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FIBTZH B, A HEAMA A B C1~CO ZRATT R B QAR IR AR DG B B2 P (age—related macular
FIAMASZIRSEY . AMARGA 3 R EIG RIS  BA S degeneration, AMD) ™ | [ & 1 e IR M i 21 25 1 IR
C1.C2.C4 2 5 & Mik1z (classical pathway,CP). i (paroxysmal nocturnal hemoglobinuria, PNH) "' |
Wit R 2 2 A9 (mannose—binding lectin, MBL) fl I 8L A9 3% 1fil ¥ JR 35 JiEE 25 & 1F (atypical haemolytic
22 AR E F 2 5 1 BEE R & 12 (lectin pathway, uraemic syndrome, aHUS) ™ F14- Ff 5 /R 1 4 (glo-
LP) #1315 K+ B (factor B, FB) .#795 [A - D (factor ~ merulonephritis, GN)""45 . HHij T A7 W 50 [n] kMA 5
D,FD)% 2 5155 #1542 (alternative pathway, AP), 45 C5 5 Culizumab'' F1 Ravulizumab™ ' kit |-
FHorb AP BEFR A AMA I B TEOR B Gl B /Nl A B T IERIESR B0 aHUS CEREALIE ) A PNH, (B R
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AP B AT AR v B2 9 1078 A I R4 A MASZ 2R
A IHIRATIAFAE RE ARts I PR K o

Iptacopan (B & {5 LNP023 ) J& % - i HE 1l 2
23w} (Novartis AG, it i 25 ) fF il 449 ¥ 4~ FB #E [i 17
il 580, TR Y7 RMA FR G832 RAHOC I B IS0 |, A 45
B EEREE 1 A 59 (immunoglobulin A nephropathy,
IgAN) . aHUS #1445 /N BK B % (membranous glo-
merulonephritis, MGN) . BT 99 i A 723 A1 11 1916
GBI MR , 2020 4F 10 H B 24 it 31L5) (Europe-
an Medicines Agency,EMA)43Jll#2 T Iptacopan 697
IgAN 19 JIJL 25 B A% K if 97 C3 ' /i (C3 glo-
merulopathy,C3G) IR 25 M EHE ", 2020 4F 12 1
5 [E & A 25 54 B R (Food and Drug Administra-
tion, FDA) 735 4% ¥ Iptacopan /Y7 C3G [ 5 UL LR}
PRI GRS FIVETT PNH I S B ME25 0 BEA% . HAT,
i A2 25 2 418 J5 3l Iptacopan i 97 PNH .aHUS #I
IgAN 2555 1 I3 PRAF 5 . %25 0B RAMA R &8
32 FORH R ) S B BIR 5l PR R HEAT IR YT, R IR AL
ARSI, A B A DR L 20 1) 3 Ui PR 5K

1 EAXER

Iptacopan s i#i 4 il 245 BIF il (14 51 X+ A AP 2 &%
H st ry FB /N Tl 71, £ TR YT IgAN
I PNH S595 K AMA F 4832 200 ' JIEPS |, Iptacopan
19737200 CH,G N, O, HAb 24k UL 1,

(0]
HO
‘. o._ -
T
4 o~
N
H

B 1 Iptacopan B fb=45 k42X

2 {ERWLH

Iptacopan i it 11 i FB {if 14 BHLWr AP 5 KA 24 k2
R FBIE—F R F RERE 22 MR A H i, LA P 5

AT IMEAPEA D R EEZ R 3 wmol/L ', FB )&
WOE AP IRAR Y EE I, A 5 5 C3b 455, B
J5 Bk FD 46 7= A —Fh & FB AL 3 (Bb) 1 C3 #:4k
it 52 411 (C3bBb) , C3bBb 4k £ 1) #) C3 A= A= H £
f9 C3b , DT Xof B AN A 28 48 900 A 309 B R AR
MY T C3MAZEHIEA , 77 A K C3b
LR v #MA PR IO T B/ ask , 5 RS B /N R &5 48 B2 3
RERY AR | 25 | R AMA R Ge 32 SR B

