRIBITE RAS GG o A48 € I T AP, 1A 2E B BRI 1ok AR it HIALXNT 210
T, R PR PRI 25

[06791  “{i FIFACT T 25 4 3 S ARR I 16 = 18 U 1 ;35 o £E T el , JLRFFACT TR 25 1t 2
TR <18 I i .

[0680]  “YEeAZ5H  AEZA 2GR AT BB R P

[0681] A S IR K A 75 T LT WIF 9 25 10 by e SRR IR 5 B ik R AR S 2 20
o

[0682] i AR 25 /D 505 B e B AT A= A AR U i, A U4 He FIET 5K H BP (2K ok AE
[mmHg]) , BRI S B, O GRS/ 208 | WPRIAR (PR /430, DA R I Jis ke s i
(PRECE [CIER AR T [°F]) o fEZ5 25, 45 2T sk A ar (AR AIE o

[0683]  "frE5911 KERETIN I EE Hi—1 2 FIRECG . AEYCEEECG 2 T, JR A L AUIIEN2)5 551053
B, I HAEECGUSCHE I A] PRI MHE T A

[0684]  #Zz 4 VEDL M 2 BRI 2K S5 T o

[0685]  "{EEF351.575F1743 KEA 51T OF ML . 5/ ) KEOTIN (EE0T 2 0.5/
PN 5 58 183 K AEEOT (FEEOT 2 J50. 57N PN) I 5 A B9 11 Rk ETHS (AT Bt [RIUAC B 1 F-PK/
PD A AT A LT A i o i 45 TR PO e DR R AR A A8 rh B B B W e i
[RJER I K AEeCRFH .

[0686]  "{EALXNI21045 25 2 i f 2 N 1AL s M BB 911 Rk BT B IR g FH T HR sk
AW AT LTS IR - BT A BB [AIEB I SR AL eCRFH

[0687] ¥ £E351 5751743 T GEES 25T HOILISE RN, o AE E591 LR ERET H T IR R] i
SEAMIEFES, o AT A USRI TRIER I SRAE e CRF H o A SRAGIG 1 25 SR M BHE | T -0 & e A
LAVETEAY B3 HE A, B2 45 548 A sk AsE Ml

[0688]  “{t i BT VTN I EE PR 2 , FEXT HRAR || 251 P Bk ThR A

(06891 HEK- T 44 T 55 183 K45 25T 44 - ALXN1 2108 71+ 3L 1 F i S ac s B9 D5 0
(N

[0690] 4. B4k

[0691]  ZEERZ)200 R 7T M S e T AL 255 LUk HaHUS I 2, Ho¥ H o Fid ke &2
ALXNI2107RTT « 2T 7EiE M T2 /D6 2 2k 108 75 A (ki 12 2<18%0) [ H VAM 2
D107 k2545 AT B IR ) [R5

[0692]  AFFE S INAMFEIbRIE (Tt I 60 1A ] DA EE 3 0 o W] DA EE BT I e £
B2 2R o AN SR VF R U HE R T S AR B RS R AR AE , (RN 5 S A bk -

[0693] QAL BERFE AT LA MAndE BT AT —HEBRPRIE , WA A AL T -
[0694] =12 [ [Fl b R B = 40k g 1) B sl o e R

[0695] TMARKUESE , EOAE I/ MRIEE , TA TR UE PR , A1 DhREA 4, 36 T-DA T Jmade vt
SG R B s /<150, 000EE Y (L) ,LDH=1.5 X [ FBR (ULN) , FlIfI £ H <
AERSFNIE B LEH FER (LLN) |, H LIS IURR A /K- = s AE A (=18%) HIULN, Bk = 75 /D4R
T eI RS TR 2597 . 5 0 (A (125 <18%5) (BRiE M LAY A B #0510 R b %
)

[0696] o YL AEHII B YT B R 7 A aHUST A9 S, BC L R1aHUS TR 52
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T HAT 15 1R 45 25 e a A7) (LONTT s BlamiAfass &=, hse 58 m] (tacrolimus) ) , 5K
1125 2% (rapamycin) #7177 ([mTOR1 ] ; I40PE 2 2 w] (sirolimus) , iR 4E S =] (everol imus) )
IR FL B PR R IG iD 4 K 2 T R I TMARF SRR -

[0697]  « PRI TMARAERIERE T, 4500 1 H S > 3R TMAR RS Uk .

[06981 o [ [ ARIIIES 8 TR Pl JoiAs (I 58 2 BREQ BR B B U , AT TR AT 25 2 TiiT
o 2 IR BAE N T AT SR B e P R I 78 BK R AV 1y o AE T AR ALXNL 2107897 2 1if /D12
F2 52 o T 9 K TR S B 1A B A AR B PR i T 2 B 2 AT e A ik Y BB e B A & L AR T AR
ALXN12107R Y7 2 W ACHE MEE 1 114 R A Il 78 BR PR W e 2 1 A 2 Sy 22 /0 9 52 1
Ptz .

(06991 » <181 B A A AU I [ SR Y b (1) H b TR] R 5 i 2 PR ol b 2R e S 1f A+
(Hib) Fi 2 55 ER A (Streptococcus pneumoniae) P o

[0700] < HAFHRE/IMN LM ENA LT GR A LRI S S S AEIEIRTT T
FRUENTRS , AR T IR — I 25 R 84~ H N YR«

[0701] U JT H AR LS Hh A5 1 RIS R E IR M T AN TR 2 o0 <18 S Iy R 27, 1
B E P AL EIT H BB 4 R 5 Im RS IR R, o H B AP 45 A5 T A )

;E‘\ °

[0702] Gl RER AL PT LALE Ml o U SR ae S d b A TR 36 o an SR ] Y SR8 =40 56
(LD, I/ IR THES, 2T 85 RIS UBRRET , e S — M Ae i T i DS =40 56, DA
ORI T A I SR R AL 2R J5 I (B R F RO 386 = SR ] DA Y b S8 == 45 Rk
PRI, (R X BB NS I i 2 e 2 T H OB = 1045 R

[0703] 4R EBRERFAAEATLL MhrdE, WP M3 R «

[0704] AL RIM Bl EAT /MRN8 1 1R P AR 2R 22 N4 IR i g, Ak 113

(ADAMTS13) fik s GE <5 %) -

[0705]  B. G SR MR PR EFELE S E (ST-HUS) .

[0706]  C.EEBREE N % (Streptococcal pneumoniae) AHFCIIM M R EFELESAE (HUS)
T I B P AR AR B 156 AT R T M T 28 (RS (il andssre , Bl ki) ukhH

[0707]  D. LRI A B e (HIV) J&izL .

[0708]  E. AR 4 DY PR 28 BR IR o

[0709]  F. BEMMZ RS EUILAE , FoE ST IATH e IT 7 R N FRVE I RS 724, HoRZ
PUEZRIRTT -

[0710]  G. 45T E NN, I aHUS I HER 2 W sl s S R aHUS SR (1 BE IR sl B ELH)
IESIPEMIARZIAST N AR G AT R G

[0711]  H.{EYRukMiFL .

[0712]  TCME il Mgl S -

[0713]  J B RML R, DL MR — Dl

[0714]  a fR¥EBanff 201345RiE, FEAE U4 NN 2 VRS DhaRFEAS SHuAN S0 2 EHEF
SN (AMR) B2 W —2, 5l

[0715] b BAE 4 N 1 2 B DORE R A B AR S Pk (DSA) T 55 S MEAMRIFIR PR
W —
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[0716] . ZHEPHE L,

[0717] K. {E 2T (SBP) =170mmHg 1) = 18 % ) i E Bk 2 B 2T s R ) 1225 <
1821 A, LA M ATA—T01

[0718]  a. B4R (BP) A % < 140mmHg 5 [ TMAERSE U IR (INFRIES)

[0719]  b. ALK,

[0720] ¢ PTG AY LRI/ N ELIRT A s i B O

[0721]  L.28% I 25 F 5 AHCHUS .

[0722] M. AEFAR%ERN M FT TMATR e 2 7 , 52 28 Kk BE I TR] [ PE/PT

[0723]  N.Jde/f)BAF PN MR s Rl R (2R B s ok - B SUR A s S, R &8989 T 0
2RI

[0724]  O. LA e 2 HI I H 90 R NI B $EFSAE (BMT) /1 i T-4H/a #2AE (HSCT) «
[0725]  P. 54EA: RB126Bk = AHICHIHUS.

[0726] Q. KNI AR GeEREUAE (BERZ ) , R GePELLBEIRIE (SLE) sk HimkfE b B k&5
HAIES

[0727]  R.KIIEAT GE X E WIERT , /E NESKDIN BRI -

[0728] S {EJTUATH L 2 AT I8 I N e KT Ik N e e 2R 1 (TVIg) IR BRI T
TCRIP D=2 &0 (B0 AR 2L 2 I IAE) 5 BB T a1 128 2 0T 12 f5 PN e s A IR 2 F
SREVIRIN)GE

[0729] T HEBREE S ARG EIT 74, Bl a0 S EE , mTORT (I 4npy 27 5 m] Ak 4EBEm])
CNT (A s Z el b 7o 500] (tacrolimus) ) [ BRARSE a) ARG DU F T 00—
43, 5h) A TN EDR RN EIA T P TAMA R Bk, shie) 28[AIEZEEE T BRaHUSPA
AN HEAS &0 (51 4

[0730]  U.7EAMFEINEE LRI AR IT 2990 2 0T I 30 K N B AR 12 70 - i I 54 TN
SR NIGTT I B AT 52867 (DU HE)

[07311 V.Sl ] 1A Bk PR el Atk MAAT 571«

[0732] W Fla 1 ok R RO 71 2 — 1 B

[0733] X W5 AN, TR S IOttt 70 sl TRV It 7 45 R T o A8 2 DU (AT i P 2l O
TSR

[0734] Y. Jiide AT —4F PN & RN S I 2P sl PR i T sl A8l

[0735]  HEBRARIE S LS008 2 45 A 58— 2 AN I3RS  HEERPRIE S AN [ 9245 1
AR .

[0736]  FHE AALBAN 1R HAFFT o AR Bl ), WIE TR B a2k (BT) UiiEE 1y
PEAL o AN EHR AT S« WURAE 708 sl B B A PR AR 5 LR 7 T & AR T K
Fgs, WBE AT AN TE 258 b -

[0737] S B ASAE & B HHAMR (CAdBHE BG40 1S5 LA KN R 2B B e 1l 2407 1k
[ R IR HHA ST, TR SEARHE P EIA 7 o 28110 32 Bt DRURAE ] S Ath it TR &R0 SR AE
eCRFH1,

[0738] 4R A5 TR FF AR sk B S5 222 Y ) H AT I R R SR AR R R ) 006 2 25 R
A EAETE, M 22 R A 15, B BRS04 SR oA R 2R (R 38 S i A
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UEDlI

[0739]  #BhF Bk A MR T LA TSR P 20 E AT AL EFRI R U FRAE A
PR (U ZBHF e BB R 2 SN T B e A2 XS, (2) BRBh e
fseal | RHIF AT 25 IR PPN T A (3) WIS R AT e 7 28 AR DCHE R A/l e 2k
W, DA K (4) BIFgT & 10 B B & RN/ s I B M U AZ B AR RS L

[0740]  Yrgesz =/ DIFIMEIE =, AR AT AT BB A 11 2 R 11 0 e 25 AN —
TR Z A AN/ BERRbRE (BISAANARES 28 HEBRbRAE S 1) (4N, F T oAs b
B 2 2GS B R PR O 2 i AN IR S AR ARIE) |, IR R M 7T ¢
1k, HLAT e o AR AT 2 I BB P TIR AT 2 ERE R, HURCEE T AR B2 i A I f— I
A E60 R Ak .

(07411 FFFTRIEE AR )8 SOMRE KN e fm— 7 RS B s AR H 3.

[0742] 5. W F50GTT

[0743]  ALXN1210,2 FHP &5 448 A SEFR M) TR SRR 25 2 1A S SE R MU R B 4 R ) AL
PICS TP, & —FITgG2/ 4 e BREx 1 , HE i N XA T ANAES R M i i Ay
DX BRI R E XA o ALXNT 210K B B PR L S0 99 % 11— R S IR A1 ] —
PE, I H AR AR AN 255

[0744]  ALXN1210 255 7 — R VRl I/ INIFR P E S JCBR , AS S B 85751 19 1 Omg /mLiA R H A
BIRRIETT, FH& P HE S MR R T AR ER K (0. 9% S ENTE S I R e 2o kT
R TV e - 25 FIERA T ISR TR 25 H..

[0745]  K25: W50 25

e ALXN1210
7R Gy FH R4 (10 mg/mL)
[0746] i 4z p L)€ e
YRR FEEPEY], BT A A, AT
=R W 7755 S 252 7] (Alexion Pharmaceuticals, Inc.) 384 [
7 4

[0747]  ALXN1210F0 R SCE 25t (USP) /R B 2581 (EP) 1AL BIRERR #h B 3/ Nrh T T
SRR ZE IR IO AN ATk 10 0 o A7 250 A RGR @i Bk o 60 VA, AE N B i A 22
RAYEEASCIE G, ALXNT21 0B A & s

[0748]  URF 5T 25Mi T BE MU , 255R (B2 MIZRTRE A 0D S BIEREIFT
2 E N is ke Hlas P I, HHE2 CZ28°C (35° °F -47°F) v ac i Mok T H
JFIARARFE T EE o AN PRALXNT 210 ARG RIFFTZMAE 74 Lo A i) PR AT I A7 X Il
o ELAER R

(07491 Jiw IR , 2502 2 i o B i A 23 L EE LAS , A BB (810, a ot o FH b
B HAR D) -

[0750]  APATVHET: oIS it FHALXN1210 o i FHTC ORI 25058 258 a8« Re
SRR EHALXNT 2 1032 MR 2 226 H R AR T A ER IR (0. 9 9% UL 8
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SR E 28 W oA FH T VAR Bt FH =10 1 3 22 B ALXN L 2 1 OR B FdA e FH T i . B
SR R S Rs I T

[0751] 3526 ALXN121055 = HI S A S %%

A BE (kga | BE|ALXN (HEWR B & BRARE | BRXEHE
(mg) |[1210 |4& MM M FeeEm A | EE(mL/
& M |mL) |(@mL) (48 /| /DD
(mL) 2}
ikl >40 #<60 |2400 |240 240 480 114(1.9) |253
[0752]
>60 £<100 |2700 |270 270 540 | 102(1.7) |333
> 100 3000 | 300 300 600 | 108(1.8) |333
{REF >40 £<60 |3000 |300 300 600 | 138(2.3) |267
>60 <100 |3300 |330 330 660 |120(2.0) |333
> 100 3600 | 360 360 720 | 132(22) |333

[0753]  Z2& HoAth il e i HIY “2577 5 (Pharmacy Manual) .

[0754]  “J fr o T U PR 1E S AR TR

[0755]  ffF5¢ Zait) sl AN R 257 sk Bs 2 b B AR 0 AR A DA HE S A3 L o i 570 254
TS C N TAS S A 7SI B e — B s O o 259 AN FH T
128 NIRRT 2 I — K, NP RER AT 255 B T2 — A i ek
B AR A 25 A T 5 — A

[0756] A IR IRIT 7 R AAEABAE 2 My, I FHER S 18 S I N g T4 & sy
Fit o R B B2 0 ORISR O BE 50 2 i PO B A 410 57 o B AR B A T R, 75 W) AE 42 B s R BFF
TN MM 25 bR ERE Iy (SOP) SBEATiACEE 2 i, PR B 25 LR A TR B/ N
TR I SAAS B AN A5 08 1 il A e 29 M D EE AN EE K, AT 7T 45 o, AR B
PR B A R A ALXNI 210 A EA TAZON , B A kAR iR 451 /7 b (Alexion)

[0757]  FEFEZALXN121026 [ AR K 292/ NI (R 2812 TV 73 1t FHALXNT 210 AP ik
e kAL T FHALXNT 210,

[0758]  FIJAA O IIA], ALXNI 210/ v 5 S 58 T i i i ie s O S U A (3227) o
SEEAE B LRIE R IVERSZ 04 A FALXNL 210, SRS AE S5 L5 R AL [ ) o 8w (BE8 i) i TV
B2 ALXN12 1Of 445 25

[0759]  F27: fifn MAEFRRY Y T 5

o760} [k FURR R GELR) eI (GB15.71 1270
=40%<60kg 2400mg 3000mg
=60%2<100kg 2700mg 3300mg
=100kg 3000mg 3600mg

[0761] RIS HTFC U U 1 AR -
(07621 ZERIRAITA I I P 5 A0 N K2 A A K0, ZE IR, A 2
8w (RF8JR) FIALXN1210 . FFFAT A REHE A S [T E A HE 4 e CRE
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[0763] X 52— P ITIRFRES I T TG T A PR AE I FR S A R 2R il (B 1R I 43
Z A FHALXNL 21015 EiR T o (1A B B sl M 25 B A 48 (IxRS) AR RS B 2
ALXNI1210[1/ N »
[0764]  AHF7TH 3L TR T OALXNI 2107 (F227) S DA R sl A 8 1 5 ST & i o¢
FRFPK/PDEHE , DL IEAEIEA THO T BAF R Z B ST (ALXN1210-PNH-103) FI1ELE A 7240
REA U UFFFT (ALXN1210-PNH-201) HIPNH R 5 10 A I EOE T HE I - 51k aHUS 1
ALXN12105f 47 ZE Mg BE2E T-/EPNH AR R DAV | 58 4 HLRFEAm i 2R MACh I, X
EH 5 aHUS B T A ARAMA T B 52 FNRFEAM AR M., 41[R]PNH A aHUS £E 5 (R4 ZEBR
Pl RS E R B R A o
[0765]  FLAth B va TR FariE S e SONAR DR , 38 A e se Rl sk 2 R A AR &
7Es
[0766]  {r EHIeCRF_Fic sk A pi ) 259 (G 3m 4l AR RS20 7)) - s BB A w4
T 28K (s PR 48 BR RS B T ME B O 34F) PN B & 2B —FA R ALXN 12 1IN SR T Bk 2852 11
FEHERPRAERRE T (AT T PR T30, AT /1A sl 7 75) FR AT e i aRee .
[0767] T4 0T HIY, 26 28— ALXN L2 10f5 AN AR LA RS A TR AT A0 N
HENT
[0768]  FiFoE AT LA T O FiT - 259 1 FH AR Fr 2410 S AE JR A IO TR SR/ R 27 B #e Flle CRF
W Z Il S B RT A AL T 25 B2 AR R B ARRE TS 25N 2 i 250« BT R B
W25 2 BB S e W e 56 % 10 sk PRI 25 o PERE 25 WA A2 A R B SR A SR
FIR A/ 993 [ 2= e CREH o W 5T E UG 45 T W AL FR & T B Bl AR AT AETR T
BT ATHATA LR 2590, AR B iR 5o U 2580 . (B B 95 3 AT PR SR 29911
Y1 SEREC A A TR SRS /BRI e e CRFHT
[0769]  S5—FiRMoT oM, 251 F IR B AEAT AT I e 2 AT AT DA N 29 AR i « AR Bk A
P At MATR A A VRl RS 1 — 8 AT AR ] 25l ide £ TV Ig (B
T AR T 75K, BIAMR P FRER SR A ) A28 #R4T (Ri tuximab) «S5—FIERF 1Y
PE/PT, DL 85— B ALXN1 2105 1) 25—/ 48/INFHR IS IR EAT , BB 82 (D) S F R
FITCR BN I A S %, (2) MR PR BT ek (3) 3 A AR PR B I K P [ aa DT
PRIT 52K o IS NRA I e P g5 AT 1T P % B 2 A5 O 1 e R A
[0770]  FERUEIE O, HFEA LU IIRS, e bA N EERE 250 T IR « A eV AE s 2.
AT 7 R P At S B ) 1k (49 an 2T, mTOR L [ 4t 27 B ], Ak 4E 5 w] ], CNT
[ anErf s Rl e 2 m]]) |, BRAEE ca) BB IIREHLG BUHEF 5 10 —5By, Bib) g
HA AR MA N BT SR B 6T , slic) 28R A T-aHUSASNG O (54, 12
i) o
(07711 Yefili 28—l i 70 25 e s A A MACH I 751 (LA 3 Bk B b0 B2 D PE/PT
HIAEAT SR R RS
[0772] Py HAEHIALEE, ALXN12 1OF i FHEG N T R 20N R I BUENE T B A
IR, BT A B YR Al 1 e i 26 28 A C BR B (N meningitidis) b i I AT A
(Hib) F 2 55 ER A (Streptococcus pneumoniae) KL -
[0773]  {Efe2 of—FIEALXNI210 7 Js 2 I I =45 PN, B T eI i 98 25 BAC Bk
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(N.meningitidis) J& M o A3 L 58 BRIRRE 1 feo A 22 il T 253 7 1M R e 32
MR 2RI BRI PR a2 S R A T, RS A I s A, CL Y, W35
BIHE Y , PATIUSS 5 I A B0 1A o I 228 R BT 11775 280 o AR A T O IR 505 1l Fe P v o FH b
PRI QAR 2 2R B D) BEA T2 M) 2 b S Ay RB 2 PR vyl T PR 1
[0774]  EAAIRB{EE S 56— I ALXNL 21027 Fif (1) = A PN A B Pt B 1ox i 48 23 A EK
ERBARE T 128 SR AT BB H AN AR RSB0, - A ARALXNI 2 1075 2 il A B FRaE i 1 1R
R 9 BR IR B PP 2 B AN 2 e 2 /DR R P 2 it AE &

(07751 J& i 2R AT BB AN I LA T Ao S ¢ BK B I A o AR I B 5 5 S R 7 9008, X 1 244 1
PR FINAZSS T2 1 M IR A SR 1 B B ¢ BR BRI g R 4, dn S MR g e vy Bl
PEATVEY, S Y IO BT 29697, R A T 2 T3 U PO R e R e
BB A BG5S IR IO TR A 2, P b4 B e e, DA BN #5747 . 71
Rl R S TR S PR AE AU ARAEFIAE R PO BN WIS FIRRE , 7 B 2 4 R R s A% —55
53 HAEEEAWT T A anvpAt s Rl rh ik (R23f13624) .

