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2 % 42 [ A A 3 RS 7 1R S e R TR St . AMR VER NARBITAE Z G HIAN T8  AMA ZR GEAETH B I K
RGILTFZ S TR R, 40 2 ME JrE PR (HAMERGR SR O sy R E
BT, AL AMATE A U C1~CO ZFIE TR S, AR AR DG B B8 1 (age—related macular
FIAMASZ IR . AMAR G 3 /GRS  BA S degeneration, AMD) "™ | [ & 4 I IR M i 21 25 11 R
C1.C2.C4 2 5L Mixz (classical pathway, CP) | Jit (paroxysmal nocturnal hemoglobinuria, PNH) 7 |
WEEE R 2 52 A ¥ (mannose-binding lectin, MBL) #1181 1 %5 1l M4 JR 7 AiF 25 & 1iF (atypical haemolytic
22 F IR G2 5 1Y BE4E R & 12 (lectin pathway, uraemic syndrome, aHUS) "™ 145 Fl 5 /NBR B 4R (glo-
LP) F19# 77 [ - B (factor B, FB) . #877 [ -F D (factor ~ merulonephritis, GN)""% . H AT E A P [ AMA R
D,FD)%Z 51551 i& 1% (alternative pathway, AP), 4t C5 1l 7 Culizumab"” Fl Ravulizumab"' 3k it I
FHor AP BEFR A AMA SRR A O ER Gl b /Ml & T T SE RAIESM I aHUS EERE LG ) T PNH. {HIl IR
R, 5 K T AT A M A e RAE A S SE R BRI C5 il 7] B9 PNH A8 2% R BE ¢ 4= By

EEMEE MEE E-mail : xiefei0058@aliyun.com

. 22 .
(C)1994-2021 China Academic Journal Electronic Publishing House. All rights reserved. http://www.cnki.net



TR, A AMARGEPETT T B L ) i )

Iptacopan

AP BT AT v BE B I A8 A i I 4, AMA 2 R
AR ISIRATH A AE I AT 2 I R 5K

Iptacopan (HfF %& {5 LNP023 ) J& Hii 4= 145 42 il 24
A7) (Novartis AG, i #Eill 25 ) WF il 19 151> FB 4L fm) 410
il 700, TR TT #MA 3R 5852 AR SCHY B IERE N |, f 45
B PEERE A B % (immunoglobulin A nephropathy,
IgAN) . aHUS F1 ¥ ¥ /N 35Kk ' ¢ (membranous glo-
merulonephritis, MGN) . &5 9 i A1 21 11 151 A
FERTBAPEEAE , 2020 4F 10 H BRI 24 5 4 21 5y (Europe-
an Medicines Agency,EMA) 73 5l|#2 7 Iptacopan i 77
IgAN F L 25 B A% K if 97 C3 ' /i (C3 glo-
merulopathy,C3G) i LAE 2 M) %iks ", 20204F 12 H
2 & b 25 5 4 B )5 (Food and Drug Administra-
tion, FDA) 434l #% T Iptacopan i& 97 C3G A9 5 WL LF
PRI GRS FINATT PNH [ S e M 25 W ek . H AT,
W AE 25 B 4218 3 30 Iptacopan 14T PNH ,aHUS #il
IgAN S5 1) L3 Wk PR AIE S o 25 0BT X AMA R 52
S ARG R Y SCBRUK Bl R R HEA TR YT, JR I AR
FRIYT R, A B A R I R 1 3 DIl PR 5K o

1 BEAXER

Iptacopan J& ¥ £ i 25 BF il (9 &1 6t Rk AP 7853
FLRGHEREPE R FB /NG F ], E 2 TRYT 1gAN
I PNH 4535 JkMA 5 4552 2 149 JIE%E3 , Iptacopan
()53 T30 CoH,N,O, , Hifk 2 55K 2 LI 1

o
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1 Iptacopan k4254 5K
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Iptacopan it izt #1 ] FB 175 14 BHL W AP il A P
o FBIZ—MBREE (AR 22 A B A5 i , DA U =X

FEAE T LRI W29 3 wmol/L . FB &
WG AP IRAR I R, s 5 5 C3b 4G I
JE A FD 4 7 A —Fh & FB AL 3L (Bb) Y C3 #4 1k
it 52 4341 (C3bBb) , C3bBb £k £ 47 #] C3 LU=/ &
(1 C3b, DA X B A M R G0 3800 e 2047 18 R A
MY BT C3IMAZEERIER 77 R i 1% 1 C3b
RASAMA R F TR T BNk, 5 R /NERZ A8 S D)
RERUEE i — 205 | RAMA R G 32 BAHCE R