B H SR AT R, Iptacopan 5 A FB REWZ iF
1T R II 254, Iptacopan FURIE FF 2 57 i 4% H
iz L 141 5 FB 22 % R 45 1 1§ B (serine protease do-
main, SPD) H1(1%) Asn220B fill £ Fl Asp218A—-NH JE 1,
ZUHE, [A] I Iptacopan MW EUE 15 THR190 MIHEIE 1k
SR, M| R S0 (5 4 £ HIS5 7 R TYRO9 JE I /1N
B A RIS T AIR (surface plasmon reso-
nance, SPR) 5 ¥ Iptacopan 5 A FB 454 i1 3% #1 11 Kd
H07.9 nm. FB Y5 C3b 254 I 9k FD 24 i i #2 vh H:
SPD &A= i F ML A8k, T3 Iptacopan L 4E45 & C3
B C5 FeAtMig G b TS R FB VAL I RBIS TR (IR
BEAM S FB G FE 50% A4 ML, Iptacopan X}
FB 1 il 1) 50% 31 il ¥ & (1C,,,) {E. 4 (0. 010+0. 006)
pmol/L™ . [A]Hf Iptacopan %f FB B4 i B £, X
FD JCHmfEH , 76 100 wmol /L& FE %} CP ol LP 37
TCAHIER 76 10 wmol/L ¥ B X A2 4 | 88 718 3l
AR D e T i R

3 YRz NE

TEL AR B 1 2 s, &R B 1 mg/kg 1Y
B TR 25 24 , \ptacopan THGHE W AL , I 7E 25 24
J7 0. 5~1 hik Bl R ik E [ C,,=(573.3+138.7)
ng/mL],E 8K (3. 70, 2) h, BB %K (10. 9=
4.3)mL-min""-kg™'. Iptacopan 4 A= ) F N
62. 2%, # W H B A R 4 1Y 0 i v F AR a4
AR TR A R B FH ik A A R Rl 1 4
P s A, 0 HARR 12 43 i O— i & B4k
(M) T 2 7 7 Ml T T2 £k (M2) LAk (M3) Rl R
fh(M4),

I 3711 PR L 56 (NCT03439839) % | Iptacopan
H 5 BA R A EE  7E 3218038 th B AR L2y

e 23 .



19k 10
20214F10 A

IR IRIT Ak
Clinical Medication Journal

Vol.19, No.10
October, 2021

YA B, A H 27k 200 mg, & H 2 ¥K Iptacopan,
%5 29 X Iptacopan - C,.. 4 3500 ng/mL,0~6 h
() 245 1y v 8 — ) (] il 26 F T AR R 15 000 ng+hemL™,
LR W20 20 hY

4 IEFRETHR

TERINEPESZES B Iptacopan B INE] C3G B
IV HRE AR BH I 55 ) C3 %4#% . 7E Iptacopan Fl FD
17 (1C,,=0. 006 wmol/L) Hy% FLfFFE b, 2 A7)
FILE0. 15 pmol/L A7 S BT 1 5 {H FB Al i 72 C3
S ALBEAY- E BT AP BTEPEDL T FD IR, TRl
Iptacopan BEHE FHIKT PNH £ # CD59 FHE 21 41 g 2 i
(4 C3 YR 1L, 1C, 4 0. 4 wmol/L'™

7N v 7 5 Bg 2 B (lipopolysaccharide, LPS) #)
HER /N AP B AL LPS IS 3.5 h FIRZAZY
Iptacopan 30 mg/kg, 5e 4 —ELM I o AP FLE HL 8 h,
X4 R SE 2 F I T Iptacopan 7E R ST AP (1) KL &
PHETE

TE F AR XGRS 5/ AR A, 120,60 il
180 mg/kg 4T Iptacopan & H 21K Iptacopan 7£ it
AR X b ] T AMAREE , /NERUA N Ba.C3d il
CSa 7K1 R, 1212253 1R M, Iptacopan
LIRS /NN SERE AN ML = AR 20
%o 5 FB BRGNS, Iptacopan AES 5E 4 BT G
PERLH LU B AMASHG , IS KRN A T 8