[0776] ez 55—l EALXN1210 2 i sk 2 I, ARSI FE A Y b Wy Bedit 45w, O iR
TP b A I 1A P (Haemophilus influenzae type b,Hib) M2 HEEK A
(Streptococcus pneumoniae) I3 11 o B % 25 BELCER A HI DA 28 BEER BRI RS BT itk
AIRAE B eCRF |,

[0777]  {EWIFRE A E N AR S T, A8 PR i) i i I F 9T 25, AR e R A5
G AIE T R B E A IR AT A S 7200 TR S SR BRI R E 45 25
J7 5 TR AR ST I TR] A8 8 I TR e 320 M I5F &, O B R R b b T3 0 1)
gy GRL P

[0778] et 5R 252 i, U A O RSG5 D—4
FLIIE R IRIEE R (FSH) KT O30TU/L) (BIan, fE53A R BT VR & T A i
RSN T) AT .

[0779]  HAEFRE IR EE M —PhEumade 2 ik (n v SO, w6, #
SR fn— A AR I /D84 H o mi Ui 2275 R - S HETR R A S ik 2k
AUENTTE fr B NEERIRAR R O IR TR, BRI R VIR (i ezt e &
FIME—VEPEAR) |, PEEEAR G SXONTE ST 25976 5 AR I 2 XU FTTA] P ot o 5 e 1k
22 5 e BRI PR TR FE S [A] DA K 88 O o R A3 5 2R A I AR A 1 ]
PE) Al BRI kg 4R 0 BB i R 5 RS RIR AL OSUERERE T 15 «AEIGTT I M e —
FIFE 2P fa I E /08 AN, A B AE B 5 10 Lo VERCAR / F- AR e IR sl LIRS el
BB B IR R B Bt 2 (PR 2 0 L 2o e PRS2 O DR k) o Y
A A UE A SRS S DIER TR B DI BR Al , th 75O T kit 42 o

[0780]  BAMEFRFALIGTTIN DA M IS — I R 25 2 /08 A RIS 1

(07811 6. DhREAh

[0782] = BEIRIEAL A& 26 J5 R A P U TR] 1 58 4 TMA I o 584 TMA I PR BRI 2
(D) M/ MRHSOE R Y (2) LDHIE R ; PA K (3) IS IUERET 3 R L2 m =25% .

[0783] it &/ DA H AR 2GSRI BN , 5765 FIT A 5 4 TMA SRR RIE 1) £ 47 2%
E AR IS
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[0784]  ZHHFT A IR S 7 3 T

[0785]  A.iBEATEORIVIRAS;

[0786]  B.5E4TMASZ N (1M [H]

[0787]  C.[JIN R 58 4 TMAS R AR AS

[0788]  D.eGFRAMI AN H FLLRHIAZ L

[0789]  E.CKDIY B, FHWF 70 & A e B0 H AR H BN AR T L4800 s, fave Oee
b) gt

[0790]  F.Ifyk23% (/)M , LDH, 2T 45 [9) (I8 M [ BE 2Rk,

[0791]  G.IMZL& I HAERLREE N =20g/L, H HFFEAERR 2 /DA SR 1 2 /D 2R 220
H 3

[0792]  H.QoL [ ELR 92k, , dmiE st EQ-5D-3L (Frfg H ) ,FACTTIR 75 5 R B Ak (&=
18%) FI/NJLFACT T 55 e 7% (JHE <<18%) [T llE 1Y o

[0793] 7.2Vl

[0794]  ffF5eE alfth/ Qi FEE A D15 B 21, PIEALXNI 210/ 7 4 4 K, H 4R
T AR A S A R e e B e

[0795]  MGRATHME R I TR B 70 52 %, R IAE USSR o iF 70 ER B AT AE 22 45 HH At
TG (R ARRE) o AR BB 5T, WIAE M IR 5 i m — D R T e Ja — K
GV, AR T BE o P2 MRV (RN [R) 2 (Fe23R1124) A TING R AN SIZEE 25 PPA (KN TR) 24k - BRI
FEATIGIR_EIA B SR A 45 53, B B MR el Ae e

[0796] AT T AT RIFFS BN, GRS, YA, AR AR . IS Il 5% 1 523
o TR N £ B G = o N viol L =8

[0797] A RJaHUSHE S , B35 1 R aHUSHEAR R ARSI H I, AR 10 R AR Tm e U5 A0 o
[0798]  FEGRLE U AN 10 S5 S R0 S, B St 1T S P BB IR 0 /5995 o 1 BT SR BRI 48
BRERE e P DAAN , AT 2 T AR T 28 % (ul v IBE 78 BR R i B P UE R 34F) PN FH 2549
(77 Bk ARAE T3 25, AR AL E M/ B 25k e ) -

[0799]  (RASAS AT CUFEDL N oPAl . —EINUL s BB 5k, B IR S, RTIMGE 5 5008 5 IR EZ 435 5 s s
Ovs BRI s DUIRE s PRI R 40 s I B R G TR AR AT H 5 Bk R GRS 75
RV, X EEAS A FE T B IR IR o 7E R B B 2 /D520 Bl e A T A= e (AIE
DL, EAEWCAsE A& 5K HBP (2K ORAT [mmHg 1) , kil A e ik, O Glah/ 708 IR
B (FP /43T, DA M T s ks et B (B EQ B [C I sl AR IR [°F D)

(08001  Fri-fiti st ] 2 Fh B PO RS TRIZEA T FH T LT S 00R TR Ay BB LA R 23 M RS
iR B (R23124) o« AEREAMI T Z5WTE T 2 1, AP G T 5556 == v A i

[0801]  fiir e e SR I At AT LAAE 2 sl o U SR B8 S=dE A TR 36 o A SR ] Y 8 =40 56
LDH. i/ IR I T8 AL AILBRET , U R W S — XM AL AR PR IEZR AL 2R
D 25 SR O S2EE = A H o R — 2N TR R E A AT FR 8 =2, Tl T Rt
=R T8

[0802] Py} L SIS = HAE FH I AR AL HH IE B Y o 28 PR X S I AR X
Iy B 53 A TS 20 o i AR R SCRE SO EAT R AR A 3 B % - P B P AR 1) S =5
D EAE AT AL o R 2 2] A SRR IR I 25 1 906 = e 2s, WIIAEAE eCRF F44Z
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ALK AR AT VAL AT A I IR L2 2 R BHME S IR TT IO R M e kSt
FRANT) S0 == vk SR W £ 2, EL 2 (D) Bl I & BB Ve sk R 2R, sl (2) AR R
FEE T HIWT  J L E VB IO E S 7T 29 e sl H At i 5 ZE9E AR 7 Jo o

[0803]  StfTA A AE SIMZCME AR PR AN TR 5% (FR23124) JEAT I BRI U YRS 56
(BB~ NGB R 2= [B-hCG]) o 3 M IMIBAE L I R 2 40

(08041 A3y IVRAF-A FRO I TH P 7 2o IR IR 21 31 | B 2T R AN B B IR 20 3R 15
PRI , AR B AT 25 A T e B AR, MRS AR 2L 3R 45 R A Tt e 22 Lok i
F IR IS FSHACE, AA B 48 22 f iR

[0805] (L~ At A AN TRI 3 (BR23FN24H) 457 I TR B T o THRLAT AT U5 R e GER,
BEI U SR IS L 22, 6 T = 18D (R R 2, il “B IR I Ik & 3K (Modification of
Diet in Renal Disease)” /N3, X1 <183 1 HE i F B I BOAK &35 Schwar tz
N W

[0806] 3 AT I IRAF S PR LS4

[0807] 3 Afr IRVBAFAh o AN AIRR AT &5 SR e, M- AT PRIBAE A (1 BB 2 o 18 B AT
PRI A 2 (1 BT AALER I, DA SR PRS2 1 T ULBR T B %

[0808]  fT-hgfv fE AR Fm Al IN [R] (23 124) U B B — 1 2 R IR T ECG o AEUR BRECG
20, R W IUIERNA5 2 105381, H HAEECGC S 1A AR FFMEME T R « 61 51 FAZECGIY
W 7E B AR E N SIPARECG 2 7 71 T PR EE PN 45 AR Il R 3 o iX 817 {2 7R/ CRF
s

[08091 Gy fifi & vh T 7, £E W 75 25 W e 1 2 Wi, WSC B I A it DA AR 565 1L 35 PR
ALXN1210fJADAFIAAAEASANT (IR 23F1%24) o QniRA 36 45 S FHYE , W43/~ A rl 4%
565, FE TR SN L A DA, LR G R D AT sk AR 1k o FTAEA THU A S R e
— PR, WA Y, B FERSS S AT S PK/PD. e 4 VEFITALXNT 2 10/F)5 14 o

[0810]  AESEAE it T Z5% 7 i 1) B3 FR AR AR B2 233k O F HAA—E S iy A A R
AL , AERT DAE 546 T 285 B IS AHSC FRATARTAS R sl B AN G (B, S i 1R S8 ==
RID AEIREINA , o1& g A 5 255

[0811]1 A& AEAFIBE 7 A IGO0 (BIan, A RAr AR RO o 2 BT Bedt A T BT K,
SEH TSRO TR W) |, PASAERE T GG A7 AE s I 2 (9 A A IR S i A4
(IR s DL T H 5 % B ANJ2AE .

[0812]  friffnPRIFFEH R = Z9W8URASEAE , BRI PRI ZE I H 2 B 253850

[0813] Gt (B4 ™ b MO o2 T, T AN &) Bk T 26 e CRAANI S AN
AR, BRAEA A= i B 2o iRt 45 51

[0814]  Friff5e# /7 IR 24/ N PN R B ok ok A7 i T 50 it ST A AR R iR Ui
545 BERAT Il ) LS SRAN R FUMRSR IO B0 T I A TR e 2 Ve o

[0815] M [A]EE IS TH]TC A R S5 o A 05 R E (B 3 25% it FH 2 i faiE RO AR
WA IGTT HTAE .

[0816] DL N e A 7 Hh i BN S A 1 XU « bl 7 2R e kg

(08171 i 4. 038k B S oA “AS B BB 1m ARG EF R (Common Terminology Criteria
for Adverse Events,CTCAE)” XJAE[™ AL 1T 9 B CTCAEARGE 2 “In i IE BhBs o
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il (MedDRA®) " FRi AR HIAGE (LLT) « 8- LLTLAMedDRA B 2 ARTE (PT) Zhd . S22 45
AER™ EE M « CTCAE 23 BC 1 2511 55 2, HAG BERPAE™ B A R BRRRI AR R R (F%28) o
[0818]  3%28: AR M P 5k

X iR

1 % B TREREURROER: UIRRBGS KNS RIERHEAA

2 % 5 FRRMEBD R RABERRAEN A EGFERN THEH W4
[0819] W53 (ADL) SZ[R ®

3 PP B BR 22 S RARSLRL g A s RN E PR B e K R A

SEixabiibva
4 % BB ARG R: R ESNAN.
5% 5 AE MHXMIFEL,

[0820]  #'5: ADL= [ AE75T5 20 AE = AR G344

[0821]  “ T FLPEADLIEFEIHE 2 It & e K 2 Rl (i TP U i PR 0 5

[0822] kA FRADLIE TRV ARIEAC « IR A« L ifT H&eﬁﬂlﬂlkﬁh RANKE o

[0823] LT “eCRF5ekIsSH (eCRF Completion Guidelines)” HI[FEFEFE S, 10 AEN™
FEIETARAE " HEVE (severity) FIF“HEE (seriousness) Al : " HiE (severity) fiiik
TAERYREE, ARGE ™ EE (seriousness) FRIVE MR ™ AR P (SAE) FRE brAENIAE
[0824] 5T H AEET- W9 B LS 22 PR AW B 1 5 AR RIRE R (629) , MATf
AE G H AR H) SE P RS A AE CAHSE , A KT RE, FTRE, IR AT AR EAE) o % vFAhid
SEAEeCREAAry HAth i 2 (A

[0825]  £%29: AL R PPk

92



CN 118512588 A W OB P 87/133 T

PP #id

ToIFRIR/ AR KR A A TRE A 2 R TR R &R

AN A REAH R 2 W PRI 55 8 2577 LA R JBUER i — 30 (AR
AXTHEIN, AT EHHREA™ NS AE
Z IR R

AJREAHR R A A AT IR T R SEBA BT AE (B, Z%H
R4 T 1 20T FH e S 0 4 R e 1) 5 e A/ BGRE f 3

[0826] A I CA R SR, (H e R] AR RRGHE)
RATREAH R R UM AEE A 27 b B & BRI T, AR

SR A A AT RER RIS R . X T U A ™ A 2 50
ZGEAEH] . CRNBT TR IE B0 2 i B 25
AR BT A W R 22 0 1 A 1

AR SR R R RR, AR Ok, JFRZ
W I SE BRI RS PR3 J /R ) UL A BE A R IX — A
5 ORI 2RSS, (25 o, APk B

[0827]  JHIAR FiF (SAE) )& BT R Bt

[0828]  « FEULI:

[0829]  « oAy (B, JEEAE p A AR AL TS0 T - B RS

[0830] EORMA:Fo N FEETias 7 sl KA F P

[0831] o SERraak AR/ i

[0832] < &S RVERH/ H AR

[0833]  YILT-ail MM B2 W, A A M B sl EOR T FLARS (- HBLLA 1 e s 45 2R 2 —
N, TR SBT3 B A iy ok EOR A BE ) E 2 B 2 i AT LA A T A R
Fit-

[0834]  REMLIAETUYIN™ FA R KM (SUSAR) S AAETBH A HH 1™ ff ELAF T & e
SR P R AT %« SIS LRI (CFR) 2148312 32FNRK Bl PR iU 15 4-2001/20/EC
(European Union Clinical Trial Directive 2001/20/EC) VLN Z 5 EFIAHF<40 ) ¥5Fe
BRI SR R AR RS SUSAR .

[0835]  MICFIIZSTE , B RIETIE A i — NI 2556 K, 5l B 2 Se sehfF oo i i
Je— I 29 e 56 % R I AT AE (™ Bk AR ™ 55 1)) o AT AT ABAERF 72 sl fth/ 4t TAE A
SR E EA TR A JF i R AEeCRF [

[0836] 54T AR, i Wt 7 & A H R R OC R PPl A2 AT 20 W HREHEA Ny ST 259
PRSR AR SAEAAFAEIN TRIPR A o AfFF T BEIN H FARIESAE, JCIR P ROC R 2

[0837] X T Fr A7 SAE, 70 & AL M5 B 21l 2 M BRI T3 15 B SAERI PR
A, SAERIRS T /1, SABRU A SR A KSR B il M s == /2 Wi fs KL
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[0838]  Fr A FTIIIISC S T A3 KB DA R I I R ) Lo VRO / AR I R R 250 - I Ui
SR B (RSB N R %) T DL Blor B i sl AR i e 2ol n KSR AL 7R 100 45
UEYRAR S AHEARAE , BRAEPREER FT 7 i ] Tkt 2 25108 SV o (HUE , IEIRIT AE AN I Uik
Sy a5 SRRAE HL A R SAERIRRAE (B ans A ik, H R, FE iR LSET:, wrd Lok
ORISR ) A I ASENISE B = AN N ARE AE

[0839] 8. Z54Rah I F A ZGFP AL

[0840]  FEAHF5T 25T 1] 2 W AN 2 i , A5 PPA N [] 58 FR s g (RN TR] S S T e i 245
Wik FE FIPD A A HIL7RAE i (W3R 23F1124) o 10 SRR RAFEI SEFm H AN [H] (247N 1) -
FEAE5 E FE A BIPKRASIN [R] s ESCAANE 1 > B 1 PRI TR 2

(08411 M Ay Z5% it T8 1R - Wi S8 T PAFIPD A [ IR i « PK/PDIR o1
flian B+ (D) MFALXNI 2109 FEFEI TR AR b, LA K (2) S CoIk LI AR b .«

[0842] 9 FRZEVEVAL

[0843] St THRZMEAMIRES AT, BRI B GetH a3 R PR A o be A
.