M SR R2EESE R | Iptacopan 5 A FB REMZ it
TR R M IS A, Iptacopan HIWRIERR 2 543 1 A< HY
M2 5k Ml 5 FB 22 % 2 4K 11 i 35 (serine protease do-
main, SPD) H (1) Asn220B fill i A1 Asp218A-NH JE i,
SV, A} Iptacopan MU T 5 THR 190 MEETE A
SUHE 311 FF ARUHE 4 By HISS7 R TYRO9 JE i /&
B HAET R AR (surface plasmon reso-
nance, SPR) 73T Iptacopan 5 A\ FB 455 1925 Fl1 11 Kd
fE}7.9 nm, FB 5 C3b%54 14 FD 24 M f & b L
SPD &£ i E MG R4k, T3 Iptacopan L e 45 & C3
5 C5 FA B AW h 0GPk FB AR, IR REAS 7R ALk
FEAME FB 3G PE" ", 7E 50% A 41l , Iptacopan Xi
FB 41 il (19 50% 10 ] ¥ £ (1C,,,) 16 2 (0. 010+0. 006)
pwmol/L"™ . [A]} Iptacopan X FB H A 1 BE BE 4% , Xt
FD JCIMI/E R , 76 100 wmol /L e R XF CP 5% LP %
TeMHIAER £ 10 pmol/L ¥R BEF X 3244 25 - iE |
Pt AR R BT AT R

3 YR NFE

TEL AR Bh 1 25, 2 R B 1T mg/kg 1Y
PR IR 2525 , Iptacopan HHEE WA I , 378 45 25
Ji 0. 5~1 hik gl Rk [ C,,=(573.3+138.7)
ng/mL],E W (3. 7+0. 2) h, BIFERE N (10. 9+
4.3)mL-min"' kg™ Iptacopan 448X} A= 9 K| R
62. 2%, ¢ W H B A R 4F 09 W i v A AR o 4R 5
ARO[ ol PR T I P 5 1 B K BRI Y 4
P A, e AR 12 2 3 o OB & KAk
(M) | T 525 7 265 008 12 1% 1k (M2) B8 Fk (M3) FiT g2 58
fE(M4)*,

1T 3991 TS 38 56 (NCT03439839) & B, Iptacopan
H G BA RAEFA YA EE 7632103 h 2R A2
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P AR PE T, B H 29K 200 mg, & H 2 X Iptacopan,
%5 29 X Iptacopan 93 C,, & 3500 ng/mL, 0~6 h
1) 245 4 v B2 — I [R] it 26 T AL 15 000 ng-h-mL™,
LA HIZ 0 20

4 lmREIAFER

TERSNEPE LR H B Iptacopan B NE] C3G i
I3 H e B L 5+ 5 1Y C3 244#% . 7E Iptacopan A1 FD
71 (1C,,=0. 006 wmol/L) AT HLBFFEHR , 2 Rl il 71
BI7E0. 15 wmol/L I A R BH W i s 15 FB #1575 C3
SEACREZKOT 1 BHIT AP BOTEHEDL T FD AR [RIAT,
Iptacopan HEE BH T PNH 35 CD59 [ PEL1 40 i 2
(19 C3 BRI 1E A% 1C, E24 0. 4 pmol/L™,

TE I 5 1 55 s 20 (lipopolysaccharide, LPS) 4
HE /N BRLAP B AR LPS U 3.5 h RS 24
Iptacopan 30 mg/kg, 5&4—F 3K H AP LG i 8 h,
X455 T T Iptacopan TEAR I AP 1 R 4F
FHE L

5 R PEZE KB T /N A AL L 20,60 Al
180 mg/kg %47 Iptacopan & H 21K, Iptacopan 7£ fit
AR A T AMAEE /NN Ba.C3d Al
C5a MK B RFEAIG . d8122 501, Iptacopan 2L
HFTEIGTT /NI RAE AR B R AR 2R
P o 5 FBHLRE/INRZEAL, Iptacopan BEMS 5T 4 FHIBTAH
PR LU AMASEG , T KRN A G5