e H B PR LR h K B MGN R TS 9615 S
[) Bt 9 B 4 45 2) |ptacopan & L T, 20 fi1 60 mg/kg
Iptacopan 7E By 4 [ /R 77 i BAT R D8, AE 5
S B R 5 ffH Iptacopan i@ 97 I, fEE 37 BV RH
1E R JR [ B Jp 2 MOt A . LU AT R
Iptacopan i 35 2 i B A 2 200 B 2E By, 0 3 IR S
B /INER o 28 A DG RRAE (AL A5 B /INBR | 35 I A fif] 2 4
IR, I A B IR B /NE AR PE L TE Iptacopan IG YT IS
1Bl AOULE 2 B /NER C3 AR . [AlE, Iptaco-
pan RE % A RS WT B B AR 5K 2 2l Py A 50 U i
AP T - BE LR B 7Nk s 1) 12 Ji , 3xX R W H X MGN
HA BRI ME. UL EIRRATIFR 4SS R 2R, 1p-
tacopan i 2 #1 FB I 1 , A5 2 BH W AP S5 IR A%
RN C3 e AL KF- , % C3G I MGN 259505 HL A7 T

5 IaR#FR

H i &t X Iptacopan 1 J& 17 22 1 11 /1 8 1l R i
B LIVEAG HAIATT C3G  IgAN FIl PNH 25505 (1 A 5ok
M2 A Ve A4S 2 0 58 )y 11l R e | kAT
R 4 0 13 I AR 3K 56 RN 7 30T 4 v iy T i AR i
5, BARTE L LR 1,
5.1 ITHARKRFR

— I Z vt JFOhR 2 B2 Y T U R i g
(NCT03439839) 1t T Iptacopan A7 44t C5 Hiik
RIS G BR A PNH B2k 32 1 25 1%
Wl 2 ZGRCE IR R AR S T 10 2
Eculizumab 3557 5 547 ¥ 1 PNH BN 3, AR R 7
18~80 % Z[H], & & H 2 )X M ]k 200 mg Iptacopan.
F2BEL S Ry e 13 JE LR I U (lactate de-
hydrogenase, LDH) 7K F- 1Al Iptacopan 35 J7 12 14 5%
BA LA I LA R o TEVRIT SR 13 A, R E
LDH ¥ J8 S REZRAEAR LR 309. 2 U/L, AR LA
5 34%~81%, I BE I LDH KT 1. 5AFIEH LR
(upper limits of normal, ULN) , Ifil £1 & [ 7K ¥t &
31.9 g/L, - 8 il B il 21 8 iR B8 i 120 g/Ls
C3 YT I 2 0 2> ( A FE LR P 218 20.5% T FE 2
0.18%) ,Bb Jy Btk &2 2 1E % /KK 5 R B iG 97 1 A
FECRmAMEE G W (sC5b-9) W FE Y % 221k, 3
B T A BE S Iptacopan AHOCHY A R Fi 44 (adverse
events, AEs) , I&A K AIGIT A OCH ™ B A R FH A4 (se-
rious adverse events,SAEs) . fE Iptacopan % &% ] [H]
Ty e M R0 AR 55 [ 1% 1 G 2 9k BHL T, o7 4 40 i 5% %
i

Ty —WZ vt JFRC AL R FEL AT Y 1
Ilfi A3 % (NCT03896152) ¥4 T Iptacopan #2434
57 PNH 1A &0PE 22 e 25 WA sl 1 2 2l sl
2 AR ) LT RIBYT 12 A5 LDH TR
60% uf, LDH ik T ULN A8 L] o By S 12 4
Iptacopan {637 BB (n=11) 34385 T E2L5 . BR
T B B AT SRR L1 A B b, At B R A7
B o A A= Py bn AR A B, PNH AU 2 i
Ll 5] S 25 388, A I A5 P A I 3445 B0 . FE 12
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JAIG ST I IA A UL SAEs, 2 161 J 35 1™ 8 Sk 0 S vk
7 240 0 /D E BRI 2 1R VR YT o IR YT 4R UL Y AEs
23R (31%) JEFRANIE (15% ) 1L §3 14 4 1R 1l - o
(15%) WZHK (15% ) IR (15%) L4 (15% ) Fl_E I
W B R (15%) o I 45 B, 12 Ji Y Iptacopan
BBy T BA RAFRI I 2 A2 et RZBURF 1)
MELHR KPP R A G