[0844] W] DL i P B s A ALXN L 2109k B SR MEAE b 2 I &, ekl R A
i SRR EME AR EY) 2 AR B0 R o 38 AT AT IR R M43 AT LA IR R 45 SR PK/
PD, GRS A= Wb M KoF 2 [P AE SR « A AT VR4, U EAPCTE YRR St
RE R

[0845] W] PAEATIR St L2 LA T A1 5 aHUSHHSC I BE R PR Rt AR AR i, DA S S 7E
alUS JAMAJCI  BRALXNT 210 s sl D8 S A st AL AR A

(08461  Hhfff 7 KtaHUS H L Rl ARG () 3 R AR AL R 25 JE A sl B I 3PN, RTINS
Z5 T Y AL 1 o ASEEA RN PR S S L A ik 26 JE A sl LA 72

(08471 i Ff] “B5 Il A FHAE 2 ()" A S8 A O aHUSAEAR [R)6" PEAL aHUS R LA AR TIE 5k
SEK o

[0848]  aHUSI'E AMANE AR IR 20 5 , B4 AR Ay OB AT DRSS = 5588, 7] DAAE ZR 2R A1
SRS RO TSI TR AR M B 45, DAS R F LR AR L . T DA b Fe B T A1 5%

(08491  SHHATIE JEIR AT IR A FH 20 AT AT DLASHE R FH Bk AR A o 14 43 2R 45 51 1)
PRI

[08501 G Rk D EfS LRI TEAL, U Gmade Pty A ERR 2R A o

(08511  StfJ-7E26 RN AR PEOY 1] (32 B4 5 W) 584 TMA S ST R pY L ()54 I 7 R
/D 5T A TMA SN GE I — 5593 I D3Ol 10 JR 3 B Ho e — RO 42 45 6 (last
observation carried forward,LOCF) %} T-7E 2626 [ iy P it ae i 2 B i 2 v b )
R TIPS T8 A TMA Y o

[0852]  QoL{X g DIl R A A M) i B AR

[0853] {1 fir A7 FE A ST SEpl kiR HH 26 PRI UG PRI SIS , 7226 B A0 G PN U145 RN Tl AC
WS HRIUI AT o BEAN, AR 24 AR S5 IR B T 28 o0 T, DU A ol s e VEAIPK
S0

[0854]  SJtEf514 : , A i K A BR R PTia T I A PR A& TR] I I 21 25 1 PRAE (PNH) i A R
FHIIALXNI 21054 ELAR ZEBR BP i 3301 FATL T ISOhRAS: BRI B 7
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[0855]  JEAT 1 T3] TIPS AL BHPEG I 22 o, ARl ik Y (TV)
gy ) 2 TR ZEBR B P iR T /D6 H I PNH AR FE T T ALXNL 210 (A5 h
Ultomiris ", HiABNJ44 15k ravul i zumab) AN ek B BT 2241 K Th

[o856]  1.HMEA

[0857] 3= B (RS PRAN A O 24 FAR FEBR BAHiI8 9T =0 64 HIPNH AR &
ALXN1210 (ravul i zumab) 5K ZEER R HAHELIOAES R

[0858]  4nbiAYT 26 i, LDH/K - H9AE {43 bt (LDH-PCHG) fJZMH (ALXN1210 -4 FE Bk
PO 1995 % FEHE XA (CD) 1 _ERR/INT15% , A CHAES 34

[0859] /K H 1) B 4E RALAE MAK ZEBR LU ALXNT2 1011 FE 5 HHALXNT 21071 2 41k
A2, X 1 o FCAB Do st B PP ALXNT 21011 B, SRAFALXNT 21011 254R8) J127/ 2550
(PK/PD) A1 I ML M PAST ALXNT 2 101 KU1 e A PR AT D33 o

[0860] AR T BRI S TA L, qridad 1 32k 2 28 183 R 1 FLER I S /K-~ (LDH-
PCHG) T 43 b AR A B e (1) « AIF T S R B D3 2 . (WA 205 A TR Oy -
[0861] 1. SRV INLIN R LL B, .8 MOAAETHRILDH= 2 X IEH FFR (ULN) FA7E 1 0
T, D I SR A PN LA RE IR B AR O 55 < AT 28 1 PR IR PP 2 i
(PP RXE) BRI (I 2185 1 <10g/dL) « 2 R AT S (MAVE) (B4R IATERD) A
MEk ZhE DIREREAT) | -

[0862] 2. 4k 18 PR R VAT THEETEAS (FACTT) -9 25 & 25, SB 4R, vEAR I 4215 o
(QoL) H AL EI 55183 KA

[0863] 3.y If it (TA) , i X oA H 32 2 25183 R ARF5 JC iy I HLAR B /5 S e 0 FR g 1%
A BRI A P Ee

[0864] 4. 2128 ARSE B L, & SCNTEAFEAT A B 2 5B 183 KT s O 1,
WETLIMZL 2R K 2R = 2g/dL

[0865]  AfF 77 HA R ZEID AL S A FE LA T AOPEAG < (1) 13 2R 2 51 18 3 R L i He AR AL 4
J (pRBC) FRAZHYSEL, (2) AE28 183 RLDHAL T 1IEH BB Lb ], (3) IR ZE 183K,
R INEERE A FRTG T 4140 (EORTC) A=7% JiTE [M420 00305 2% (QLQ-C30) 3. 0fk [MAE{L., (4) H
FL2% A G183 K PNHIlfn R I (255 L2145 PR A PP S B2 AR PRI XE AT ke 1)
BEFSEAD) 1A, DL (5) HERZR 2 55 183K, 2 IMAVE JE & EL .

[0866] 254K 1A AN 2580 2 S A FE VL P RIvEAs ¢ (1) ML ALXNL2 LR ZE Bk B ik i
BER R ASLE 5 (2) XL (cRBC) & L& VE R TR AE b (R 1) 5 DA M (3) I CHIk
BN TRIR AR o

[0867]  PREMEZ A4 AL K A5 AR I PNHSE IR AN D=7 25 J5UR ] o

[0868]  SH i AKS AT AL AARTE ORI (ECG) 5256 22 il DA S AN R = (AE) FiIj™ EE A
R (SAE) 1198 AE 2804/ ALXNT 2 1O T4 ZEBR B o 2 4 PRI 52 14 o B RIFFE 45 0RA
PG T AR T2t (ADA) [ R LB 1A

[0869]1 2. 7T

[0870]  XIAFFT PEAN T 1l Fbk (IV) B o) & 226 AR A BR IR Puia s 7 2 /064 H PN
RAF B e FIIALXNL210 (ravulizumab) X EE AR ZEER BLET 4 2 MEAN DR & T HRODE T Tl
BFER 219207 B EEMRTT 9607 855 R Za 1950 szl ezt e i, HA

95



CN 118512588 A W OB P 90/133 T

186037 SZARE N E AT 5 R M —5B 2T 190 hT « AW 7T A FE AR i e 126 11 , 26 J5 o fd
BURTY BIPA ARk 2 A ] o 36T R i, S oK R oy Bt N 24 i 14 (FESR 1R
ZHI12 HNEe T FARZE 40 (pRBC) FAO% I, 2 5k 75) « AL &5 IR 41 - 1Tk
PIREAL T , ALK ERAR Bk PR sk e e B ALXN 1210 39707 FR 3 43 Bid BIALXN121041 , 4598441
BE BN ZEBR PP AT TE T, A 19U 32l GRS KA T, RO 44
SR (ALXN121040 A5 L7 AR EBR APt 4l A7 300 FRIIGRTT

(08711 FERENLIL 2 BIFNEE LRMFFE 258t H 2 BT OB RPN , B0 A T M £ L8 34 e 2
B SEG 2 FEA TIRAY o A SR Y BN R RO M 2L AT A e s e wg , W)
FHPRBCH I 22 5 2245 7€ PR I A DL 1 i 2085 7K, DLRF A BEA LA O EE A% o 7 24 b sk
HROSES =R R L 2185 PR AR 5 SR8 P I SIE LA L

[0872]  WFTIATTIUEE LR Hincfm— MR EBR L puie i 2 ) i A= o BT L 43 Fid 22 ALXN1210
BB LR Z T AR IALXNT210 (WA T) , SRFFAEER L5 R A ARS8 Ji (o8w) £
HERFAIRAIALXNL210,5 34526 FVRTT BN Loy Bl 2SR ZEBR B U A i) B B Ak e s it 7
R ZEBR T - PNHIIATT (BE2 15 [q2w]900mg) |, S dL26 FE B 9Ei57T -

[0873]  frEE183 RFERFTA VAL T , PENIE K252 ALXN1 21011 (2 FLR kel b
ALXN1210F 2 SR el freote R EE R 1) sk Kk 248 (PASe B35 i) « EB 183
KITUE, AL P BIALXNL2107R 7 4110 5 8 1 (a8w) B 4EF5 e (an B Frik) 19
ALXN1210, FALA> B 4 R B e i fE e 52 5 7l ON BT IALXN1210, SR e 712
JE A E A28 I (a8w) 2632 3L T4 B F 435 7 O ALXN 1210 . I 25 F126 < B BH T HF 57 1%
it

[0874] Y FRFIIMNLL £ o0 9g/ dLsk B AR H R A 2 8™ B (1 AR AE BT IR DA CRE R 1
M B TCIC I RARAL B RS AT AE , 218K B Te/ ALk AR, B FHpRBCH I »

[0875]  FEFR30FRHRME 1 “Tide AIREHLIAT Y W17 (PRl I [A] 55, 7231 (AAALXN1210403E N 11
B F17e32 (WARZEBR B pr Al b NI ) R it 1 e K I EAh I TRl

[0876] 7t H O E SRVFAERRE VI AN At PRSI T BEATRE 7 A 56 A
PR FRIF T H R E o AR VRSN AT I AR AT ARS8, R el pPA 10 SR A L 9 A
2= (eCRF) 1,

[0877] b4, dnsi & A= Sl A I B G, 0T R0 5286 %5 23 ATLDH, PKAIPD S 48 15
i R e e S T Ve X G o aa o | B i I B R R S A B e N
LDH, PKFIPDS A N 1 28 SCGBE AL H Y, LDHA A 38T 0 5286 25 A8

[08781 30 : fF5T VA0 S AP IR [R) 2 - BIBEHLIAT T IS5 AR ik

96



CN 118512588 A iﬂ' HH :I:; 91/133 1T

i 3 Jiik | BEALIGRYT

s H 28 |1 (8 |1 (2|2 |4 |5 |7 (8|9 |1 |1 |1 |1 |1 [18
-1 512109 (3 (7|1 |5]9 |1 |2|4]|5 |6 |3E

3 (7115 (9|T
ENCN N/A + |+ [+ [+ |+ |+ |+ [+ |+ |2 [+ [+ |2 |2 [£2
2 (2022222222 |2 |2 |2 |2

S [ 7= X

i A B HH | X X

HiE 98 SRTE A a

MO | X

[0879] Lica

HIV fi3e =

PNH 5ifE K/ P | X X X X

S X

L3 X X X|X|X|X[X[X]|X|X X | X |X[|X

LA/ 8 A X X : 4 X X X

it 3 i M A0 % | Xe XX |X[X|X|[X[X|X|X|X[X|X[X|X|X]|X

MmE% ¢

PNH JiEfR% B | X XX |X[X|[X|X]|X X |X|X X |X|X|X

FACIT-J%57 &

EORTC X X|X X X X X

QLQ-C308

97



CN 118512588 A iﬂ' HH :I:; 92/133 11

PNH JiER & XX X [|[X[X[X[X[X|X[X|X|X[|X|[X|X|X
] 45 &
WA A R X X X X X
] 4 &
(LS A X
R SAR L i X X X
ﬁh
AT ARAE ! X XIX [ X [X[X[X|X|X|X|X|X[X[|X|[X|X
ZAPE 12 §B | X X X
ECG
b, B |X XX [X[|X[X|X|X[X|[X[|[X|[X[|[X|[X[X|X|X
LDHk
M, A | X XX [X[|X[X|X|X[X|[X|[X|[X|[X|[X[X|X]|X
LRI - S

[0880] e
JR 4 B RUR W | X X X X X X X
oz &
PK/PD A XIX | X [X[X[X|X|X|X X|[X|X|X|[X]|X|xI

|l m|{l mm{m{m|l m|{m|m|l [m m|m

Bo%E B M X X X X
(ADA) ™
AR X[X X |X[X[X[|X|X|X | X|[X[X|X|X|X|[X
G MV AL © — R —
FEREZ5 X —FRaL i —
A RFEF X —FraE I I —
BaHLAL P -
ALXNI210 jii X X X X —r
ﬁﬁq
R TR B B X X| | X[|X[|[X[|X|X|X[X|[X|X|X]|X
H

[0881] 455 : ADA=HZ5hiiA; O FL R = L HLIE s EORTC QLQ-C30=RKRIMIAEMT 7T 51k T 41
Y, R U A5 - 200305 3% ET =12 AT 2 11 s FACT T- 98¢ 57 = 18 M 1R 7 DIRe P4k - I 5y
A HIV= A\ 0k B 5 s LDH=FLIR I Sy s N/A=A~1d ] s PD= 253807 ; PK= 254K )
S35 PNH= [ - MEAR TRV I 2188 1 PR

[0882]  “fr Faatit o 25t misk 2 IN TR 3AF PN, T A7 JE 2 YR M 1 0 I 28 B Pt 93 1

98



CN 118512588 A W OB P 93/133 T

FE RPN 28 BRI P32 1 e A 202 FE T Gt 28 2580067 1) S B e e v 2 i 2 i e~
W T 2R -

[0883]  "/Efi MEAINER | R I 1k v A5 A AR DU P 40 (WBC 5 ARz 4 i R 2 A2 400 i)
FIETANHE (RBC) FalER/INs AR SR T 1R AN EE 183 RN M FRBC Y [ A/ N

[0884]  “(UPRT A AEAE I LME R 0 e A58 183 K I LI I URAS 46 5 7 Fr 5 FLAh
BRI AL PRI YA 56 - R 48 1 U] A8 A= B RE I 0 Lo £ 5 76 FHALXN1 2 1054k
FEER BT 1T, BERBAVE PRI G 455 -

[0885] USRI I A2 [ R I

[0886]  “YEBENLIL 2 B FNEE LK 78 2596 FH 2 B 5 KR N, AEAL AR T M £0 8 A 4 24
iyl 0 SEE6 2 PRAN o A0 R M I R B IO AT AR S O R s I FR R, W) R T
pRBCH I 2 7E 5 S5 2 AOS I BB LA 1 AU I £0 4 K , DA A BN L O ZEAE o 24 ek
PRSI ZE A AR B L I 21 88 B AE ) SRR e IO I B DA L.

[0887]  "DA R AN IT B B AR A GIVA RS, R, TR DR R, A R A e Rl
ECTIARRER .

[0888]  SYERIFT 2t FH = kA TR M AT A B Al o

[0889]  "EAHRIS A AY AL T-HEITH S A B RIFIMTR R ZHERI B ik R ZoAn ¢
AT AT 2 D — A B R R et b A T R AR AR 2

[0890] ' fH M KL ZE /D 543 b i dE 4 T A i MR I R 03 AT 4 T R AT BK IR (2K R AR
[mmHg]) , 003 (FEBh/ 25 PR AR (REIR /50 Al (BRI [C T s AR EE [°F ) o7
WF7E 29t F 2 AR A= A R AIE o

[0891] I T e K 5557 RRIER 183 K44 2T HE PR — 1 2 6 O L I AEURERECG 2 T, 2
PERNZ)528 10458, H HLAFECCHC 2 1 IR (R EE (00D , (HS T o

[0892] {25y 24 H it HH AT SR s R S 2 000 e o S 7 0 JUA P 0 (X O i 2K, DA
TN RS

[0893] 'Y 2 OTUAMITNT0 . 5/NNF ) i 45 o (it 45 RS 0. 57N ) Ui B2 T
F-PK/PDA AT B LTS At o Ay R0 o) KB 3, 5t R e, Pl e Ay 7 et i ol s
T Ik 200 6% S 24 Wi FOARE S o By 285 B A MU P 3 A PR e 7, 28
183 bt 45 AR A R Ay (W AR 31RNEE32) o AT AU TRIAR I SR AE e CRFH1.
WS A SR AL, W B FHFPK/PD A3 B LIS A o

[0894] "R A BR P TIGTT A LRSS 2501 Gt 4a 100 . 57N e B T FHF-PK/PD
S ML AR , 5 T-ALXNL 2107487 1 SB35 AL AR AT i TRIUCE o B A WSO N TR1 4010 5% /L e CRF
Hh A K AR SR AL, TS F PR/ PD A3 A LT A

[0895]  "“fE4 Z5RITUEE T ADARRE N o

[0896] 4N IR ZEME IR IA LT BN & A2, TUIAE A0 286 %5 43 B LDH , PKAIPD AR 4 SR A
TR R & A 2B B L2, ) & A= vE ST 0, TR0 FR 3 R B Rk 1
LDH, PKFIPDZEL

[0897]  Puliid A2 B ATEE sk IZE R A4 (TxRS) R0 Bl TR T -

[0898] ¢ ALXNI1210f1)7 i Fe+ A e 10 SR IR S U AR

[0899] "L BRI L Al SR AE A 183 KA 25T o 26 183 K45 2y e AE KNI i . i B % 5k

99



CN 118512588 A i';ﬁ HH :F; 94/133 11

SUAIFE 32 A A 183 KWL 255 2T o
[0900] 531 : WFFEUSI0 M AL BB 1) 55 « ZE K3 - MAALXN1 21040 38 A\ 1)l

i} 3 FE KA
911
EO
183 |23 |29 |35 |40 |46 |51 |57 |63 |68 74|79 |85 |S/E
5t H ; 9 |5 |1 |7 |3 ]9 |5 |1 |7 |3 |9 |5 T
W (R +2 |+ |77 |77 |27 |27+ | |+ |+ |£ [+7
0901] 7 717 |7 |7 |7
PNH 53 f& K/h ° X |X |[X [X | X |X |X |[X[X |X|X|X|X
A X [X |X [X [X |X |X |[X[X|X|X[X|[X
SE YRk 5 © X |[X | X [X [X |X |[X |[X |X |X X [|[X|X
T8 7% i 1oL Ay o X |X | X [X [X |[X |X |X|X[X|X|X|X
4
PNH HEtR % © X |X |[X [X |X |X X |X [X |X |[X |X
FACIT-J%55 * X £ X X

100



CN 118512588 A W OB P 95/133 T

EORTC X X X X
QLQ-C30"
PNH iR & 3 ] X |X |X |X |X |[X [X [X|X X |X|X[X
K
5 A AR X |X |X |X |X |X |[X [X|X|X|X|X[X
4o o
i AT (R A A A 2 X X X X X X X
AT AAE X | X |[X |X [X |X |X |X [X X |X[|X X
24 12 S X
ECG'
t5=, @5 LDH X [X |X |[X [X [X |[X |[X |X X [X|X|X
[0902] | My, MG X |X |X [X |X |X |X [X|X |X|X[|X|[X
2T 1 Bk A
FR 43 #7 AR AL X |X |X |X |X |X |X [X |X|X|X |X|[X
PK/PD JFf¥ & X X X X X
FIZ M (ADA) X X X X X X
!
B AR R X |X |X |X [X |X |X |X|X X [X|X|X
KRB I ™ — BRI —
TEREZY) — R I I —
ARFEM — Rl —
ALXNI2I0JEM | X |X |X |X |X |X |X |X |X |X [X [X |X

[0903] %55 : ADA=H 255 O FL IR = LR s EORTC QLQ-C30=RRIMNEfEM 7T a9 T 4l
4, 05 TR G - 200 30 35 EOS = BF 98 45 A ET = F2 g 2% 1 s FACT T- 9% 55 = 18 MEm 1A
7 DIRe VAt - I 5 3% s LDH = FLIR i Sy s PD= 20538 ; PK= 254R8) /177 s PNH= [ & VR A& ]
VEIM 2T 26 A PRAE

[0904]  “FEMATATA VAL, AT A N E RSN B AE 2B 183 K45 T ALXN1210.
[0905]  "#EEf5351 RMITAS KA voh SRABUE 7 2R A0 A ok 4 i AIZE Znfi (RBC) Baf
KN FEHAB AR RBC 7e R/

[0906]  “{FRFA A= E B 10k B ANAEET LI W YRAS LSS s AR A LA TR] SR
TR YRAS S AR 25 H IR AR B AR 1Y ol A5 6 FHALXN 12 1011, ZER A PRI 36 25 2R
[0907] 3 SRR IRI RN TAJ25 - (RO Ry I«

[0908]  “Hf5¢ F ke e A GO A T S d- AT 1A < 5055, B , PP IR ¥, 75 MR R v, i
NIRRT o

101



CN 118512588 A W OB P 96/133 T

[09091  "AERIFFT 2t FH 2 i kA TERHURD R A -

[0910]  S{Ej I ARG AT FHAE T 7T (BIBE A 51 1AM R IR 1 SR R etk
AN AT 2D — > R R G AT A AR A 2

(09111 " 2 p 8 28 /D 543 b i b 4 7 A iy PR A I B, 0 37 AT 4 T RN AT 5K IR (2K R A
[mmHg]) O (E5h/ 4350 PR (FFIR /238 A, (BRECE [Cl a4 G EE[°F]) o fE
TEA T 25T ] 2 BT RAT R A AR AIE

[0912]  "FEEE91 1 RERETUL SR B — 12 FHKECG « fEECCUS B2 2 1T, JE A RN )52 1053 1, I
HAEEEECG TR AR IR , RIS BE o

(09131 Iegi 2 H 45 25 2 T CEE I R St 2 e

[0914]1  “{rEEf 183 KL LS TRIN, 55351575 743 KEGZGHT OT AT RTO . 5/NNF ) Fiikdy
TR R (B 45 o) 0. 57N ) 5 DA S591 1R ERETHOAT AR B [RIUAC 6 F 1 PK/PD A3 A O afiL.
THFEN o A T i AR P Do - IR A8 17 i, 2 D e ey a5 (e ik
I INES 25T (P o S TR S SR RO A AR S IR i 8 P o AE e CREHEIE SR T
AW TR o 0 SR A A= S PR A I, WSCe FH T PK/PD 3 AT OIS A

[0915] '8 2 e S FH T ADAFKO RS

[0916] ™R SR & A= SR M VA IR B A=A, AR FR L S0 25 3 AT LDH, PKANPD S48 W SR A
TR A SR P AT, W& 2B THRI AN U A0, T oA R USRS SR IPJLDH,,
PKAIPDZ4Y

[0917] ™ ALXN121009 752 T A i il s I U AR

[0918] 32 WFFT UM Pl AR )36 « B - AR FEEBR Bl b N1 S8

[0919] ‘ i 4 JE K3

102



CN 118512588 A .I'H HH :I% 97/133 1T

925
7 18 |8 |EO
18 |19 |22 [25 |30 |36 |42 |47 |53 |58 |64 |70 |5 |1 |6 |S/E
W H 307 (5 [3 ]9 |5 |1 |7 |3 |9 |5 |1 [7|3]|9]|T
(R +2 |3 |27 |7 |27 |27 |27 2727|2727 |+£7 |+ |+ |[£ [£7
717 |7
PNH 5 f# K/ X X |[X |[X [X |X [X |[X [X |X |X|X|X|X
b
fhE X [X [X |[X |X | X [X [X |[X |X |[X |X[X]|X[|X
UEGRES IR © X X [X | X [X |X [X |[X [X |X X | X
00 5% By 0L R X |[X [X |X |X [X |X |X |X |[X |X [ X[X|X]|X
2%
PNH SR ¢ X |[X [X |X |X |X X |X |X |[X |X X|[X|X]|X
FACIT-%%; * X X X X
[0920] EORTC X X X X
QLQ-C30"
PNH SiEMREE X X [X [X [X X [X [X |[X |X |[X[X|X]X
Jr 45
B A R H X X [X [X |[X X |[X |X |X |X [ X[Xx|X]|X
i 4 T
fia] R A A #% A X |X |X X X X X X X
fr &
A A AR AE D X |X |X |X |X [X [X [X |X |X |X |[X|X|X]|X
AN 12 S X
ECG'
%, O X |X | X |X |X |[X [X [X | X |X |X |[X|X[|[X]|X
LDH/
M, B X |X |X |X |X [X [X [X |X |X |X [X|X|X]|X
T 9 1 41 B
J k1 4

103



CN 118512588 A " O B 98/133 70
SR 53 B AR R X |[X |X X | X X | X
R
PK/PD Fff & X |X X X
B JE T X X X
(ADA) !