16 A SPUA IR h K BMGN B | 75 50 175 5
[Fi] FisF 19 5 1 45 24 Iptacopan % &L T, 20 il 60 mg/kg
Iptacopan 7 i By 2 11 /R 5 I B A AR 2. 765
S BEE R 5 B Iptacopan 3697 1, BE 1% 7 R H
B JRE ) B b 3 M A . AT R
Iptacopan . 35 2 /55 5 AR 20 4005 Bl 27 553, W 3 e 55
B ZINBR I AR AR DCARRAE (AL B /IR | i e S R i 22 4t
), A 7 1k B N AR 7E Iptacopan iG YT IS
1 sl Py A EE B B /NER C3 BT . [AIE, Iptaco-
pan BEE A R SHLIKT B £ e AR 3K 20 2 150 2 B v 1Y
AP BT I BH 1 B /N sk g 1) 12 Ji , i R B XM MGN
HABEMRTMME. D LIGIRTTFR R ER , Ip-
tacopan i@ i il FB 1 ¥ , 47 2 LI AP 305 1B A1
TR Py C3 B AL K SF, % C3G Fl MGN 2595895 HLA T

TEIY R
5 IaR#FR

H HI £ % Iptacopan FFJi€ 7 Z2 51 11 /1 49 i K 12X
B LA HATT C3G L IgAN Rl PNH 283055 B A %ok
e Ve S A HG 2 2 58 i T AR5 L i AT
P 4 35 I I R G50 A 7 JT AT ep ) T i PR
g, ARG WER T,
5.1  ITHIGKRMR

— I Z bt JFRCh 2 R Y T PR g
(NCT03439839) 1Mt T Iptacopan A7 44t C5 Hiik
IRYT JE T ILTE BR A PNH 328 2 (i 3z 1 2510
Wah Iy 2F 2RCF ARG MY RREE T 10 Bl
Eculizumab 657 J5 758 1 1 PNH BN B AR IR 7R
18~80 % Z 1], 3454 H 2 K ]z 200 mg Iptacopan.
FRBL 5 Ryl I E 13 J B L R o AU (lactate de-
hydrogenase, LDH) 7K *F- T4 Iptacopan i ¥7 12 14: 5%
B IME N I ACR . FEIRIT S 13 A B
LDH ¥ 5 LA AR AR HF R 309. 2 U/L, BEALE ]
15 34%~81%, T4 BEH I LDH KT 1. 5AFIEH _LBR
(upper limits of normal, ULN) , IfiL £I. & (1 7K °F- T+ 5
31.9 g/L, HHA 8 191 /3 i 21 & 11 vk BE R o 120 g/L;
C3 UUAH & 25 0 2 (N R 47 B {H 20. 5% F [ =
0.18%) ,Bb J Btk & 2 1E K F ; R RHAY IR A
FECKuAMAE A (sC5b—9) W & it 1 #2451k . 3
45 T Al HE S Iptacopan AHOCHY A R F 44 (adverse
events,AEs) , 1A KAIGITAHOCHY ™ A R F44 (se-
rious adverse events,SAEs) . 7E Iptacopan % &5 HH[H]
T3 18 P 40 A 55 1 8 1 iy 2 9k BHL BT, 58 4 400 o 5%
i

J3—IiZ s R BEL T A ST A 1)
i PRI 5 (NCT03896152) ¥FEAl T Iptacopan 5245 i
J7 PNH B A &Mk 22 2 25 AR 2l J) 2 2 5%
S A LT RIGYT 12 A5 LDH T
60% 5 LDH X T~ ULN #8035 Lo il o FIr A7 5g 112 4
Iptacopan iGIT AU E (n=11) AR T F L5 bR
T B A B LT A L I, At BB R A7
B o HCAMIE A Py bR AR WA B, PNH U220 fifg
LU ) S 3 0, R WIS AN A5 B4 . 712

e 24 -

(C)1994-2021 China Academic Journal Electronic Publishing House. All rights reserved.

http://www.cnki.net



TR, A AMARGEPETT T B L ) i )

Iptacopan

JE VAT W) A& UL SAES, 2 491 £ 5 i T 2 S0 Sk
L 20 I /D RE B T2 IRIR YT o IR YT LR UL AES
FEHA (31%) MR HBAIE (15% ) i Bl 1 i 1l - v
(15%) W% (15% ) WH9E (15%) & (15% ) Fil_E 0T
MBI (15%) o BFFESE R K], 12 JH 1Y Iptacopan
HZIEYT B KPR 2 e e ek, R ZBUR#E 1)
(IEARAEY Q@ BV SERY/ S 1E