— TG bR 2 P BA SR BE AL T B DR K
(NCT03832114) A T Iptacopan 7£ C3G & # 14
Z W MM A C3G L B FH TR & 2L
FEEL R 12 JA I PR EE U G AH Curinary protein/
creatinine ratio, UPCR) 5%k UPCR 1y LL %, 55 1~
3% H 2K E R 10~100 mg Iptacopan, 55 4~12 J#
M RE H 2 K F1 Al 200 mg Iptacopan. 7 il i # 58 1%,
YT, 12 JA N UPCR K F 8 1K F B T 53% (P=
0.0035) , Hrr 5 il #3697 12 JiJ5 1L 3% C3 /K-F5¢
IR . B H 2WIAIT 12 AR C3G B & 1 R
/b B H 2 IR 100~200 mg Iptacopan JA77 3R ik
FE LRI AR I SAEs, AF5E45 R IR | Iptacopan B
A RUFH PRI 2% . ok, 2506 sh ) 2= aif
FE R Al B /N Bk 8 i 3 (estimated glomerular
filtration rate, eGFR) B Ik X} Iptacopan 4 4> & 2 #5 L
PR WSS, 7 BB T IR T
Iptacopan K47 Ji& I il R B/ 58 (NCT03955445) ,

K3k 25 JHIRYT I C3G A eGFRIFEARE , X R W AE
K Iptacopan i Y7 I 18] ] fE 23 SiE 22 95 1 )& S 1By
Difg g,

—IRREAL B L IR R E AT dliE
REPEBEH I R 3 (NCT03373461) PEA T Ipta-
copan JA 7 i & M IgAN I A v Fie 2P il
RS T 11261 1gAN B3, 9l Bl HL 23 Be 21 22 S 2 5 A
[ 351 2 119 Iptacopan iR AL A BT A9 28 SR PEA
Iptacopan I 5H1IGYY 90 d Ji UPCR RSN , FFXt
Iptacopan Y& 4 PEAN 32 PEBEATITAL o TP 0 A el
HAEIR , Iptacopan fie i fl i 200 mg A H 2 369790 d
JEHER RN 23%(P=0. 038) , ik 3| EELZLH
5.2 [IHIGKRHAR

VR 25 1E 76T 2 T0UER X 1g AN & 7 HiE £ TIT 4
s RIFIE . —IZ bl BEHL SR LRI R P47
I 39 1if5 IR #F 58 (NCT04578834) J& Iptacopan A J7
IgAN (1) S I PR IS , 2 H A2 PFAT Iptacopan 5%
FEGRAH L, 78I AV IgAN FR 3 2 DR sl R i e
V5% 7 1T PO AR RS Ak SRR A 450 B R
A4 430 B 221G R A SR Ak S 19 1IgAN B (e GFR>
30 mL-min™+1.73m™) 1 20 {51 /™ 5 ' T e 45 1 &
(20 mL+-min™"+ 1. 73m™<eGFR<30 mL-min™'-1.73m™) .
IR T 2021421 AJFLG, BT 2025451 A5En. it
S8 F LM SRR, I o0 drad % 4 2 9 4 H I

F1 OB RNETT R Iptacopan i PRI
W ZA ) IR Be 2 B & e iR Lot it 5e i 18]

NCT03373461 Iptacopan I 112 IgAN 201842 H 202146 H
NCT03439839 Iptacopan I 15 PNH 20184F4 H 202347 H
NCT03832114 Iptacopan I 27 GN 201942 H 20214F5H
NCT03896152 Iptacopan I 13 PNH 201944 H 202243 H
NCT04154787  Iptacopan .Rituximab I 52 MGN 2019410 H 20234E7 H
NCT03955445  Iptacopan I 27 C3G 20194E10 H 202441 H
NCT04558918  Iptacopan.Eculizumab .Ravulizumab I 91 PNH 20214F1 H 202341 H
NCT04578834  Iptacopan I 450 IgAN 202141 H 202541 H
NCT04820530  Iptacopan il| 40 PNH 202146 H 202347
NCT04747613 Iptacopan I 167 PNH 202146 H 202646 H
NCT04817618 Iptacopan 11| 68 C3G 202146 H 202348 H
NCT04889430 Iptacopan 11| 50 aHUS 202148 H 202441 H
NCT04557462 Iptacopan i1 410 IgAN 202148 H 20284F1H

T IgAN R S BREE 11 A B s PNH 203 4 2 PERE AR 1002158 11 AR s GN 2R B /INER Y 8 5 aHUS Fn AR LR I PR PR BEAE 2555 1iF s MGN 7R