[0921] HF iz X |[X [X X |X X | X
R AL ™ —FREE I —
L2 —FFEE I —
A R —FFEE I —
ALXNI210 jii | X | X X X | X [X [ X [X |[X | X |[X [X[X|X
F o

[0922] 4555 : ADA=PLZ5PiiAR s DHLIE = O R EORTC QLQ-C30=RRMIEMT 7T SR T 4l
S AN TR [RGB 030 4 s EOS = W70 45 B ET =B a2 | s FACT T - 98755 = 18 M ia
7 DhRe Al - S5 1 5%  LDH = FLIR M Sy s PD= 2053527 ; PK= 254R3) /15 s PNH= [ & VEA& 7]
VEIMZL 25 1 RAE

[0923]  “YEdHATRTA PN, a2 N R E 7R 2B 183 K45~ T ALXN1210.

[0924]  "/E365KMNTET R 5 AR ABUE i A m AR R 4N RIZT 4R (RBC) T
RN AEHA RS ERBCHE 7K /N o

[0925] [N A EHE 10 Lotk BB ANAEETIMILTE IR s 70 T A8 Ao 7]y 1 FR
IEURFS TG  AE45 25 H AT A= B B8 T 0o VE FE it HALXNT2 10T, SR BA M PRGNS R .
[0926]  “JE VIR TR a1 0

[0927] 5T E TG E N GO AN SRR vAl 95257, IR , PR DRAfE:, 5 M DR, J g A
PR DIHERERT o

[0928]  "YEREFT 2t FH 2 i A TER RN AR R4 -

[0929] {7 PRAAS AT FHZE T 7E 3 (BB A D) AW AR ZHE IR 5 Sk R G
FACEE AN AT 2D — > R R G A T A AR AS 2

[0930] iR PR E 2 /D545 Bl S BEAT A i RAE T, A FR R 4 RN AT 5K R (2K R AR
[mmHg]) 0% (FEZh/ 530 PR (PP /43 Bh) AR, (Bbe B [°C sk AR EE [°F]) o 7F
SN ISR SLY)i ) PRI e S N

[0931]  '{E55925 R ERETHCHE B — 12 SIKECG . fEECGHRCEE 2 1T, SR FAIINZI5 21043 4, I
HAFECGUSC S IR PRI, (BT i o

[0932]  IfE4h 25 F 45 25 2 AT CHEING DR S = 0 e

[0933]  “YE45197.365589F1757 K4 25T OT Ak mir0 . 5/INRF ) AT E S50 (it 450K
JE 0. 5/NI ) 5 AE 2B 183 KA E 45 TR 5 DA M 5225 K 925 R ERETIWATART I [IW& B 1 T-PK/PD 43
BT IMLIE A O T B KRR B R Do) R PR R, A0 77 A 1y, A A 7] i Ay Gl 1)
T JUk 2 B P I 26 2 T RO o R VR 235 SR A s M RE R P A B4 i N 72 e CRE R
SEPITAWCERIS TR] o QSR A A SR VA I, WS H TP/ PD A3 AT I T A o o

(09341 "HE45 25U g FH T ADAFIRE

104



CN 118512588 A W OB P 99/133 T

[0935] "5 & A SR IR L B S, WIAE FR0 9256 22 /3 AT LDH, PKATPDS 4. dn AR A
PRI R ARG B R, 00 & AT R AN DR AL T S5 U S K FILDH, PK
FIPDZEY o

[0936] " ALXN12100 7 5 T FR i o 10 s I S U AR

[0937] 3. i

[0938] [ 1954410 SRPNH B E M, AR ERZ) 504 WfF 70 1B i Bt 1L 43 I 22 4
ALXN1210 (ravulizumab) SiAKEBREPURTT « ATTE S IIAMFHIPRIE (s 0 1~k
RPN FLIR i1 o AN SRV S e 15 S 3R 5 M b, O 5 A b -
[0939] WK EBERFEHTALL MndE BTG —HEER e, A AR T
[0940] 1. 53MEaldclE, RN 185 B K.

[0941] 2 fE88 1K 2 TARSEARES I I PNHF & W TR ZEBR R TRTT T 2064 Ho
[0942] 3§ LRI 20 (LDH) <<1.5X ULNJ RS ASLE S 1 FH BT (7R e ik e
EREAHUKE) TR ZEBR s 25 H 3RS, TF D aige = 04

[0943] 4 1 RIIPNHIZIWT , Hoal ok = R 808 i AT R P (Borowitz MJ%E, Cytometry
Part B,78B:211-230,2010) RBCHI A ZH/l (WBC) FEATHAIA , 2 sk Bk 4o v [ R /N =
5% o

[0944] 5.y T FATRMRE 5 BR bl JeeiAs (it 78 25 SREQ BR BT 110 R , B AT R A A0UAE TR it
FEL 2 T Bk 2 I = A AL P T D B ¢ BR PR SR ASE 1Y o 7 $ 52 I B 98 BR R 1 fie A 312
R T 4abIF 7T 25801A 1 7 11 FE A e e Pl 1 I 2 F 2 T 2 1 M 1 PO A 20877 -

[0945] 6. BIRA AT RE I BEFIE LT I MBI B B BRI
FRPENTES, VAR 1T R R i e — AT 7R 259 1984~ H N IR -

[0946] 7. FBF VIR HRRES T B A RS, I8y B it 7 Ui inee 5, e 4%
i TR BRI s & EL = A B

[0947]  WREBERFEEMTLL Ml WP HEBR 3T 2 Fh

[0948]  1.ZB1 K ZHiNI6- ™ HNLDH{E >2X ULN.

[0949] 2. /F8E—RZHiI NS HINHOIMAVE

[0950] 3. kiR i MR £<30,000/mm” (30 X 10%L)

(09511 4. ki B RrAn a4 3 114<500/ul. (0.5 X 10°/1)

[0952] 5. EERAE L .

[0953] 6. 7fadeh Ak i <40kg.

[0954] 7. Jipifl 4 25 R G BR B (N.meningitidis) e,

[09551 8. JCi MR S S TR P 5

[0956] 9. 7F 55 LRMIFTT 25t FH 2 BT PO VAR N TS Bl 14 4 SY AN o 25 e B JREAs o
[0957]  10. £S5 LRI 5%k - 7R N B A B =38°C (100.4°F) .

[0958]  11. A Gufeifeais & (HIV) &AL (FHHIV- 1okHIV - 2P0 ASS M uE i) o

[0959] 12 fEEE 1M ST 25t T LA H A R B 3 i T o

[0960]  13. §iade 55 2 PN IR 5, HEBRIG Ty 1A & R UE a1 E R €a 308 B e ol 1
BRI

[0961] 14 . W 5E 35 sk FE Bh A DO INHEER B 2 SR eI ARG I FE OO, i, B, Y

105



CN 118512588 A W OB P 100/133 T

G WAk RS (BITE SOYEIT %) 109 50 sl E AR e AT JE RO O], Jii, B, PN o3 Al U5
(IS BIET2) o

[0962] 15, AFRUERIBE 22254 (AN, LI 15 2 B aalE H I, ™ B Fe i e O ) 3%
v, U REN L6 H N R 23 TR TR, SPNIJC ISR AA I 2 ) 2 it T A K
FIBRIN A2 7 SR (B, f i F5 /) .

[0963] 16 QISRAFZE 1R 2 1T /D2 F A A BTG TY J7 58 vh, WIZE (-t afn 7110 AR
il

[0964] 17 5T Z5W R BT S AT Ar 4143 TRORBBBCIEE 1) sk, it el s | s R s i
[0965]  18. 1Rl IF Yl FRAT TE A S YRl LIV 2ok

[0966] 19 7EfEnk 2 1K H AT BRI IR URAG IS 45 R 2ok

[0967] 20 . ASHTFT 1K &5 1 K TTUARIT 7T 25T 30K PN sk i i 25 7 St i 5 AN I (DU
TN 25 55— NI T i e sl i TR 5086 T 7

[0968] 21 . fEJTUATiSE 2 AT I—4FIN , RIS DA ) 251 sl P s ] sl g s P s
[09691 22 WFTE U, FIRE T HLIEAE 5222 ST N A 18 AN AU sl TR AT A
FE A SRR 1 LRI 2l PR ek B e TR 2

[0970]  fEEAALBEN 1R HAF 7T o a0 SRl [F R, IR T R iy 24k (BT) D5t v
il AR R 7T B

(09711 ASRACIHFTIIA] A AR DA AT RSO0, B K A 281 EALXNT 21076557

[0972] 1. 7E25%e 11 e 128 LAK HA BP0 E i v SO R (A S U e 2B g Bl R IFPIiG
WL R AR AR HS) Bl MR AR N 5

[0973] 2. HiA S I A ;

[0974] 3. {FYRuk vk s uk

[0975] 4. QR A A R I KA 2

[09761 4RI R 7T 25, s il RB 2 3R RT3 s o fth sk b ok Sl 10 5 S D540, B 0T
96 Iy — PR A MAITRTT -

[0977] 4SRRI i, sl 705 ORI B B HE 225 e B R F A R X
[ AR 5256 2= 25 R 2 BT, WA T 2 iR B v, B2 S8 = 4 R A R
IR A AT IR PR T Z€ A 1E o AR Lotk KB 35 TR I Ui 1 7K A 26 1EALXNT 21076
7 M 7E 2R 2 O B 2 IR 45 2R

[0978]  FERAhE ok T A= J5y T -5 B P 2 B 0 1 45 RN [R) S SOR AR E KT
BERE VL H Y

[0979] 6. #F5LIGTT

[0980]  ASHIT T H AT FT 250 ALXN1210 (ravul izumab) AR ZEER B HT (BHPEXNT IR .
ALXN1210FHR FEBR BT NI HCh ER e A

[09811  ALXNI1210MUK ZEBR PTG 5 AF — K /N E D TC IR AN BB A 10mg /mL
AR AL IR 7T, g i Mo 2 T Eh 7K (0.9 9% ST S R e e 25 v
AT, STV T (WL333) .

[0982]  K33: #5725
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[0983] HREGW
WY
P4 ALXN1210 W PEBR BT
IR B R4 010 mg/mL) i VR 4AW(10 mg/mL)
i Yaihe g i ik i ik
L0984] Yy R FHEEW, A6, | EH. TaNER, AR
AR TRk i
fl) 35 G ¥ A7 5 S 2528 7] (Alexion | ¥ 77 7 S i 25 24 7] ( Alexion
Pharmaceuticals, Inc.) B{#[F] | Pharmaceuticals, Inc.) (5[
Al gl & St i k22

[0985]  ALXN1210A0M4 2 Bk o fu e S 2540 (US Pharmacopeia) /BRI 25 (European
Pharmacopeia) [{J1 U AIMEERR £h 3% 58/ N AR, I T A8 RO & I 50 T 3 R m] ik [ 5 o
TP LA Gt o 35T AR, AEUSCEI T SR SO, T 20T SRR IR 2
AN

[0986] 5T 25 & BRI e S e, 25700 ek 4E e A a7 BIPRH T 2511t
BRI HIEN R, G EAE2 CE8C (35°F -47°F) [ i 211 N A7 A0 HL R a4t 4 rh It
WENG o AR PRALXNT 210 S AR FEBREA T o RERIFTT 20 A 7 F 224 00 S BR Al O TRl A A DX I
AR R MR

[0987]  {&)ZER L HTERALXNTI2 10 DAk (TV) H73: sesif AL S e o (58 P S TR A 25 Bt
TSI o 5 FE 2 B SR B AL XN 2 L0 AR e B FR Pt A a5 34 (ALXN1210) Bk 535
(R ZEBR BT, AT 2 DR R B T L HE ) 24 HOPRZS sk BRA T IB) Hhks 8 A AR E— 2 A R
IR K (0.9 % SN B R FFE R 2580 vh o 1l fyE 22 o VAR i &4
FFALXN1 210 4% o B PR DT S e FH T FE 2 o SR ALXN T 2 10 I TAT 2SR A O . 245K it I8
7o

[0988]  £534:ALXNI210F IS 4L 255 %%
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B K i
il A 78 B/NEIE | %
& | ALXNI210 | AR | S | K28 | (mL/ /)
778 BHE (kg)* | (mg) | B (mL) | (mL) |(mL) | (/B i)
i) >40 <60 | 240 | 240 240 480 114 (1.9) | 253
0
> 60 F <|270 |270 270 540 102 (1.7) |318
[0989] L :
>100 300 | 300 300 600 108 (1.8) | 333
0
YEFF >40 <60 | 300 |300 300 600 140 250
0 (2.4)
> 60 % <|330 |330 330 660 120 (2.0) | 330
100 0
>100 360 | 360 360 720 132 (2.2) |328
0
[09901  y: 6T HoAth ) B ol 25 Ui , 15 255 25 5 Tt
[0991] S e WF I R AR
[0992] S35 AREEPREGUTI i &R G 555K
K2 iy 7 3
[0993] Ml = KEZRRGT | AR E K | S R RERK | (ml/ /D
I pa (mg) A (mL) | B (mL) | (mL) (D | )
TR¥F 900 90 90 180 35 300

(09941 WF5E 25400 7 A R 25 AT Bk = 2 A OAR 1 AR A& A0 B « AT 2591Y
S Ies BN TR S AR TR A R o — BN A HE S W 251, AU I T % 8
F ML INIAE— R, NI AT 255 50 T 58— R ey ok
BB AR TR R AT 29I TS — B

[0995] ;A DAL 1LLBIREH LT , AR SR 2R B Hi sk A5 BIALXN1 2 10F5F41 26 [ o i 52 254
PAZe M2 i TV it H (WA 34M15235) AFFUIRTT IS 1R MR i fm — MR R Bk B priike
M2 5 e A 2R

[0996]  ALXN121009 575 2 M 85 LR VA i, RIS FEEB 15 KA S A8 i (a8w) Sl
FE R e 36FT 7%, ALXN1210F A 58 T FR A e e s I 7 U A A

[0997]  £536:ALXN12105E T AT e
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ALXNI210 #8574
HE WAL CpiE HEf 0
[0998] >40 F<60kg 2400 mg 3000 mg
>60 %< 100 kg 2700 mg 3300 mg
> 100 kg 3000 mg 3600 mg

[0999]  ZEBENLA BLAR SR ZE BR BB S B 4k a2 I PNHIE NOE LI 25 25 75 5, Blla2w oy
900mg , AR PEER FL TR 4R 24

[1000]  {rfEHLIAST W12 e, B R dE N KT He 2 )f 24k 8457 ALXN1 210, L2
P T LA GRIEFE SR E TR Bk 24F (CUR B HE)  MEB 183 KT 4R, AL 2
ALXN12107677 2P 5 58 (a8w) Hesz BT AT [ AEFF 7 i [P ALXN1 210, $255 FHL 24K
JE Bk B EUZH 1) R A 2 P e e s B TR R S g 7 R ALXNT 210, e f B8 i (q8w) H252 5
TARE AR AR IALXN1210 (5365 1K126) o FrA 715 FH 1 SEBRIN A0 S AE R T
IR PAl R (eCRF) HA

[1001]  FFSTEMORT A PR B R L D50 1K) B0 Bl 2142 52 ALXN1 2 105 4K 22
BRIRPUIMTEIRTT o 22 B 2R s 25 B R 2 (IxRS) il i vHEEAILAE s I FEA LI 41
W IATT TS BEN UL 0 IEREA UL I « B T BB R sl (FESE LR Z T2 A
$ex2 T pRBCKNIL, ;2 Bk 75) FH i E BN 24 FR 1A SR IS R AL ) iR B 421 - LI EL il
ML AL, PAFE26 SRR T I TRIAR S0 4 R PR u sl 0 M ALXNT 210,

[1002] AR 5E BT R 7 B UALXNT 210 (236) DUEERE R A G R 5T A 5T PR/
PDE i , LA EAEIEA TR 1 b U375 & A B 9% (ALXN1210-PNH-103) FIIEAE AT IO 230 206
UEATSE (ALXN1210-PNH-201) HHPNHAE (4 ] PSS Jyiihe - ALXN1210 71 5 S e Bt 1
FEPNHAE 2 Hallast L SE AR A 2R MA S H Y

[1003] R PZEERFHUA 2 TR 77 PN AUHEHE T i (Soliris™ SE[E4L 7 {5 K. [Uni ted
States Prescribing Information,USPI]HMI =43 [Summary of Product
Characteristics,SmPC]) »

(10041 fgyy SN 5 HAth B ve DO AR IR v AEOC , il A e se SO TRl 2 e AN AR TR
1EEF IR AP 3 (eCRF) il A HIBE 20T (B4hAEA: ZAEL 25015 - s &
FAE T T AR 28 K (B PRI 28 BR IR B A uE SO 34F) PN B2 85— IR 209
JIT R ek 22 ) B BRECHEER R AE R F7 (AT IG T VR0, 9 a0 R/ 15 S sl sty 7 75) Fh iy
THER BB 7697 .

[1005] {1 FE 1eCRE il 5 25— 2o e T 1AF PN B2 1 pRBCAG 1L«

[10061 {7 SISl I T A 250 A A T AR 7 S5 SR AT B OIS/ = 2 R A Ne CRF
W ZIC TR AL T 25 B 2577 AR 25 W BT AR DT 25 DA S i T PNHI 2549
ME RS 7T 258 B B e n — U 7R 25 T 25 R 156 K m ie SR AR 25 KRR 254
HIEAT R SR AE SR PO SR/ 95 o e FeCRFH . FRITEFT A H CHUE S THEA &
W7 P FR B T AP PR R AT AN R B (AB) (YRS A DBV CERE T 25, DA B
Sy NARIDESLYIR

109



CN 118512588 A W OB P 104/133 T

[1007]  4SRAE B LR 2 1 22 /D2 P ANERSUE S S vh, AR 1 Sl AU R R 5 T o B 40
BT ias T B AN, 25 1 A0 TR MAAI 7 o

[1008]  Hy 1~ HCAEHIATLEE , (50 F e R B T s AL XN 2 1O i AE 3500 I 5 448 TR Py Jee e (i
REHIREKA  N.meningitidis) (BUENE A T BFARINIEL 28 BR IR AL XS, BT AT B2
THIAIF I 251 2 T 2 I R = A PR T X IO 5 48 TR e JEk R O35 B o 7 42252 T I 78 BRI 5
W JE AN B2 T A T 25 Wi T IR BB AR Pias 5 2 8 2 AT sz ad M Pt piA= &
BT SN I A, C, Y, W3S FIBIAEE Hr , AnRAT 1, LATRIR 5 DL 1) B0 PRl 76 Bk
PRI 2 o AR HE A TR IR S 8 Pt e P i sl A I AMACH I 51 (9 a0 e Bk B D) R T i 4
TR Yl Sy R B Pty ke E T R P 1

[10091 2 Wy B M m] AN SR LTI I 5S¢ BK b A o AR 8 B 7 F5 A Y S0 X 1 24
TR AT LSS 125 1o ] 0 iy A R 2 R M 28 K T S ) LR IR, SRR kg ar
BT RN, HE Y PR R IRTY , AR A LS.