— T bR 2 L A B AR BE AL T I PR 3
(NCT03832114) 1A T Iptacopan 7 C3G & %
Z BRI C3CGE & BH MW7 RO & 2™,
FE A R 12 A PR AR U FEAH (urinary protein/
creatinine ratio, UPCR) 554k UPCR I LL R . 551~
384 H 2 Kk 10~100 mg Iptacopan, 5 4~12 J#
AN EE H 2 I IR 200 mg Iptacopan. 7 i 835 5¢ A%
HIT L 12 JA N UPCR 7K - 4R N B T 53% (P=
0.0035) , Horfr 5 i J & 7R Y7 12 Ji J5 il 2% C3 7K F-5¢
SIER . B H 2WIAIF 12 FB C3G B & A IR
B B H 2K iR 100~200 mg Iptacopan 677 R
£ RIT AR I SAEs., TR ZE R B, Iptacopan H
A R 2R Z k. teoh, 25998 sh 246
7% o, Al BB /D BR JE i % (estimated glomerular
filtration rate,eGFR) [ X} Iptacopan A% 4= £ 7% 7% JL
SPEA SO . WFIE SRR , 7 BIERF IR T IR T
Iptacopan K 4 Ji& 11 {1l FRAFSE (NCT03955445)

Kk 25 FAYT I C3G /4 eGFRAFLERIE , iIX R VI GE
K Iptacopan &7 B[] AT GE 23 40E 2 95 ik 12 e K i b5 '
DI 5 3 S

—IRREAL B 2R R RV AT AE
REPEBE I R (NCT03373461) PEAL T Ipta-
copan J& Y7 JER P IgAN A S R vk, i
FA5F T 1125 1IgAN SB35, BB HL 7 10 )22 S5 20 BA
[F] 57 5 1) Iptacopan JAYT 4L . 1 23 T A 2 SR VT A
Iptacopan I A7 90 d Ji UPCR REAKALN , I X
Iptacopan 4242 xRN 52 PR AT IF AL . 20 A 2
HR , Iptacopan fig =78 200 mg 43 H 2 KiA97 90 d
JEHR RIS 23%(P=0. 038) , 158 EELZLT .
5.2 IHAIGRR

AR 25 IEAE TR 2 TR X IgAN 2 1 ik %) T 49
I RAFSE . —IZrhuls BERL SR 2RI R P AT
1T 399 1i& B #F 5% (NCT04578834) J& Iptacopan i J7
IgAN 1Y SR I PRI , H: H A2 A Iptacopan 5%
TR LL, 7 D 1 1g AN BB B 11 PRV 1 g 10F Jrg
% 7 THI A SO R A ke, JRgl A 450 IR,
A5G 430 B 206 PR AL S UG AEIESE 1Y 1IgAN B2 (e GFR>
30 mL-min™'+1.73m™) 1 20 5 /™ & ' Ty g 451 3 2
(20 mL+min™-1. 73m™<eGFR<30 mL-min™+1.73m™) ,
ZIREe T 2021 4R 1 AJFR , U 2025 4F 1 H5E . fif
9% FEM S FE AR A, o o o Fe 25 25 94> H I

1 O EE IR Iptacopan I AR 56
HMH ZAR25) KRR B S E I & e AR/ aliny )] Tt 5e i ]

NCT03373461  Iptacopan Il 112 IgAN 2018452 A 202146 H
NCT03439839  Iptacopan Il 15 PNH 201844 A 202347 A
NCT03832114 Iptacopan I 27 GN 20194F2 H 202145 H
NCT03896152 Iptacopan I 13 PNH 20194F4 H 202243 H
NCT04154787  Iptacopan Rituximab I} 52 MGN 20194F10 H 202347 H
NCT03955445 Iptacopan I 27 C3G 20194F 10 H 202441 H
NCT04558918  Iptacopan.Eculizumab .Ravulizumab | 91 PNH 20214F1 H 202341 H
NCT04578834  Iptacopan | 450 IgAN 20214F1 H 202541 H
NCT04820530  Iptacopan I} 40 PNH 202146 H 202347 H
NCT04747613  Iptacopan I 167 PNH 202146 H 202646 H
NCT04817618  Iptacopan I} 68 C3G 202146 H 202348 H
NCT04889430  Iptacopan I 50 aHUS 202148 H 202441 H
NCT04557462 Iptacopan I 410 IgAN 20214F8 H 202841 H