T /NER ' 48 5 C3G 3R C3 B /N 5
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5328 UPCR P Iptacopan BIF7 3% s 4F B 2 Hr i i X
Fb 244~ A i} 5364k e GFR, 7E 5 & M i i 24 4 A
N eGFR 72 £k (9 4F £k 5 R 2 R WF A Iptacopan ¥ J7
IgAN B T RO 2 2 IR I R Y7k, i —
T L3I FRAFSE (NCT04557462) Tiit T 2021 4F 8 H
TEUf, H H A 2 Al Iptacopan 7 B 58 1l I PRI 56
(CLNP023X2203 5, CLNP023A2301) i IgAN Z ik #
TR e RN Sz 3 HAF 6 4 A #4171 IR0
i LABRIE Iptacopan AU RL7 . BLAh 58 S
() BB HE 63257 Iptacopan FFEERT T ML , LB 25
HAF LT,

A 3 TUER X PNH 3 W UE A A I R G560 1 7
AT — IV I KI5 (NCT04820530)
FF AN Iptacopan X AR 32 o #MASD 5 iATT (B 45
Pt C5 AMAIN 7)) PNH 235 1043 R0 F e 4k
ISR AE AR [ K (1) 40 61 PNH S E TR IF R . 55
— TR 22 s I RO IR TR 2 14 T I
PR 55 (NCT04558918 ) 3 it it b E2 1T 4T C5 # fil
#I , PEA Iptacopan 3497 PNH H 2 1078 S0 Fn 22 42
PE2 PR RENLIERE R B AR E K0 91 R,
St C5 IRNA TT I AT A AR R 0 LA PNH 8
Ho WU HE 2L RS R
(NCT04747613) B #£ 1Al Iptacopan 1 22 4 1 |
i SZ P AN v, 5T 2 58 i 1T 3 A PNH 3230
PEULLRELfH ] IptacopaniGIT IALE .

— W Z vty BT M 0y T I I R BF 5
(NCT04889430) & 7E 1Tl Iptacopan X A #2227 1 #b
PRI HIRNE ST 1 aHUS BUAF B8 A e v
I RIFEZEL) 50 4] aHUS BUAE 2, P4 0 3=
BRI R 12 Iptacopan 1R YT 1Y B Th AR AR 1A PR
ILAE995 50 4 G2 A i N B A 43 L LA Iptacopan #YY7
BOFN & TN .

g —IZ sy (BEAL OBUE AT AL TR G
4 T390 1 B F 52 (NCT04817618) F T 3£l Iptaco-
pan JGT S R M C3G A BT ORI 2 LD . %t
I8 B AE0fE 5 LR A L Iptacopan i J& UPCR I,
> eGFR M3 LU K ik 5 i eGFR Al UPCRITAG 19 E &
B R 28 5 R L. WSS R XT BT A & 5 3 kT
B AR T A2 SR A, DAL S e 9O RO iR T ry 4
BURHF I, DISCRF Iptacopan AT RUME

6 NG

HMA R G 5 H RS R AR DG, W IgAN, 3
P A AR YN NN o G = i8S I R v TR )
I ECE NERS AR, I T g S BUL FIE TS Iptacopan B
A 2B A AL, 1 U o 30 FB 3% 14 BH T b A
FG0 AP BOE  NITIRIT A PN o Iptacopan R4
ZACTE T R HE R B MO S 45 A 1 v FB B 2,
HCRE A% 7E AR A RA BELIT AP 30 | [m] s 7 3 PR
N AR AMA 22 G5 HoAh 2 442 CP 5 LP A9 1E i
o A Ml KI5 5 A 1 32 +F Iptacopan 1697
PNH . aHUS #1 C3G Ay A7 &5 P 22 4 e, [R] I £ %
IgAN & KA HEHERIIG T 72, Iptacopan A W& 1 BH
BN AT AR IgAN P 17 12F e BB M (B0 a1y 7 vk . i
A 28 TR AR 2023 4F 5] FDA $:2 52 15 41t 1 )W 3IE H
1# , Iptacopan A 2 i h #MA 2 48 32 240 G99 A
ROAYT FBOT DL B AT R 25 B = iR
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