(10101 7. G

(10111 YEFHA P MG, e PR 40 (pRBC) 4l -

[1012] o (2048 FME N 9e/dLak B, HEA R ™ B ARTE sloiE bR LA PRk i 1
[1013] o [ 2045 FHE T/ dLE AR, TCIe 2 fS A AR I PRAARNE SR

[1014]  fFeCRFIC R A — /A B2 ) 55 R s S i SR A OC sl (i £ K8 2 75 S I
PRAE ECRE R o PRUF R I 1 >4 A A B AR DHE IR B4 B RS ARSI (Bl ik
0 A EANTE R BB PR &) 7 E OSSR A S B sl IR
57 o AR AR S I ORI O A48 a2 AT 55 I 2 ivhe .

[1015] 4R AR O M R S AR i PRt | DU 5038 1 e 100111 pRBC B 7 1)
KO o BN AE T DRI I 2T 25 1 I S 48/ NI P TR I o 7 e CRE FR S5 it P 1fn, £
FhIM 0 45 RN S U RE R, DR I ) B AN 25

[1016]  FEBHALIY 2 BTFNES LR T 2500t T 2 BT 5 RN, B FR A TR AT 8 1 5 e 2 i
B HO SIS S AT I « 0 2R I A T 21 28 AT A X S I Fs 5, 0 AR5 I pRBC
g afm = T R DAL I 2088 Y, DU BENLA I 9% o B 2 sl Fhu O S8 = AR
(R L 28 VLA A S L L

[1017]  E.LDHA HAepAHoC 58 %5 2

[1018] USRI ANPRIBAE b o AEAF UL BEFR I DA N S5 AH G 5556 25 240 . LDH. i
B ML B RIS ECS , Bk 1, PIZLZTAn o T H 28, i v 28 880 i s AT R Py
[FPNH RBCHEI A /N D - IR FE Al LA /NERBE R 2 (] 185 JE s 1R AR B 1 3
(Modification of Diet in Renal Disease)” ZNFt5iM) , Bl AR (spot urine) [14&
H : ILERAET LB (EANC S N 25 H o

[1019]  F.A=7% Jprst , PN HABARTEAER , DL REX A FH TR

[1020]  FEfft5E 250t ] B, 1) R T FH RS 21 QoL 2  FACT T 55 i 4k (4. Ol 72
QoL [P EEF, A I S MBS 5 [ 19 57 FEIR I A B FACT T- 9 55 Tt F e — 13T 1h]
&, vl A FRARE 9555 S N 7R N H TS S AN DRI 52N « /B LAS 43 TR
BUHESY 0 G2 ) 4 AER) S350 8 0252, 7357 ks 7 QoL itk «

(10211 RRIMEEAENFTT 57RT 4141 (BORTC) 2R3 T A% 0030 5% (QLQ-C30) 3. ORE T
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BTV e A QoL [l o M AR DA N -1 3% BV AR 0 Dh B &t 38 (B AT
BE At IhAE IS DIRE IARIDIRE AR 229G B)  FE IR R0y I X I  FIEC) 1R
AT E (PR AT IR EEARANIR (R I VS AN IAIXE) o 55 QoLAHICH 30/ [AjRL, 1if 28
(RS R4 6l (L =0 A EA=TFF) , f)r 2/ [P RBUR L B I B A B HLQoL LA
AR 28) =7 WLF5) 43 HlvEsy « AR TEEIN 02100 % , 1350 = AR = R 7K
Vo PRI, Dhag R S o R S I DD BR , (FUE AR IR R 1 0 8 A = 7K AR
/Rl
[1022]  FBE5ER T AN 13 Tl LAPPAL 08 T H « X B0 n G A R BT s e 29 2 e -1
B[ o “PNHAEIR )25 (PNH Symptoms Questionnaire)” IJH T DL FAEME : ARG & 2 L FRIE
At g PR S SR V5T IR RIS DR DD BRI , AT RS SR RR
Fo— I E R L R RMER, e, WA TE i oy i, MR 2 LR 8
P @i, WERREIHER ™) |, M5 2 AR v/ RSTO R (54341, Y FE MARARAS BIAR
K)o
[1023]  RI5UR) AR R ER A TR > H A TRAA UL MG AL RS 0 T 1th
IR B T IR SR AL 208 T IRS7 HPNH (s ZRPEMM 7T , K22 E £ 2N
TIRYT EPNH, VT NBE 20N 79657 HPNH, AR IR, A1/ sk PNHAE R T 380k 6 TAF
[1024] &) FEAR MR
[1025] 3= BRI S F MAVE) $AE AR S (AE) THAPFAT 3547 « fEeCRF LY
SEMAVERJHA , Cudfia Wy iAok H ) Gl ) PR B s CRRER 2 D) IH—B47
[1026]  MAVEQN N g SC: AR PERRIKR / GRERIK AR B, e 28, COIUBESE , Ja 7 1A i
FAE AFERL OSSR , B BRIk AR TE B, 2 I A REZE , 17 A B/ N Rk A T
WAL, 1 A/ N ISk AT B sl ik, /1 15k A TE % (Budd -ChiariZEAiE) | Ik
Sk BHZE/ I A BN, i ik FHZE , B Sk IATTE B, E GEQIITE ; SRR ) |, Bk AE
BPa1E s JEREPRI) , VAR R AR TE 355
[1027] Gl
[1028]  Wf5TE Bk fth/ WhirFaE A D1 BE <1, 7B ALXN1210 (ravul izumab) FIHKZEEE B
YU e G, T4 Tt s B DR DA B E N2 TR e VR DL A R
b AT AT AE 245 AL 1 &5 38 (R 7 R sl Aa L) o WA I [A] 5% (Schedule of
Assessments) 157 T IS 2= 7 - A I RS AL BRFEAT e R - B S i 45 5, B2 R
REAEN -
[1029] 4T T A RIFFS BN, GRS, Y0, AR . IS Il % 1 523
(19 5 o T SRAACH A B 15 o L i A 07 25 P 0
[1030]  fF i AN 10 5% JE 25 R PNHT 5, G B AR PNHIEAR 1) A& AE 12 H 11 PNH bl
/N RBCHA ML« A S ATATTMAVES¥ )95 52
[1031] £t ViR 1O 55 FE 2 0o B2, E04 Je AT R BT O/ s AR I 52 o 38 12 ST
Bt 2 BT 28 RPN I 254 (b J7 2k dRAbTT 25 , iR AE A= 2R/ s BE254h 7e 711 , LAKCER
— AT 25 2 1T 34F P PR 78 B RT3 B e s Ot o
[1032]  (AASASES CUAHLA NIPAL  —MEANIL 5 B2k s 5k, T AR, S, ARTIMGR 5 005808 5 PR EEL 285 5 it 5
U HEIES s DO s rRAX 2 22 0 s LAV B R e« TR PO ARASAS 7Y F 5 BHR AR GeAf e i Ay
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A BN, XS E IE T OHIMTA R R IR

[1033]  FRFHIRE 2 /D55 P e dE AT A am R TE I i, U 4 s A&T 5k He (BP 5 22 KoKk A
[mmHg1) , 0% (FEZh/ 4380 WFRIER (IR /4381, DL I s ksl B (B PG B [°C ] et
[CJE°F]) .

[1034]  WACHE FH T IL0R A 0 « VR~ AR 2 S R ITLRTR 0 BT B A A o AE B RIE I 5 FH 2
I, WCER T SR8 == oA A o QSRR ZE T R MR IR I A L, M N 34 T TR S U
M, AEZ DA HSCERAE S DA 0 586 25 23 AT LDHAIPK /PD

[1035]  FhUU]—LL SR8 = H00E 7] R FH T e D H E  EVE ] o A PPl X SO BUE I PR
N 05 (50 AT TR = T o I PR 5 S TE X S 2 U i AR AT R A, A B
AR AN B A AP PRI PR o QR R B F LR NI R | B 25 1 S8 = A5, U AEAE
eCRF P AZ 10 5 MAE AT AR PN PIT A e R 4 25 Y O S IR T T oS &
W7 1E L BN S8 = vl ke gk 1 il B, B2 (D) YA 2)0E Ve R 2K
o (2) AR 7T IO HIMT , 68 HH D YE R B S 5T 25 1 it T sl AR i 5 SR E 1)
[1036] T AAEFRE N LYE , AT IS BRI IRAG S (BB - NSRBI 3R [B-
hCG]) .

(10371 A3y IRl B I P07 280 IR R IR 21 31 | BT SR A B R IR 20 3R 15
DRI, Q2R LR IR LT 2R A e S AR PR LA TG AT R IR 20 R 45 R AF T 46 22 Jm ok
FEE IR I I FSHARAY , A 48 228 IRAS o dEA Tt 2o Ay o A T i BRI i L
Yl B V500, 5 F S I K & 3% (Modification of Diet in Renal Disease)”
OSACHH R E NERIE R 2 o 43 BT IR S R Bt I S 58

[1038] 43 M PRIBAFE N o WIR PARR A A 85 R e i, TN PRIBFE A T B0 75 o iR 0 AT IR
VRO DA i 2 S AR I, DAV RLR &R A - ILER I LEE 22

[10391  JirA HE A5 A A ) 55 2 A TR0 AR et s w5 128 (HIV - 1) A R Sk b
Joag2 2t (HIV-2) HIVARI A LRI HIVIHPE ) AR5

[1040]  StJRpf7 A2 W E— 1 2RI A TECG  AEECGU B 2 1T, JE A (RN )5 521047 8,
H HLABCGHCSIATRMIIER , {H 719 o

(10411 FEFF5T 251t F 2 B, SR I R A A 565 I 7 R ALXNT 2 1 0 sl 4K R BR B AT Y
ADAFRIAAAEYERSAN o« BEA THUAR SN [P — 30 340, WSRaE Y , B4 45 M ANH Tk . PK/PD.
24 VERIALXNT 2 L08R AR A R PR ITE 14 -

[1042] AR HF (AE) 2 A0 T 255 B R A R By S A4 P B AA—E S bR
T7 A R RS R G IR, AR RT BE 2 548 1 2050 8T I AHSS IO A A ke ik 2 SNz 52 (3l an,
SIS ER TR EIREPTR , TG S AN S 2GR

[1043] G AEAFIBE T ARG O B0, R o o 2 B et T BT K,
TS RO TR W) | PASAERE T AR A AEAS I 2R 33 A W 1 e i A AE TR
LI U] H R Z A B AE .

[1044] R PRI FEH R Z Z9W8CRASEAE , BRI RIFZE I H 02 B 25380

[1045]  BRARDN 2585 BT BRI 504, 2o et B8 (B 38 i O o 1, i T A
&) 5T E VAN P B NAE .
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[1046]  {ERFTCAE/ILIHEEENI 24/ NI AT, i Bl sl AO0E FRk TR b 3 IRk A= 4 ik
(9 B W A S LS TR A B LR SR B s A A T I B ARE A DA

[1047]  WZFE R PBIT IR IC A R S2F AR RS RS BT 25%it ] 2 i AR i AEH
WNIBST RTAE.

[1048] L RIATCHIAMHISE DDA H e M2 Pl e ) e Mo e 26 25 BE R ER AT (N meningitidis)
S ARSI BUENE o LN SR AT 5 b S 1 T RS I I % TR Bt S e S I 7™
HE A | 2 PR I S o AT H B B B SRR R DL N PR A R R
R UM (B U2 2180 A K.

(10491  {ifi 4. 035k 55 S AR “AA R S AR ER R (Common Terminology Criteria
for Adverse Events,CTCAE)” XFAE /™ B T00 P o MR AEARTEFR AL 1554 (™ E )
R o TN CTCAEARTE A AR “ W 75 ) B= 27 1al i (Med DRA®)D ™ i AR AR (LLT) o
FELLTHILAMedDRA T e R TE (PT) Zihtd

[1050]  SE4% 2 AR ™ EE % . CTCAE Y 1 25554 , FLAT B MPAE) ™ EE 1 (R PR
7 (38) .

[1051]  ZR37: AR FHF ™ PR ok

FH iR

1 %% B TR REURROER . AImRBUSEI S RAGR 1T

2 %% T4 TR R, RSBEERAEN N EEFERM T AR E A
[1052] WIS (ADL) 2[R ®

3% A AR L AL A by SR ERE BB s R

EEi%/abiibed! i

4 % BB EMGRE R RESNA

[1053] 5 4% 5 AE HRMIEL.

[1054] 455 : ADL= H L1515 20 AE= AR i

[1055] T HMEADLIERAE A e 1 AR A Do iR B F L IS VTR Y 5

[1056] " Fk AP FHADLIE FEVEIRE G ARIEAR « BRI A« b DT JIR 2RO ERNRASE

[1057] LT “eCRF5E 455 (eCRF Completion Guidelines)” FRIKFEIE S, 10 AR ™
FPERTAT AR o P (severity) A HEME (seriousness) Al ™ HE M (severity) fifik
TAERYEREE, I ARGE ™ FEME (seriousness) RIS SAERFEARERIAE .

[1058]  ffF57 5 A EE T 5T OB S FIRT AW 2 1) S5 AR IOREIR (638) , WA
AE G H AR 5 SR A AE CAHSE A KT RE, ATRE, IR AT AR EE) o % oFflid
AT e CREAUTART HAIE 4 1 #AeAs H

[1059]  £&38: AL R PPtk
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RG] i)

ToRIB/AAIE | R 7™ b A R T 2 AT R R R R

AKATREAHR | R ARILR S H A o DA R — 2, (AN REZE X ot 2 1
R, BAREE S AR & o5 AE Z KR

AJ BEAH IS PR AP AT TR SLEBE BT AE (B, i3 FEE T B
265197 it P P ) 5 R 1) T = A/ S8 778 o 8 2 7 i 1160 R0 e L
A, EBAHEMERGE) .

R7TRefE R RNAAEFO S WA S A& R iy, AR SR A
an BT RERIR R R XA TH A B G EIEM . EMBanl
B FRS Y A B I BUAS RO B T 3 Im R 42 06
iREA Ll

FAHER HEE MR R R, HAEE O REmR, FRAYIRN Bz
PRSI R/ARID PP AREMRIX S, 50 IEHE
FE, IR E, bR .

[1061]  JF AR B (SAE) S F T AR PR ik

[1062] 1.550%br:

[10631 2. A (B, IS AR p A AR AL T AR T 1 fE )

[1064] 3. BORAROHAEBDAST BRI (ER

[1065] 4. SEFFEEk ™ HINEEE/ TChE

[1066] 5. & K S/ Hi A

(10671 MEL T30 YR B= AT, 7 A M R sl R T 1A 1 B DA R 81 45 51 > —
i, ATREAN 2 S BOUT, 37 B A iy sl R A B A R 22 S AT DA VC) 2 PP A R
$ik.

[1068]  BERIAEFUING™ A [N (SUSAR) J& AAE IBH A HAf ™ L a4 HLF o0 & %08 hy
AR s P

[1069]  MICFIUZSSE , B BIETRE MR — I ot 25 56 K, Bk B2 5 i o i £ o
Je— 5T 2505 56 K WER AT AE (™ TR AR ) .

[1070] (i) Z5(K8h 1222555

10711 e FHIF I 258 2 B RN 2 e, oS T A e 105 2590k FEE RNPD Ay () IR
TS SRARER SZBr HYIFAI [R] (247N o FEAT45 73 H 25 HOPK SRAEIN T A B8 AN 2
HIT TS I R 280 An SRk R S MR VA I, TSR 53 ANIFIPK /PDA o

(10721 JH T4y 25Wn 48 1R TRA5 e T PRI RFAk P i 225 DR 1) I i
HHo

[1073]  PK/PDRPHAL 40 T « M ALXN12 10 FEBR ik F Bt [R] ARt , cRBCYA LG B)
SRS IR 1Y (BRZR ) DL B B RN S CoMR & Tt TR A o

[1074] (i) Geil Jy A Rl o A

[1060]
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(10751 WERIRT A B DUL EARMIE R i A Bdm DA M N Th A HR AT 45
FB W RAE TR BRI 3R o i YN, ISR BEETTE s o P 0 A& i FH SAS™ 42179 . 45k
SRR (SAS Tnstitute Inc.,Cary,NC,USA) sk et A &A1 T « 22247 i FH A IR
VG AR TIE,, SR IR K YA BRIt 2= , TP 88, s/ IMEL AT R A 43 28
AR RO R 11 00 e g TS BRAE DA IRE , 75 WA TR B oA 56 4 5%
215 % 7K 2 1 ATAT IR A HEER AR I R AR A A e

[1076]  7F Bdm FEBE Mo AT 2 1, AF BRI Ze vk o3 A o) (SAP) WhEsE T VL N 4eito A
(VAT o 0 7 SR B ESIE 23 AT 5 R (R AT A SE S A R o A A B2 sl B H sl 7 T
N AANER AT BB PRI 7E 4R (CSR) FRHiaR 10 7 Z€ sk SAPFRA R R 5 s o3 47 7
(VAR At BE A A S A T BE SR o A i >, g T BRI R A

[10771  YRFA 5T B T 5e k26 I BEAT LGS T I, L9738 e P
FIPDA M G i MRS 7 A= CSR o AR 78 SERKRINY , P A2 RS R 280 Ze 4= S PRAPD LA M 97
P BRI e ¢ CSR .

[1078] 19544 & L1 IELBIRENL o3 B BIGR SR RSk F BT (N=98) BALARFIALXN1I210 (N=
97) LA PR 2= D172 4 AT AN AU JE A (R AL 10 9% ) o 1 il 25 ot it B 56 1 (50 11
ALXN12107697 (B ARES T R FEBR BTG 7 B AR S 2ot o B2 2 08
183 K112 LDH - PCHG F F20 w FYO 3 I P 2 B2 Sk vl AR 55 3k

[1079]1  SR39 A TTFESL A T TP FHR S BT E

e LDHFI FT 45 E A,
A 90%
128182 1-f110. 025
AE 5 3 HE 0.15
SANL M e 1:1
IR BERR AT/ ALXNT2 LO N bR 0.30/0.30
e IIRTT 255 0
{73 (SS) 172
F210 % [P V& PR EE (1SS 192

[1081] 7 .# ¢4t :Hintze,J. (2011) .PASS11.NCSS,LLC.Kaysville,Utah,
US.www.ncss.coms

[1082]  fE4 3 hrtl (FAS) b dFA IR H o 22 B2 D s A DA M OB R 4 S At
ST &% T a7 % (PP) set) FiE T FAS I TSt M) = B E AR . FASEU G T A3 422
/D IFIALXNI 2108 AR FEBR BT S

[1083]  PPEL, fE&ds Bl i 2 M SE i, AT S AT LA MARAEIIFAS (B 2 B -

[1084] < 126 SO RN LI T WA S AT & ALXNL 2 10 5 A R 1R R BR 4T

[1085]  « FFSANANAEH2, 3, Fl4

[1086]  « AFFAHERRPRIERL,2,3,4, 855

[1087] o PRFESS HRINHALGT T

[1088]  « EfF T SRHE R INAE S

[1089]  fF “L4fl” Pt Tt “Lefe” & Ok 2 /D IALXN12 LB AR FE 2k
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BHRIRTA B N2 2 /D LRI 7T 259 H A TR0 I PKATPDE R I AT A S B4 T 24
RN SIZEFIPD I M o 42007 HAN BRI S FASFI 2 2R 10 A AN D et S AN 2R R AIE , fu b
I SRR I 52, DASS AR 0 o 6T FASHI e A B, #2140 R AR S B e 2 IO iR 28

[1090] BRI 28 N H AL 2 55 183 K IILDH-PCHGIVA YT 40 2 R 25 {H « TR £ XN
LE B RWF5E 29WTie FH 22 115 H AU s 22 a0 BT iR BT A R~ 3

(10911 fdi B F A MR TR A28 (MMRM) 23 A LDHIY 45 b AR A 12 AT [ 2 11« 4 21
TRIT ORI S TR T AR B E RO T U A, DA S8 [ 38 1 AL 2R LDH AR
ApRBCH I 52 147 Z REAT U AERR (G —KAT12 HN, &/ %) ol FHKenward -Rogeryr Uiz
il 570 BE R . THEALXNL 21 OANK = 2R B 40767 21 2[RI LDH - PCHG 1) ZE (B LA A 2195 %
CI.