TE - IgAN FR G ER L1 A B0 5 PNH 375 B R VR IR P M 21 85 1 R 5 GN 7R W /NIR B 4% 5 aHU'S 7R Al S0 I PR PR FEAES5-5 1E s MGN 2R

A S /NER S 48 5 C3G #7R C3 1/ ERg 5
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52 UPCR 1 Iptacopan BIY7 3% ; 4F BE 43 Hr 8 o XiF
L 244 H ip 55648 e GFR, 7E e & Hr b i 24 4~ H
N eGFR 72 1k (1 4F 1k 5 R 3 R WAL Iptacopan 6 J7
IgAN S BSR4k IR uE A k. o —
5 T 49911 PRATFFE (NCT04557462) FititF 2021 48 A
4, H B A S Al Iptacopan 1E £ 58 K I IR i 5
(CLNP023X2203 3, CLNP023A2301) i IgAN Z i #
HR 2 MR A2 1, 5 LA 6 S H IEA T 1 RSP A0 F
il AR IE Iptacopan MBI 7R LAM, 55 A2 5
B H B L7 |ptacopan FFEEATT HIMLS: , A 25
PAF EEar

A 3 TUER X PNH 38 I UF 9 T I PR 350 1 A
AT — IV LI RIS (NCT04820530)
FHFPEAL Iptacopan XA 32 #MAII I FIA Y (R
P C5 AMAANHI 5 ) PNH 2 A b fn e vk
IR SERFAEA R E Z B 40 6 PNH BB PR, 5
— TR AL 22 s TS R R R ORR 2 ) T
IR 55 (NCT04558918) 3 i Xt ki £ 1T 4L C5 #0 fil
#, PFAG Iptacopan 36 J7 PNH B3 194 S0 Fl: 4
PER IZF R BEMLEE R AR E KW 91 i3, 3
St C5 M RIETT 5 AT A E AR B B4R PNH A&
Ho W% B 2 RS RV
(NCT04747613) & #£ 1Al Iptacopan i £ 1A 22 4 14 |
Tiif 32 A A Rt 3o B 58 A T a8 TR ) PNH 32303
PEALARZLAT ] Iptacopan iRYT IALS,

— I Z ot A T M Y T I R A oY
(NCT04889430) & 7 PF-ili Iptacopan X A # 52 4 %b
PRIDHIFNIE T B aHUS BAF B E A o e e pE
WG RIFEZEL) 50 0] aHUS B4R 32 A 19 3=
PR PR IEHEAZ Iptacopan IR YT A B T AR AR il A M Tk
A8 58 4 2 ik ) N ES @ 43 He DL K Iptacopan #YY7
BORN AR

Ji—I Lty BEHL CE CEATAL R IR
#0399 11 PR B 28 (NCT04817618) ] T34 Iptaco-
pan iGI7 e K1k C3G B BIIT ORI 4 Pk, it
5T AL E 5 2R EE Iptacopan 797 )5 UPCR I
b (eGFR 3 DA K ik 31 B eGFR AT UPCR ¥FAf 1 & &
BEL s B B BRSNS E kT
B HETE A ZH Uk A, PPAL S e DG W s T 2
AU 2R, LSRR Iptacopan B9 A M .

6 /NG

AMA R G S H RS T DR A DS , A IgAN , 3
AR R NHEA, W RECE e =, F L EA
IT o B IERS AR, I T e B BB TS . Iptacopan H
A A R AL, T UCE o 30 ) FB 3% 4 BH I #h A
ARG AP BT TR TT A CH WG o Iptacopan B MR
ZAMAE T REAE i BB M AL e 4 G T v FB B L, il
HCRE 5 7 AR M P2 AT A% B AP Y30 | (] R A 355 R e
BE TN AN A MA 2 50 HoAth 2 43848 CP 5 LP A IE % 34
o A M PR 50 2008 A 01 3K Iptacopan 1697
PNH . aHUS 1 C3G i A7 &P #2242 1 | 5] ) £ %8
IgAN b KA HEHERIIG T J7: , Iptacopan A1 J1 H
55— AT AL 2% |gAN g 175 2F e 23 M 0y B0 )y 7k .
HE T 25 T TR 2023 4 0] FDA $2 52 15 4L 3 3k H
1# , Iptacopan A B W #MA 3R 4852 A B 1 A
BORTT FBOH# Y BTG R 2515 = fHfER
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