[1092]  gniR 7= {H (ALXN1210- 4K PEBR L HT) 1995 % CIIY _FFR/NT15% RYNIM, N) 545
ALXNI21078T7 A% TR EBR BT ARy TSR, B E RIALXNT 21 01%) BEACR,,
WA FH 24005 % A e At L e Rk o

[1093]  $2iRdy 4L 85 Sl MR R LR LA W FACT T - 9% 55 [ FE£R AR 1L AN B sk 1 F SR
F LA, LA K A RS I 21 5 A 0 R Ee I S B R B Dl 26 o o THELALXNT 2 101144 22
BRE PR AR RSB R B T A 0 bl o TF RN R 7 A S R LB T A 2 Be I
F, AN ZEE 095 % CT o i FHNewcombe B AZ X A7 T ALXNI 2 LOFR EEBR R Fi ey T 42
[ ZE L1995 % CT o X a1 2 G AIASUE I £L 25 1, SR FHIARRI 5 i« A i e faniin g H.
ANFFE 7 SRR E I LS S 10 AR FE A S 1M ke O o N T FACT T - 95055 H R 2R AR AL,
KT R8BSR 57

[1094]  XELSCEER LN Doy BT A TS , B 77 BH = 4O RS 8 . an
A BRS8Ny T ARS8, HZ BIALXNL 2107 BERSCR, WA 2110 . 054656
TGRS E IR .

[1095]  ZE Xt st R B DR 2 s b A T AT, (o 3 AR ISR e s B 2 4056 el 2 MR i i
SIS I PEAL o THE AT SR S D 2 S A B AN B DX TR], JCiG 2 S ez A5 i 2 Mk
RGeSV o

[1096] 1.4 RALXNI210FMK & BRFRPUIR T 412 [ S VEIA 1 AR LB B 2= {1995 % CT
(19 FFR/NT-20 % [N, T BN T2 S EIALNL 2104 S 0 R b — 35k

[1097] 2. QIR FPHALXNI210FHK AR R PTin 7 412 [RIFACIT - 557 i F 2R b = (B 1Y
95%CL NPT - 3[INIM, MG TS EMALXNI 2109E 538, S F— 124

[1098] 3. 4 SRALXNI210FMK FEBR BTG Ty 41 2 IR TAIR 22151195 % CT MR K T--20% (1
NIM, JUJ 7 BHALXNT 210855 TR ZEBR T, HHAREE N — 134K

[1099] 4. gnSRALXNI2 10K ZEBR B iRy T 412 A ASUE I 2025 1 1y JE 2 be i) 2= 1Y)
95%CL NFRAT-20 % [FNIM, JU] A BHALXNT 2106 T B EEES 3

[1100]  TFEFALXNI21ORMK R FRPuia Ty 41/Eiad T IR A ) pRBCIY B 28, DA MR
I 7T U5 AR LDHAL - 1 Je I B B 0a (%) « 40677 S FE I G2 X Se v (B O i
LU AU EORTC -QLQ - C30 H FEZR AR (Y o #2750 T 2L AN A WSS X Mo 1Pk (PO B 5 U L)
S PNHIRIR R SR I F BE 2R 1 e o 42697 4R MRS T 5 2MAVESGR: (n) A S AR
%ﬁ% (1’1 , 00) °
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[1101] XL THT A L4 b, LA 8 MO Hs2 5 /D IALXN12 105 K 4 2R 4t
AT B L 85 Ry A TG -

[1102]  FITAERILA T E X

[1103] o JEITATAS R SH2F SR AR R 2 A (A B T 7T 258 2 B AR AT AT AE .
[1104] o Jy7 2R 354 (TEAE) « 75 1 R A 7T 29l ) k2 J T GBI AR AE .
[1105]  [E5TEAE. SE0R A FEIWTEAE , S B FTIR YT FH I TEAE , Z5AHSCI TEAE , iff
FT 29 HIA] I TEAE , ™ EE [ TEAEFISAENN) & 253 o plr A AERI (i FiIMedDRA 18 )ik Bk BE =i ik
KIHATIRNY, I A Gias B 7395 (SOC) FIPTHEATIL L

[1106]  {(RASAS AT S5 K H ZRZRIA R A AN AT IR A T 0 AT o A SRR 2R 11
INF L, SR M S B AR A RAE , TR 7 40 AR e T ) 4

[1107]  FEREZRFNRLLR S AR TR S, Fab P S8 TR R A2, IR RN R A v 0
SEAN A LRI O T AT DA T IE eI E 2 B R s e =45, D45 rh
WFFE VIR 3 208 I BRI 4tk o

[1108] 24k TECCEE BA LI Z%  Hf iy e O FL R (PR, RR, QTANIQTCF) H
SRR HFridericiaA SR IE (QTeF) QTR -

[1109]  J597 HDAFASIE A ES T i I e U AR, B R ADAXTALXNT 2105 % 2 B H2.
YU R AR« PR — BLFAME R R L IR R AR R L

(11101 (e 2 /D LRI T 25 (BIALXN12 104K 42k F b)) LA K AT AT R PRE
HIRA B AR LI W B A5 HH ALXN 12 LOFIVR FEER BB T PK S 4

Dt1] At 1SR4 e i - I (AT O 1A o T8 PR (A FR A T LT 0 - I TR 25 1
o S 1) et e T RTRASE I 18] 3B B o I ik BRSO , AR SR I TR o Sk e
GeitEds anad 2 o AT A T B e S H A 7 B 4 5ok 2 R A TP

[1112] AR CRAER S T ALXNL 2 10FMK 4 B R P TPDZ ki S B P S v o a e v il
(1A AR S I A R B I OB LT U FEE K% c RBCYACITL ) 46 M « DA M I B8 AR (LRI 45 1E
BAY, R EAY IVt FALXNT2 LOFMR 4 2R BT PDRSR , Wit >4 » mI i TR B AT i 25 s
s 50k A B AL SR ZRALXNI210 PK/PDIC AR A -

(11131 QSR DS LRI VEA , TR 2 v it PV E SR 2R 0P - QoL s D 1) Fedlidie e g
AR FREE SR AR EE

(11141 5275 5k B AT T A ZEBR B uii 7 IR A VR TR I I 2T 85 1 DRAE (PNH) B
N THALXNT2 1056 PO AR R F BT 3 I BEAT L T2  BHPE G PR 5T 1 45 2R

(11151 DL N2 MNARYE Bk ST a4 iR 75 b T IR ST IR IE) SR RAF T T Fh 3k
BRI R T e P45 RIS an R .

[1116] 1. 300 HEA

(11171 JEA TSI RIS — DU T IObRAS AL BRI 2 o it 5, AT st
BRI (TV) B s T EL 060 R B 2R s biiad T 22206/ H RPNHA AR JEZ FIALXN1210 (PR
JgUltomiris™, FifABNI 4415k ravul i zumab) % Bb 4 B Bk B bi(Soliris™) g2 41 K Thast. A
W7 RN 71954 35 - B9 B A SE ke T, F ARG 7 o s 1 iX
B SR 186 0 o AT FEH AT 4 84 2 i 1 E (ALXNI2104H 144 AR ZEBR R T41344)
[1118] XTSI FTk R T H FEH R, JFUEBHALXNI210 (ravul i zumab) A% T JFE B
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Pt FUAIM S, AWk 2] 7 HALERAILDH 43 Lb A2 6 (LDH-PCHG) O Tie it (A E S 3 e 3t
16 (NIM) |, {6 T FDAELRFNT T ZE FBLE 1915 % 1 FHE, (R AR X I 7E IR Se BRI (p<
0.0583) o LN, BT 4 DB R B4 R g FALXNT 210, U A 5 TR FERR FR T . S0
P (BTH) 4 7 AR A7 2 BR B TR 4 ALXN 1 2 LOFR BB 3, D0 % AR5 . 1% o 5B I
55 AR ERR BT (LA AR PERRFR T A 3RBTHERAR) AL, 3 ALXN1210 /82 2 2 I BTH, 51
TS , BUSE I AT A T A Dt S8 i o H T RE A5 SR  B50s (s e T A SR A& b, T
KA T AT PHE «

(11191 P25 8K 1 L RALXNI2 LORUR PERR AU S BT ST BT o 1B TR PNHI
ALXNI2 10 M TR 45 25 )7 5 SR FERR R B B e 45 25 77 ST T 1E
B BB R GX TIE 7T 2 11 E s AR EER B b 2 /0 6 HIIPNHAE A Fh g5 2801k
ALXN12 10/ 771 e e B TR R, G E 28— R 0 71 it (=40kg 5 <60kglP) 15 2H2400mg
=>60kg % <100k 25 42700mg, = 100kg /) 2 43000me) , /= 75 5515 K MR AE8 Fi4E
FRFIEHALINI210 (= 40kg % <60kg ) 1 H3000mg , =60kg % <100kg () 7 }3300mg , =
100k g1 i 3600mg) o WEI25  FHIC , MR EBRER AT it E 4 70 2 LA e B2 L TV e
FHI900mg (IRl DLIRI25 . 5 AR 72 I , ALXN12 1O Bk B B4l (1) 52 3R Pt Nt
K, WS A fr i o fEAE KT, ALXN12 1020 4k 2252 52 A58 FARIALXN 1210 o 4% FEBR B4
P2 55183 R IFJALXNL 210 7 ff 7] 5 (=40kg 5 <60kg[1) H & H2400mg , =60kg % <100kg[1
FH2700mg, = 100kg[P) i 3000me) |, il &5 197 K M b e B8 i o £k 1) &t U ALXN1 210
(=40kg E<60kgy 2 }3000mg, =60kg % <100kg[h] & H3300mg, =100kg[H B EH
3600mg) - ALXN1210AR R T4 R e HE4h 2 n B B T #1266

[1120]  ZRWFFCE NI o B 2 1 18« Bkt 19544 B2V 1 0F 50, JFRE L2
ALXN1210ZH sl Epk s o] (WIE2T) « oA 1383203 T e e o AEFE N T 52k 26 F RS T
IR 1950 B, A 19 EN T IR TINIE R 7T (ILEI2T) IE1285 7R T W 7S AR
FERFHEA A et RI29 o T i (L 2R

(11211 FE19T A BEN LIRS AEFAS 2 2 B (A 195 244532 76T 1 A (ALXN1210
HNITHA A IRIEBR DT 9844 1EAE) , 4 N AR40MT s

(11221 3R40: 3 Hr 8t A BEN UL 8 )
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ALXNI1210 | fKEEBR#HT | B3
n (%) n (%) n (%)
FEAAL R B R E 98 (100) 99 (100) 197 (100)
FAS & FI5E 97 (99.0) 98 (99.0) 195 (99.0)
M FAS T HERR I 3 A& 1(1.0) 1(1.0) 2 (1.0)
[1123] PP B H NS 93 (94.9) 93 (93.9) 186 (94.4)
M PP B HERR i) B I BE 5(5.1) 6 (6.1) 11 (5.6)
wAREPRENLE 97 (99.0) 98 (99.0) 195 (99.0)
Mz A B HERR Y R B RCE 1(1.0) 1(1.0) 2 (1.0)
PK i BE N E 97 (99.0) 98 (99.0) 195 (99.0)
M PK i E h HERR R R R = 1(1.0) 1(1.0) 2(1.0)
[1124] 45 - FAS= 4243 Wi s PP= T 1 /5
[1125] 11450 85 NPPEEHERR (ALXN1210:n="5 ,{RZEZRH 51, n=6) . LA N EHEERIIE A . 9

P IBZ ARV H T R SR — O AT R R &R T (R4 ARVE(ESE LR ATHI6
AN HERPNHIIG FARZS 26 25800 (RE14 + 2R R EBR D) |, i E ALXNT 2104 H ) i
P IBEATF R ZEBR SR B UIRT T BOARE , RN LA Bk SR brorE = 2K T ONE
TSR Z A6 H N IE WK TR SR pu AL g i 44 8 A LDHAE > 2 X ULN. f1. 44 /L
(ALXN1210:n=2 ARFELRHFHT: n=23) 15 7 S FFE NpRBCH MbRAE (ML 21 <T7g/dL) ,{H
I B 2 RN U TR AT AT B AR 11 o VA At FR B R 5 e i U OIS B bt
B AR AL, X 28 R IR A AEPP S , IR At T AR P b i b sz 17 5 /D 12k g
IfiLo

[1126]  YEARWTFEH R LR B 15650 2 5 A B0 far il s 4y EAREL A 34 2 572
N RAL AT E R R 27 2454 A TR A1 A B T A L e 1734457
JE IS A5 R R, 244 A B i s

(11271 SR41: [N ROWER R 53 =20 (I BEY UL B )
VLR EE | MBI ZE4 | ALXNI210 R EESR 5T ISt 3
(N=98) (N=99) (N=197)
S 52, n (%)
[1128] B Mt 12 (12.2) 11(11.1) 23(11.7)
P 5 0 1(1.0) 1(0.5)
i e 1(1.0) 1(1.0) 2 (1.0)
i 5 85 (86.7) 86 (86.9) 171 (86.8)
[1129] . HEeb e SONSE— T 2R LS — BRI LDHAJULN 4246U/L
[1130]  @RA2ffrR , AEACE BN B A OO 7R, AT 12,8 9% HUAE S — AT 7T 254

2 B4 pRBCH L B o 75 25— A AR P A LIP3 K, ALXNT 2 104 v R e PRI
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21, P Hkan i 57 A5t 2 Akl o SRR S AT AR T 2447 B i ARSI ALXNT 210 H 2

(11311 3R42: 55 —FRiT 12 F NIZE i (o it
A ALXNI210 | fKEEZREH | B3
Vi (N=97) (N=98) (N=195)
FE—FIET 1 SF A pRBC/A ML ER)BE /Y | 13 (13.4) 12 (12.2) 25 (12.8)
[1132] | % &, n(%)
G FAIRT— 4 P ¥ pRBC/4x L% 11
<83 64 30 94
FHE (SD) 49 (5.51) 2.5(2.32) 3.8 (4.38)
AL 3.0 15 2.0
B/ME, BRE 1,17 1B 1,17
SE—FRIAT 1 4F PYRRIL ) pRBC/A ML F) 547
[1133] Rt 103 50 153
FIME (SD) 7.9 (8.78) 4.2 (3.83) 6.1 (7.00)
SRR DA 4.0 2.5 3.0
e/ ME, BONE 1,32 2,15 1,32
[1134]  4i'5 :max=1 KAH ;min=1x/]MH ; pPRBC= LRI AN ; SD=FriE =
[1135]  FEiRyr a2 0], S ARG R 2 AT 42 DD I PNHAE SRS AUATML, fe i WL (520 % ir

A1) WIS (A STE 1) | 21 6 8 B SR, AT ORI | ONSAFHEAR
NI DA, ST (kRIS 40 TSR

[136)  {ERLBHATR, 4795, 4% 4R TAEAHSIFTRE 2 T WTOPNAER UL, 143
BT MHERRARL 4737 4% RO AT LA B AL s, 479, 296 OB AT B R0
4.6% BT RN RS

(1371 343 AT R AT ST HIPNHAFE T (45748
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PNH M5B, n (%) ALXNI1210 WEZRBEST | B3

(N=97) (N=98) (N=195)

FE R [F 55 Z BT B A AT PNH 00T | 90 (92.8) 96 (98.0) 186 (95.4)

e

g2y 64 (66.0) 67 (68.4) 131 (67.2)
[1138] iy R B i 41 8 19 SR 47 (48.5) 48 (49.0) 95 (48.7)

A RS PE T ML 34 (35.1) 39 (39.8) 73 (37.4)

(=§ 7] 11(11.3) 7(7.1) 18 (9.2)

BEUR I RAE 4 (4.1) 9(9.2) 13 (6.7)

BRI A R SR A E 3(3.1) 6 (6.1) 9 (4.6)

HoAth @ 14 (14.4) 14 (14.3) 28 (14.4)
(11391 73 @i s o Hpc sk ol o T DURE B T A—NEL 128501
[1140]  ““FAth” 2B FE b MR 4R AME (n=3) EH IR VB DIEEA 2 (n=3) JREAf

A A AR E (h=2) « /MRIEZDIE (n=3) JEREMERL I (n=2) AR B L F A
AT O T 20 S AR 1 9% (n=2) A PR 20 i BR 25 1 i35t (haptoglobin
collapse) \JIiBhkm Hs « BAAT R EEARA MR B i , — % Al il Am ik D BE R B A4,
fil Bk A5 ok = AR 200 i B 225, 1 A R DR, R 4 i 28 Bl e i 20 4n i 28 pl 7
(dyserythropoiesis) « &k & 5% ELLAN0A B+ (dysplasia dyserythropoiesis) JHF
RYERE UL B AR L, M/ MRS ZAE , I/ IMRIED , F 40 2, LIRS AR 25 47 - 4

5« PNH= P A MEAR TR I 21488 1 RAE

[1141]
[1142]

A — e 2 MAVES A S S L1256 % , U1 N K440,

AR MAE A 8 (iR
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MAVE 255 ALXNI1210 | fKEEBRBH | B3
(N=97) (N=98) (N=195)

7 MAVE Ji =1 8 3 28 (28.9) 22(22.4) 50 (25.6)
LA 1 M 2 /% B i LI T 11(11.3) 5(5.1) 16 (8.2)
FF/ 1155 Bk A2 2 i (Budd-Chiari £ 54E) 8(8.2) 6(6.1) 14 (7.2)
i 20y Jk PEL 22 /P 1 7 5 4 5(5.2) 6(6.1) 11 (5.6)
i 5 Jk L 2 3(3.1) 2(2.0) 5(2.6)
1 % R/ R U 230 ik ML T R BRARE B 2(2.1) 3(3.1) 5(2.6)

1143] i 3 R/ P9 U LA T PG ERAE B 1(1.0) 4(4.1) 5(2.6)
i 2 5(5.2) 0(0.0) 5(2.6)
B MR TR 2(2.1) 0 (0.0) 2 (1.0)
&8 7 M ke i A A 1(1.0) 1(1.0) 2 (1.0)
O UESE 1(1.0) 0 (0.0) 1(0.5)
S JE Bl o P 2 0(0.0) 0 (0.0) 0 (0.0)
W AR s AR R D 0(0.0) 0(0.0) 0 (0.0)
HE CEGIGPE: dERERpTED 0 (0.0) 0 (0.0) 0 (0.0)
' 230y Jpk A A Rl 0(0.0) 0(0.0) 0 (0.0)
' B S LA TR 0(0.0) 0 (0.0) 0 (0.0)

[1144] AFEE RO S 0(0.0) 0 (0.0) 0 (0.0)
Hofth 2 2(2.1) 3(3.1) 5(2.6)

[1145] 33 AT DURH R TR N —APA 2850

[1146]  *“HAMh” 2 Bl FE LSRN T RS ORI 2 2 EMASTE A B I sk e e
AR PR AR T« 2 O A A/ NER R R AR TR < Bl il M/ NI 2%

[1147] 455  MAVE = F: S5~ I 35 -

[1148]  GUFTEERAY , B 19507 SE 5 # AT f AR FERR PR BT S0 o ZEH AR T 7T 259 2 Tk
Z A =AE P ALXNL2 1041 R [P0 44 S5 AR A5 P 98 BR BRI AR « T A HoAth B H 7EAS
BT UREEZ T 5 BRI

(11491 BRIKAE 5 BRTRHE B LASR, te 3 HGE 1 (=10 % 1) Joil 2590 4l e 4k AL ZB12FH-
4 (59.5%) ,p- N PAE 2 G545 20) (43.1%) , Bl A B (19.0%) , T4k ek
TR B8 S (15.4%) 9259, DL HAh B 2R pe 25 (12.8 %) « SV & ,97.9%
(1R (ALXN12104H 97 . 9% K IFEERFR D141 898 0% ) IRk T 2 D—FiBE FH 25 i 4Rl
(=10% 198 BIPERE 258 5) 412 4EAE ZB12FIHR (62.1%) , B- B PiAE &R (S
%) (52.8%) , HAth R AR A2 (36.9%) , AHEEEE R (29.2%) , PUAETER (22.6%) ,
R (19.5%) , T I PR FVE B BOm P 25 (19.0%) , BT TR TR 259
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(16.4%) , A FIHTRIE b FE RIS (133 %) B Fr 2258 (10.3%) o AERFFT S R,
HA30. 3% EEL TARARE Y PR .

[1150] 2. /R LGSR S L
(11511 GJ-FAS, ALXN12 TOAHE: TR BRI/ 32 5048, H 2E 4R 2 55 183 K ILDH (LDH-

PCHG) A 7 Eb e, 3k 5 g1t I B RS Rk « Bk, 430, EL AR 15 2 ik 2
FHHE TLDHE 43 b A2 {4 (LDH-PCHG) (1) == LR o R30I 21 8 — S JE 3 /RFDAZEK T
DL T 2 R B R bE AU o %) TLDH-PCHGZ 5, , K iiadt T 15 % H9AESS 380 BU , ik
B T T 1% 19AES 20 SHE . WLEI30.

[1152]  SCHEAREEL S, S8R (BTH) , FACT TSR 25 ¥E4 ARk, Sy ke e (TA) Fifner
fE ARE HGB-S) iy BHVER , H HARX TR ZEBR PR BT G F ALXN1210 (WLIEI30) o EAN , AMY
T IR S22 S U ALXN 1210, HE TR 7B R 2Lt = MIE R s RS 28 A
(WIAI30)

[1153]  FR31FPAIH T OB = BAIR LT IR R AN TR EEBR bt , e
HITETY R R AFALXNL 210 I , 25—47 W s SR EBR R TAALL , ALXN12 109LDH 43 tb AR
EHIRTT RN-9. 2% , e KT 1115 % (T SRR S 80 U, BT A E S 0 & L .
[FRE, BT £ R R B2 ) S BUHR 4536 AN TR ZEBR B b0, ALXN12103E 25 380 i H) i
Wi, A IWALXNI 2 10LLAR FEBR A PT AT, PTRR FH T AR A RN, A5 H Ger o o 45
it (LI31) «

[1154]  LDH- PCHGHAHIT 7T 1 D3 B 22 52 25 FhAS ] O Rkt 207 » 45 2R S s AE I 32
P40, 12100078 F7 R8ER OGSt THED EEAR ZEBR B pTd-9.2% , 95 % HIELR X ] (CT) y-18.8%
F0.42% 0 0. 42 % MIECT R KU T H0E X HIAES $OE B 15 % o %3 Wor T 2 Mgusidt: 2
BT, BT X B HE SR = B AT I R e R o (AR R, X Rh— B T X B2 il
PRSI B e AT 1, SR T AT LA g T

[1155]  LDH-PCHG == B2 2% s I DOl 45 SR ;B A AR 41t 1 7434, < 1715133 . LDH-PCHG
CPLBR T S0 15 45 e 28 ) S48 MR 3 55 18 3K Y LDHIR) 15 45 kb 254X,  LDH - PCHG I 2045t
BoR, AU ST RFALXNT 210 A 28295 % 1 B DX ), s (0 i Hu s ok o Al 31 X
il T HE (GEE) 3: o AR FE DL ARAE VAT 7 4L i S FNBE LR LDHAK A o 5 LA M, A 1
{1 fRAFALXNI210, £ AN, A% THEL IR A4 Bk BT o FIT A 1 Al P HE AR AL BUE AR5 ek
PHE L =MIB) (15%) B4 . 58 2 IR A AR E BR PR BT S 2, AR T Bk
P, BT 4R R ALXNT 210 (WLIAI33)

[1156] &34k [ LDHRE [A] [ FE LR A0 1 43 B AR A3 () FILEKSE CRED) - ani
34PN AEWF T IAT , SR T PRLDHA P (R - BB AL I H Ve Y, I HLAE 32 ALXN1210
VAT AT S T 1% PR (1X ULN LDH) AR , 7E 5529 113FN127 K, {EAR FERK BA T
TETT A HILDH/AK B 1T IER FIR A34rh e £ i 7k T LDHAIE | [ FRuk 1X ULN LDH.
B2 N5 T RE B R Y RS A B TP A n B oo . 5 2 ARIE 2 ALXNL2 1011 5
FHILDH YK 1. 5X ULNFI SKF (DLI34) o AERIT 7T B P R 22 ] 5 4 S LDH
IEFACRRE Ao T B RAERIB5 BN FT R, R 50 % [ ALXN L2 1 ORI B Bk R i R 2
PR IR YSRGS WIEI3E) J&I36 8~ T il I8 MR 1R YT haE T (FACIT) -3557
A, SR AR A AR TS T RIS TR [ SRR AR 3T R T FACT TR 55 Bl [R] -~
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EIeAl THE . anEI36 T, BTk F BRI B4 (i o, AR A T i A ALXNT 2107577
MEGE , I HAEKZ B0 AL E 35 m TR E R R D AT T 4187 WG « SR 1 AR T
Bk  FACTTI 57 W0y L BR R B ATt  (H AR B s HUER L 343 O343) IO K, e
PRI NI PR R R A R B A A A G . EBTHTR, B iR
TFACTTIR 57\ RN Ak TH 3 0F43 (0-52, 1300 iy, RIS 57 D) | AE RT3 I )k
ALXN12107697 41 5 s b AR Bk PR 0 T 41 B S I FACT TR 55 1E47

(11571 R 1 = BRI EZS S, TR 1 DA N S5 AR DG 988 25 2480 i s I
ZLER 1 PRI I JELCB R AR 1 XA LT 4RI 1T 20 PNH RBCHERE K /N JD- —RAARIR T
eGFR. S IR (spoturine) F& H : UBRRETELAE FNC I N 45 1 o FELRIN #7077 41 2 [A]S.PNH
RBC A/ I, it 7 AT — 20 X JC W R A o AT TR T A A S BV i B
£I4E [ B LR RN A AL O I B 3 AEAT—I6T T, KBRS T Vil ~F 3
D IR AAIKAE NFLZRIFAR  PRANIATT ALAE FEERIN FHE /26 JEIATT ], ~E 24 bk 2 1 ek
(BEIEF:0.4-2.4g/L) (NIELLF] 55183 K, ALXN1210:0.283g/L%0.298g/L; ik ALk St :
0.255g/L%0.257g/L) « fEALXNI2 LOFMR FEBR RIS T 4 h , RZ LB Th IRIE WA,
TEIRTT AT PREF B o 7152126 JR B976 7 J9ITR] , AN 2H IR ZR 21401/ 2T 4n i bt s Ae0E
— B AFELR R 55183, ALXN1210:5.70% 216 54 % ; (K TR 4. 5. 54 % £15. 87 %) o £E
ANIRTT 4 P AN TR AIES 2 B PR TCR 28 1 IUBRETEUAE B BR 2R B &b IR T 4
Z TR IIC N B A ZKPAE SR ERINARNEL , AT TR 7 A R I R]) L5 2 212 .
[1158] 3. 24k

[11591  [K[38%1|H4 T TTTIYIALXN1210-PNH- 3011l RIS H ) B2 A 45 R  ALXN12 101
IRESRF GBI A R B (A) S A I 22 el i AR, I HLAE 32 2P TR A
ZRBINAESSE T SRR R (S DLEI38) o ANEI39F 7 , ALXN12 10 SR Bk B HiArLE (4% Lt
8%) [ HE AN JH4- (SAE) S BRI o s IAE Ny Sk (27 % X EE 1T %) AL % (229%
XEE20%) , WIE40FT41 7R o AN, 8 5 BEVTH SITR] A o5 A BRI I e (L 1E142) o

[1160]  F}XJALXN1210, A MELBIHT 255114 (ADA) BTG TT S S I EL 45 1, S
JEZR BT, A EL RN LR 41 5 WSR2 AR, I HUWPK/PD . D3k Ze a1t ol i
A8

(11611 I PRSI 25 PR A2 582511, 756/ HINTETT I iR 17100 % [ 251 M
PE (WL E43) o

[1162] 2. Z5(K5)J)2ah

[1163] & NRASAI46HE TALXNI2 10/ 25080 /122488, o0 A B — () M)
(GEFF) Fl o 55— TR T R ALXNL210/4Cy, o NG, I LATF I JLATCV %) 53551y
822.3(22.03) F11390.9 (26 78) pg/mL o {F f i —FIALXNI210J , T 5 Cy o G, D) LATT
SEIE (%CV) 43 31241359. 3 (19.50) F11479.8(30.68) pg/mL.

[1164] K45 55— (53fm) FIEAYALXNI2 10T ALXNT 210/ 253N /177 S48 (Cpyyy FNC,)
EREN 10T
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2 gt AR >40 <60 kg | =60 ZE <100 | >100 kg
(N=96) (N=26) kg (N=7)
(N=63)
C % xal|n 95 26 62 7
(ng/mL) | Mean 842.9 903.2 823.1 794.7
SD 203.47 150.42 216.00 239.70
CV% 24.14 16.65 26.24 30.16
SRE D& 811.0 893.0 779.5 802.0
B/MA 511 656 536 511
IZON] 1750 1450 1750 1240
[1165] JUAPISME | 8223 892.6 801.0 765.1
JUfT CV% | 22.03 15.41 22.77 30.39
C % s m|n 96 26 63 7
(ng/mL) | Mean 405.4 448.2 394.5 3443
SD 121.24 151.41 108.28 50.29
CV% 29.91 33.78 27.45 14.61
SRR ¢ 384.0 440.5 373.0 352.0
e /ME 197 219 197 294
IZFNI< 1040 1040 896 421
JUTFEE{E | 390.9 428.6 382.1 341.2
JUFT CV% | 26.78 30.34 25.37 14.61
[1166) 455 :C,y o ORI 5C,po = W A ML HRIEE s OV =555 B 5 SD= b fi 2
(11671 3246 iz R AJALXNT 2105 ALXN1210 25BN 177 248 (Cpy o M ) (BOR
SIS
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23 gt i BE >40 to<60 kg | >60  to<100 | >100 kg
(N=96) (N=27) kg (N=8)
(N=61)
C & x a|n 96 27 61 8
(ug/mL) VI 1384.5 1561.1 1347.4 1071.1
SD 267.61 261.30 231.75 115.87
CV% 19.33 16.74 17.20 10.82
A 1395.0 1520.0 1360.0 1040.0
R/ME 902 1040 902 924
IZONE] 2320 2320 1850 1240
[1168] JUAPFEME | 1359.3 1540.8 1327.6 1065.8
JUT CV% | 19.50 16.57 17.60 10.68
C & & a|n 95 27 60 8
(ng/mL) VI 500.8 560.7 484.1 423.5
SD 143.17 135.18 143.05 108.74
CV% 28.59 24.11 29.55 25.68
GREDA 508.0 542.0 472.5 472.5
/M 232 340 240 232
I ON] 854 854 853 520
JUMFI{E | 479.8 544.9 462.9 408.9
JUfT CV% | 30.68 25.00 31.38 30.43
[169] 4575 :C,y = ORI 5 C,p = WA LRI 5 OV =5 5 20 SD=vf {2
[1170]  ZRATH IR T ALXNI2 10 fi e AEHF 71 1t R (1031 5 2 PRSE N T A 2 TR ER Y

HERFFIGE, A5 2 UG R I, IR BIALXNI2 10 PRESES . (F48)

[1171]

GRENTIFETHTER)

[1172]

AT IR ALXNT 2 LOAERF 5 R UALXNT2 1039 55 == 0 A 25 sh )7 280 IE

P&

>40 % <60kg

>60 %<100kg

>100kg
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PK Z% | (N=96) (N=27) (N=61) (N=8)
(Bhr) | FHE = SD (%CV) | FHHE £SD (%CV) | FHELSD(%CV) [F ¥ £ =SD
(%CV)
tase (h)* | 2.42 (2.0, 307.0) 2.58(2.3,3.5) 2.32(2.0, 307.0) 2.43(2.3,2.8)
C o x u|13845£267.6(19.3) |1561.1£261.3(16.7) | 1347.4+231.8(17.2) | 1071.1+115.9
(ng/mL) (10.8)
[1173] C w s |5008+1432(28.6) |560.7+1352(24.1) |484.1+143.1(29.6) |423.5+108.7(25.7)
(pg/mL)
AUC: 1043617.0 +205648.0 | 1178769.2 + 185661.1 | 1004866.7 + 192953.0 | 895000.0 + 137834.3
(h-pg/mL) | (19.7) (29.8) (19.2) (15.4)
CL(L/h) |0.0015 £ 0.0006 |0.0019 + 0.0004 | 0.002 +0.0007 (34.5) |0.0022 + 0.0007
(35.8) (29.0) (33.1)
V2 (L) 3.0+ 0.7 (22.7) 24+04(182) 32+0.5(17.3) 3.8+0.9(23.7)
(11741 35 PRI T MRS 4 2, TERE R 5 351,
(11751 %t A LA LA (e IMEL, SR8 s
[1176] %555 AUC =25 25 1R R PN I0LTS R SEORT LN TRT £ AT 5 Cpy g = SO B 1Y

LT PR B 5 = 240 5 PR 5 SRORRH PO B 5 CL = ST 35 OV =25 7 R SD= h 25
g = HE T 3 T PR 5V, = RSO A 7 2L

(11771 3R48: ALXN1210 25 5h /1 AaSa ks B ei Al GufRah 7122 o)

BARE H3FE mg FE TR ol pr.: | -
(kE4) 95%CI 95%CI 2

%015, 71,3000 (=40 % [-0.00001448 | -0.00019039 |0.00016143 | &
127,183 K | <60 kg)

[1178] %15, 71,3300 (=60 % [0.00003648 |-0.00006497 |0.00013793 | &
127,183 KX | <100 kg)
% 15, 71,]3600(=100kg) |[-0.00001702 | -0.00021949 |0.00018545 | &
127, 183 &
%15, 71, | B S 0.00001648 | -0.00007798 | 0.00011093 | j&
127,183 K

[1179] 45 :CT=E{5X]1].

[1180]  [F445 R BT BErR AR 7T 254, ALXN12 1O MUK ZEBR PV 5 I 4k

B A8 — R A TR TR (45 25 S BUR K I FA S IR
[R] A5, ALXN T2 1OFR LI I P AR AR FEER FR Uik B (LA 44)

[1181]
[1182]

4. 2580

N =R =]

A ms o,

447 o A, FE RN

SRZEER R PTATY AU W BRI AR, FHALXNT 2 10f07AT 7 £ 3156 A
AN L5 R S 30 T R 8 H 52 R MACS I, 457 24971 5L T FHALXN1210
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(a8whE TP EE 7 ) B AR PRI (02w 900mg) 077 i, BN AT F S LTl S CH ik
JEERIIALTF I B CHIR =0 . Sug/mL A BA LR (%) o 1 JATEALXNT 2 LOSE RN, - 310
CHIRFAAMNEI R T99 % , I+ HAEWTFTIR T AR5 PRARr R T99 % Ml (LIEI45, 1 7) < AF
I, R PEBRER DT il BS CH A IR 2 iR 1 99 % (S ILIEI45, D)

[1183] 49 : BN TRI P4 LR CoMk M ML il B CHIR I =0 . bug/mLEF LR (1547
LB (&R

ALXN1210 R EE B LT
(N=97) (N=98)
n (%) K n (%) KM
P2 7 | R CS WA S350 U | RS CS WRE
B C5IRE, | >0.5ng/mL [ B C5IE, | 20.5pg/mL )
Witk n |pg/mL B n | pg/mL B
11341 EE57 96 |0.02 0 97 |0.05 0
% 1-K,EOl |97 |0.01 0 98 |0.02 0
ERPN 95 10.02 0 98 |0.03 0
915 RA5%5 196 | 0.02 0 96 |0.06 1(1.0)
i
55 15 K, EOL |93 |0.01 0 94 | 0.02 0
22K 95 |0.02 0 96 |0.03 0
29 K 95 |0.02 0 96 |0.55 2(2.1)
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%43 K 96 | 0.04 0 97 10.20 3(3.1)
57K 96 | 0.05 0 97 1033 2(2.1)
B 71 R |96 |0.06 0 96 |0.52 2(2.1)
A
5571 K,EOL |94 |0.02 0 92 [0.02 0
85K 95 | 0.04 0 97 |0.12 2(2.1)
%99 K 93 | 0.05 0 96 |0.26 3(3.1)
[1185] %113 K 94 | 0.06 0 96 | 0.06 1(1.0)
F127 R4 (96 |0.08 0 95 |0.44 1(1.1)
A
%5127 K, EOL [ 95 | 0.02 0 91 |0.02 0
5 141 K 96 | 0.05 0 95 | 0.07 1(1.1)
%155 K 95 |0.06 0 95 |0.06 1(1.1)
5169 K 95 | 0.07 0 94 | 0.49 1(1.1)
% 183 K 95 10.08 0 94 10.36 3(3.2)

[1186] 3 HEERKR HREANIAIT 4L — 58— R R B CORE A, RO Uz Bl A A=
Y b ASA[ {51 (biologically implausible) o iZHEFR1R 2] T BN PREIE HOUE 5L, A HPK
FF S CORE RS A F [R]— 2K ML

[1187]  JF:%529.43.57.85.99.113.141. 15551169 KR FZALXNL 21 OfFJAT-fa i [a] , DA M A e
LR B8 25T 6 T5 2505, BLOQ/2=0. 00915pg/mL JTIYEBLOQI 45 5 o i FTInfE 43 BEit
HHE.

[1188]  ALXNI1210FM A B B by 25 CoBsdl s MASIEIR A=W o0 A e A Bl ) o

[1189] %5 : BLOQ=AK T /& i IUAKIR ; C5=%MA Y 535 ; EOT =i 25

[1190]  [&[46:5 R 1 77 S COMREE FI SRR AT 12 (2295 % CT) AL AT ELIN [R] P L« v
I7 2 [P LTS S COMEAE BRI AL, I HLAT 3R 7 TR RN ASUE , 42 BIALXN1 210
S CHI FEAE AT A S J I EO LA I i D

[1191]  SCjtafhl6:

[1192] 3} [ FiAR3HIALXN-PNH- 301 FIALXN-PNH-302[jravul i zumab[f) 2550 11225010
FARYEZTHE N R0 AT

[1193] 350 35T H (ALXN-PNH-301FALXN-PNH-302) [fJRavul i zumab|’J PKEL 2 51
NSRS
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EHCFI5E (SD)
AL (5B 2.5- 5 97.5 B
Azha
CL Q Ve Vp Vss t1/2p
(L/h) (L/h) (L) (L) (L) (R)
£400/3000  0.00266 0131 2.87 1.55 4.42 50.6 (8.38)
mg (0.000544) 0.000803)  (0.401)  (0.121)  (0.475)  50.9[38.0
(N=68) 0.00260 [0.001720.0133 [0.0114 2.86 [2.18 |1.58 [1.28 4.47[3.52 | 64.3]
- 0.00388] - 0.0141] ~376] F1.78]  -5.34]
0.00354 0.0165 3.65 2.02 5.67
2700/3300 9.5 (9.25)
(0.000897) 0.00140) (0.529)  (0.216)  (0.668)
[1194] g 48.9 [33.5
0.00341 [0.002200.0162 [0.0144 3.61 [2.63 |1.98[1.68 5.69 [4.44
(N=141) - 69.2]
- 0.00584] - 0.0196] ~471]  [245]  -6.92]
3000/3600  0.00441 0208 4.28 2.48 6.77 7.1 (8.29)
mg (0.000964) 0.00108) (0.709)  (0.221)  (0.830)  [50.3[34.5
(N=13) 0.00440 [0.003340.0202 [0.0199 4.08 [3.30 [2.42[2.20 6.53[5.71 |-58.2]
- 0.00608] - 0.0231] ~558] 1294]  L834]
B4 3 3 40.00332 0.0157 3.45 1.91 5.35 49.7 (8.94)
=2 (0.000941) 0.00236) (0.652)  (0.321)  (0.916)  19.5[34.2
0.00320 [0.001900.0155 [0.0118 3.44 [2.41 |1.88[1.38 5.35[3.74 - 66.1]
(N=222) | 0.00576] -~ 0.0203] ~475]  F250]  -7.06]

[1195] 455 :CL=15lRr3; CV="2 7 2% PK=253) /155 Q== [AlTE R 3 ; SD=Frt fi
%5t/ P=LRIEME T s Ve = R 3 A A s Vo = ANA 2= 0 A A

[1196]  Ravulizumabifg3 (CL) 1 E Y HE 0. 00332L/h (bRifE 2 (SD) ,0.00094) .
1R =405 <60kg1 B F 10 E2SDIG 422 450 . 002661 /h (0. 00054) , 4 7 =607 <100kg[H] [
#°40.00354L/h (0.00090) , A& T =100kg[ 3 50.00441L/h (0.00096) . 112221513 HPNH
BFH  ravulizumab [y F ¥ (SD) &R IHER - R 1193/ k49 .7 (8.94) K.
ravul i zumab[1J) F# (SD) Vss A5.35(0.916) L.

[1197]  REE51HRAIH T AR ZEER BBt R 3 AR IT (ECU-MG-301) [/ DI A5 THE
R

[1198]  F&51:ECU-MG- 3015 25 Bh 1 B [ i 20K (7258124 T) 1A DUy
THEMTEE
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AEZE R |SS SS 2 2E HIAUC SS
CL Vi V2 Q
C axm Carxe [C u & w(h) (ug*h/m
(L/h) (L) (L) KL/h)
(ug/mL) |{(ug/mL) [(ug/mL) (L)
(1199] SEMME 10.0106 2.54 273 0.251 (939 845 348 436 154000
SD 0.00783 10.758 0.554 0.107 53 295 180 152 63600
b & 10.00785 244 .61 0.218 PI2 878 348 453 153000
e/ ME 0.00362 11.32 [1.76 10.0956 [265 253 29.6 136 26800
Bl 0.0448 [5.25 4.26 0.605 (1640 1580 831 952 331000

[1200]  SS=FA%; SD=FrifE M2 ; AUCss 41 N 115 : DOSE/CL1 , HHIDOSESE W 7T i [ 4EHs
F & (ECU-MG-3011£)241200mg) , CL1&/MATSE S (post -hoc) T

[1201]  FFARZEER T, SHIECU-MG- 30 L 57 -3 R IR 1 e 4436 /N1 18 . 1
Ko

[1202]  FEE—MbiCo bt sy AT *MAAHSCESH (Bl ATPNHEKaHUS) B, SR e et 2
i 28 AR P ICOIUATRTT o fE— e Ry ST S 7, 56 M Cobuii 5 58 —Fhr
CEHUARII AR Z A 4565 « o T A It T 55— R CRIEIR) HiChHiik 2 i 55— Ao bkt
MIBFEHRIEER (B0 “Ge”) (B, @0 5 58 5 0o 2 S WIE BSEAHOC I Il |, =5 pE 28
— P COPUR I T ] A — N ST TT 26 AR 28— FiCo bR i 20 e, LB 17X
W T8 — Rl C- S RN 2.2.5.3.3.5.4.4.5.5.5.5.6.6.5. 75k 7 . 5{ RSN TRl S
T AT R 28 0 CAS[FTFS) Pecsdufa

[1203]  FF—MPGoL 1, 2 B Se il C &l T R PEBR L HTIa )T, SRR A Bl 1] 55— Fil
PLCsHiA (il dnravul i zumab, 7086544, 81104114 , 305L05H 1A , SKY59H A ERREGN39 1847
1K) 1677 o« MUK ZERR B HTE 55—MPE IO BT, il an, B 2K ESR R & e e O 4
o A% /136.45.54.63.72.81.90.99.108. 11788126 K A 1F, A M FHES —Fh CRHIY) $iC54t
{UNS

[1204] R 3—RSE00 N iz E enrc & Hlravul i zumabiBd Y , SRR FEAG I fE AR
PICHHTIAR (B AR ZEER BT 70864711 \ 811047014 . 305LO5F T 14  SKYS9F LAk REGN39 18%114%)
1BY7 - YMravul i zumabsg 55— ME B TIRES , 140, B 252 Fravul i zumab i H 5 .42
o EFED100.125.150.175.200.225.250.275.300. 32537555400 K M 1F, A JiE & — A
CRIAFA) FrCshik

[1205] S5 4NHBE BT, ARG 2 S8 M CNER) BeCsiuiiia sy < mn,  HHEOAR R 15 BR
SR 5 — MTCO PRI TG BR 2 AR BT BOR GG R AR T~ 1 F5 R it sk e T e 28
—MHTCE BRI BT (BIAP ZEER S dt Piravul i zumabfiA  Hr 7086 544K Hi81 LOPTHA |
F305L05HTIA HTSKYSIH A B FTREGNII18H044) AT Jita 1 268 — At CAN[R]) HiCshiik 2 miris kR
B IR S — R CO LIRS B R

[1206] &I
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[1207]

SEQ ID NO:1

GYIFSNYWIQ

SEQ ID NO:2

EILPGSGSTEYTENFKD

SEQ ID NO:3

YFFGSSPNWYFDV

SEQ ID NO:4

GASENIYGALN

SEQ ID NO:5

GATNLAD

SEQ ID NO:6

QNVLNTPLT

SEQ ID NO:7

QVQLVQSGAEVKKPGASVKVSCKASGYIFSNY WIQWVRQAPGQGLEWM
GEILPGSGSTEYTENFKDRVTMTRDTSTSTVYMELSSLRSEDTAVYYCARY
FFGSSPNWYFDVWGQGTLVTVSS

SEQ ID NO:8

DIQMTQSPSSLSASVGDRVTITCGASENIYGALNWYQQKPGKAPKLLIYGA
TNLADGVPSRFSGSGSGTDFTLTISSLQPEDFATYYCQNVLNTPLTFGQGTK

VEIK

SEQ ID NO:9
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ASTKGPSVFPLAPCSRSTSESTAALGCLVKDYFPEPVTVSWNSGALTSGVH
TFPAVLQSSGLYSLSSVVTVPSSNFGTQTYTCNVDHKPSNTKVDKTVERKC
CVECPPCPAPPVAGPSVFLFPPKPKDTLMISRTPEVTCVVVDVSQEDPEVQF
NWYVDGVEVHNAKTKPREEQFNSTYRVVSVLTVLHQDWLNGKEYKCKYV
SNKGLPSSIEKTISKAKGQPREPQVYTLPPSQEEMTKNQVSLTCLVKGFYPS
DIAVEWESNGQPENNYKTTPPVLDSDGSFFLYSRLTVDKSRWQEGNVFSCS
VMHEALHNHYTQKSLSLSLGK

SEQ ID NO:10

QVQLVQSGAEVKKPGASVKVSCKASGYIFSNY WIQWVRQAPGQGLEWM
GEILPGSGSTEYTENFKDRVTMTRDTSTSTVYMELSSLRSEDTAVYYCAR
YFFGSSPNWYFDVWGQGTLVTVSSASTKGPSVFPLAPCSRSTSESTAALGCL
VKDYFPEPVTVSWNSGALTSGVHTFPAVLQSSGLYSLSSVVTVPSSNFGTQTYT
CNVDHKPSNTKVDKTVERKCCVECPPCPAPPVAGPSVFLFPPKPKDTLMISR
TPEVTCVVVDVSQEDPEVQFNWYVDGVEVHNAKTKPREEQFNSTYRVVSVLT
[1208] | VLHQDWLNGKEYKCKVSNKGLPSSIEKTISKAKGQPREPQVY TLPPSQEEMT
KNQVSLTCLVKGFYPSDIAVEWESNGQPENNYKTTPPVLDSDGSFFLYSRLTV
DKSRWQEGNVFSCSVMHEALHNHY TQKSLSLSLGK

SEQ ID NO:11

DIQMTQSPSSLSASVGDRVTITCGASENIYGALNWYQQKPGKAPKLLIYG
ATNLADGVPSRFSGSGSGTDFTLTISSLQPEDFATYYCQNVLNTPLTFGQ
GTKVEIKRTVAAPSVFIFPPSDEQLKSGTASVVCLLNNFYPREAKVQWKVDN
ALQSGNSQESVTEQDSKDSTYSLSSTLTLSKADYEKHKVYACEVTHQGLSSPV
TKSFNRGEC

SEQ ID NO:12

QVQLVQSGAEVKKPGASVKVSCKASGHIFSNY WIQWVRQAPGQGLEW
MGEILPGSGHTEYTENFKDRVTMTRDTSTSTVYMELSSLRSEDTAVYYC
ARYFFGSSPNWYFDVWGQGTLVTVSS

SEQ ID NO:13

133



CN 118512588 A W OB P 128/133

ASTKGPSVFPLAPCSRSTSESTAALGCLVKDYFPEPVTVSWNSGALTSGV
HTFPAVLQSSGLYSLSSVVTVPSSNFGTQTYTCNVDHKPSNTKVDKTVER
KCCVECPPCPAPPVAGPSVFLFPPKPKDTLMISRTPEVTCVVVDVSQEDPE
VQFNWYVDGVEVHNAKTKPREEQFNSTYRVVSVLTVLHQDWLNGKEYK
CKVSNKGLPSSIEKTISKAKGQPREPQVYTLPPSQEEMTKNQVSLTCLVKG
FYPSDIAVEWESNGQPENNYKTTPPVLDSDGSFFLYSRLTVDKSRWQEGN
VFSCSVLHEALHSHYTQKSLSLSLGK

SEQ ID NO:14

QVQLVQSGAEVKKPGASVKVSCKASGHIFSNY WIQWVRQAPGQGLEWM
GEILPGSGHTEYTENFKDRVTMTRDTSTSTVYMELSSLRSEDTAVYYCAR
YFFGSSPNWYFDVWGQGTLVTVSS ASTKGPSVFPLAPCSRSTSESTAALGCL
VKDYFPEPVTVSWNSGALTSGVHTFPAVLQSSGLYSLSSVVTVPSSNFGTQTYT
CNVDHKPSNTKVDKTVERKCCVECPPCPAPPVAGPSVFLFPPKPKDTLMISR
[1209] | TPEVTCVVVDVSQEDPEVQFNWYVDGVEVHNAKTKPREEQFNSTYRVVSVLT
VLHQDWLNGKEYKCKVSNKGLPSSIEK TISKAKGQPREPQVY TLPPSQEEMT
KNQVSLTCLVKGFYPSDIAVEWESNGQPENNYKTTPPVLDSDGSFFLYSRLTV
DKSRWQEGNVFSCSVLHEALHSHY TQKSLSLSLGK

SEQ ID NO:15

ASTKGPSVFPLAPCSRSTSESTAALGCLVKDYFPEPVTVSWNSGALTSGVH
TFPAVLQSSGLYSLSSVVTVTSSNFGTQTYTCNVDHKPSNTKVDKTVERKC
CVECPPCPAPPVAGPSVFLFPPKPKDTLYITREPEVTCVVVDVSHEDPEVQF
NWYVDGMEVHNAKTKPREEQFNSTFRVVSVLTVVHQDWLNGKEYKCKV
SNKGLPAPIEKTISKTKGQPREPQVYTLPPSREEMTKNQVSLTCLVKGFYP
SDIAVEWESNGQPENNYKTTPPMLDSDGSFFLYSKLTVDKSRWQQGNVF
SCSVMHEALHNHYTQKSLSLSPGK

SEQ ID NO:16

QVQLVQSGAEVKKPGASVKVSCKASGYIFSNY WIQWVRQAPGQGLEWM
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GEILPGSGSTEYTENFKDRVTMTRDTSTSTVYMELSSLRSEDTAVYYCAR
YFFGSSPNWYFDVWGQGTLVTVSSASTKGPSVFPLAPCSRSTSESTAALG
CLVKDYFPEPVTVSWNSGALTSGVHTFPAVLQSSGLYSLSSVVTVTSSNF
GTQTYTCNVDHKPSNTKVDKTVERKCCVECPPCPAPPVAGPSVFLFPPKP
KDTLYITREPEVTCVVVDVSHEDPEVQFNWYVDGMEVHNAKTKPREEQ
FNSTFRVVSVLTVVHQDWLNGKEYKCKVSNKGLPAPIEKTISKTKGQPRE
PQVYTLPPSREEMTKNQVSLTCLVKGFYPSDIAVEWESNGQPENNYKTTP
PMLDSDGSFFLYSKLTVDKSRWQQGNVFSCSVMHEALHNHYTQKSLSLS
PGK

SEQ ID NO:17

GASENIYHALN

SEQ ID NO:18

EILPGSGHTEYTENFKD

[1210] | SEQ ID NO:19

GHIFSNYWIQ

SEQ ID NO:20

QVQLVQSGAEVKKPGASVKVSCKASGHIFSNY WIQWVRQAPGQGLEW
MGEILPGSGHTEY TENFKDRVTMTRDTSTSTVYMELSSLRSEDTAVYYC
ARYFFGSSPNWYFDVWGQGTLVTVSSASTKGPSVFPLAPCSRSTSESTAALG
CLVKDYFPEPVTVSWNSGALTSGVHTFPAVLQSSGLYSLSSVVTVPSSNFGTQT
YTCNVDHKPSNTKVDKTVERKCCVECPPCPAPPVAGPSVFLFPPKPKDTLMIS
RTPEVTCVVVDVSQEDPEVQFNWYVDGVEVHNAKTKPREEQFNSTYRVVSVL
TVLHQDWLNGKEYKCKVSNKGLPSSIEK TISKAKGQPREPQVYTLPPSQEEMT
KNQVSLTCLVKGFYPSDIAVEWESNGQPENNYKTTPPVLDSDGSFFLYSRLTV
DKSRWQEGNVFSCSVMHEALHNHYTQKSLSLSLGK

SEQ ID NO:21
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[1211]

SYAIS

SEQ ID NO:22

GIGPFFGTANYAQKFQG

SEQ ID NO:23

DTPYFDY

SEQ ID NO:24

SGDSIPNYYVY

SEQ ID NO:25

DDSNRPS

SEQ ID NO:26

QSFDSSLNAEV

SEQ ID NO:27

QVQLVQSGAEVKKPGSSVKVSCKASGGTFSSYAISVWRQAPGQGLEWMGGIGPFF
GTANYAQKFQGRVTITADESTSTAYMELSSLRSEDTAVYYCARDTPYFD

YWGQGTLVTVSS

SEQ ID NO:28

DIELTQPPSVSVAPGQTARISCSGDSIPNYYVYWYQQKPGQAPVLVIYDDSNRPSGIP
ERFSGSNSGNTATLTISGTQAEDEADY YCQSFDSSLNAEVFGGGTK LTVL

SEQ ID NO:29

NYIS

SEQ ID NO:30

IIDPDDSYTEYSPSFQG
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SEQ ID NO:31

YEYGGFDI

SEQ ID NO:32

SGDNIGNSYVH

SEQ ID NO:33

KDNDRPS

SEQ ID NO:34

GTYDIESYV

SEQ ID NO:35

EVQLVQSGAEVKKPGESLKISCKGSGYSFTNYISWVRQMPGKGLEWMGIIDPDDSY
[1212] | TEYSPSFQGQVTI SADKSISTAYLQWSSLKASDTAMYYCARYEYGGFDI
WGQGTLVTVSS

SEQ ID NO:36

SYELTQPPSVSVAPGQTARISCSGDNIGNSYVHWY QQKPGQAPVLVIYKDNDRPSGI
PERFSGSNSGNT ATLTISGTQAEDEADYYCGTYDIESYVFGGGTKLTV L

SEQ ID NO:37

SSYYVA

SEQ ID NO:38

AIYTGSGATYKASWAKG

SEQ ID NO:39

DGGYDYPTHAMHY

SEQ ID NO:40
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[1213]

QASQNIGSSLA

SEQ ID NO:41

GASKTHS

SEQ ID NO:42

QSTKVGSSYGNH

SEQ ID NO:43

QVQLVESGGGLVQPGGSLRLSCAASGFTSHSSYYVAWVRQAPGKGLEWVGAIYTG
SGATYKASWAKGRFTISKDTSKNQVVLTMTNMDPVDTATYYCASDGGYDYPTHA
MHYWGQGTLVTVSS

SEQ ID NO:44

DVVMTQSPSSLSASVGDRVTITCQASQNIGSSLAWYQQKPGQAPRLLIYGASKTHS
GVPSRFSGSGSGTDFTLTISSLQPEDVATYYCQSTKVGSSYGNHFGGGTKVEIK

SEQ ID NO:45

QVQLVESGGGLVQPGRSLRLSCAASGFTVHSSYYMAWVRQAPGKGLEWVGAIFT
GSGAEYKAEWAKGRVTISKDTSKNQVVLTMTNMDPVDTATYYCASDAGYDYPTH
AMHYWGQGTLVTVSSASTKGPSVFPLAPSSKSTSGGTAALGCLVKDYFPEPVTVS
WNSGALTSGVHTFPAVLQSSGLYSLSSVVTVPSSSLGTQTYICNVNHKPSNTKVDK
KVEPKSCDKTHTCPPCPAPELRRGPKVFLFPPKPKDTLMISRTPEVTCVVVDVSHED
PEVKFNWYVDGVEVHNAKTKPREEQYNSTYRVVSVLTVLHQDWLNGKEYKCKV
SNKGLPSSIEKTISKAKGQPREPQVYTLPPSREEMTKNQVSLTCLVKGFYPSDIAVE
WESNGQPENNYKTTPPVLDSDGSFFLYSKLTVDKSRWQQGNVFSCSVLHEALHAH
YTRKELSLSP

SEQ ID NO:46

DIQMTQSPSSLSASVGDRVTITCRASQGISSSLAWYQQKPGKAPKLLIYGASETESG
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VPSRFSGSGSGTDFTLTISSLQPEDFATYYCQNTKVGSSYGNTFGGGTKVEIKRTVA
APSVFIFPPSDEQLKSGTASVVCLLNNFYPREAKVQWKVDNALQSGNSQESVTEQD
SKDSTYSLSSTLTLSKADYEKHKVYACEVTHQGLSSPVTKSFNRGEC

SEQ ID NO:47

QVQLQESGPGLVKPSETLSLTCTVSGDSVSSSYWTWIRQPPGKGLEWIGYIYYSGSS
NYNPSLKSRATISVDTSKNQFSLKLSSVTAADTAVYYCAREGNVDTTMIFDYWGQ
GTLVTVSS

SEQ ID NO:48

AIQMTQSPSSLSASVGDRVTITCRASQGIRNDLGWYQQKPGKAPKLLIYAASSLQSG
VPSRFAGRGSGTDFTLTISSLQPEDFATYYCLQDFNYPWTFGQGTKVEIK
SEQ ID NO:49

[1214]
QVQLQESGPGLVKPSETLSLTCTVSGDSVSSSYWTWIRQPPGKGLEWIGYIYYSGSS

NYNPSLKSRATISVDTSKNQFSLKLSSVTAADTAVYYCAREGNVDTTMIFDYWGQ
GTLVTVSSASTKGPSVFPLAPCSRSTSESTAALGCLVKDYFPEPVTVSWNSGALTSG
VHTFPAVLQSSGLYSLSSVVTVPSSSLGTKTYTCNVDHKPSNTKVDKRVESKYGPP
CPPCPAPEFLGGPSVFLFPPKPKDTLMISRTPEVTCVVVDVSQEDPEVQFNWYVDG
VEVHNAKTKPREEQFNSTYRVVSVLTVLHQDWLNGKEYKCKVSNKGLPSSIEKTIS
KAKGQPREPQVYTLPPSQEEMTKNQVSLTCLVKGFYPSDIAVEWESNGQPENNYK
TTPPVLDSDGSFFLYSRLTVDKSRWQEGNVFSCSVMHEALHNHYTQKSLSLSLGK

SEQ ID NO:50

AIQMTQSPSSLSASVGDRVTITCRASQGIRNDLGWYQQKPGKAPKLLIYAASSLQSG
VPSRFAGRGSGTDFTLTISSLQPEDFATYYCLQDFNYPWTFGQGTKVEIKRTVAAPS
VFIFPPSDEQLKSGTASVVCLLNNFYPREAKVQWKVDNALQSGNSQESVTEQDSKD
STYSLSSTLTLSKADYEKHKVYACEVTHQGLSSPVTKSFNRGEC
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