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Abstract

C3 glomerulopathy is a rare glomerular disease driven by dysregulation of the alternative comple-
ment pathway. Renal biopsy remains the diagnostic gold standard, and the shared pathological hall-
mark is dominant C3 deposition within the glomeruli. C3G exhibits marked heterogeneity in both
clinical manifestations and histopathological features. Inherited genetic variants and acquired au-
toantibodies are considered key pathogenic factors involved in the development of C3G. As under-
standing of its underlying mechanisms continues to advance, novel targeted therapeutic strategies
have emerged, and several complement inhibitors have already entered clinical practice, offering
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new prospects for the treatment of C3G.
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1. 5|

AMAE R G S G S N R AE R O BREIA TS, 1 B R AMA A S B R M REER B . C3 /NI
(C3 glomerulopathy, C3G)IHE-& T 2010 4£ 1 Fakhouri $2H1[1], 2013 4F [ bR 5 b2 A0 B J%: 905 B b 2=
L F IR — R e SOy — H L A 7O R B /NER C3 AR TTAR. D B e S BREE TR N &
BURHER S NERBR [2] o BREAEREFE CUESE, *MA S % A% KMl C3G KA S#RIIZ LI . ALETE
Xf C3G MIImAR R JHERAFAE . KA 1297 1 S Pl 5 45 77 TR AT 250
2. BATIRE

C3 B /INBRI 2 27 L B AMA A SR B /NBRI , R 22008 1/100 F3[3]-[5], HILZE R Wiz m T A .
C3G Al RAETARMERE, 78 ) LI A IS B2 W e i 73 0 0 9 % F 39 2 [6], TGl 22 5

WA FLBE N LT BUR Y I A AR ASRHIE, C3 B /NI AT 73 N BUE TR % (dense deposit disease,
DDD)F1 C3 B /NER'E 4 (C3 glomerulonephritis, C3GN) [2]. C3GN KK HAZEZ A DDD K 2~3 f%[5].
DDD £ W T JLE AT /A4E, 1 C3GN B8 W T RUAE B3, [RI AU M B AT REAF E MBI 22 5, DDD fEIE
PNFE A B o P9 B8 =1 [7] 8]

3. KT
3.1 BhERE

C3 B/NERIm M ENE R B = T R i, A RIREEME AR, fEEOA IR KR & i & 5 )
REUOR . Hmr A, ORERSEAIE. BRGAIE. RAaRMIR. 8T fREHIEEHREEA
PREGIAR AR, /D HE I n R PO R B /N BR Y R B TR MR IR - £ 20%~50% 1) &3 LA
LEEHERENR[8]-[10], 5 DDD AHLL, C3GN M L4 &AL LB B [11]. 2945 80%~90% ) &
2 tHILEE T IFR[10] [12] [13], AN[EBAFIEE ER ALK 214 2.5~4 g/d [8] [13] [14], 50%~80%H) &+
P IR, 49.4%~75%(1) 3 nl WLIIE #MA C3 BRK, TAMA C4 — M IEH, H DDD & #FH (K kMk
C3 IfihE 3 5 WL [11] o

JLE SR C3G 7R A FAFIE 2 5 ) LEE B3 B8 DL AMA C3 IMIUE B 5 & A e s ifi R [11],
T AAE 2 Wi 5 5 BB B eGFR R [4[15] .

AR LX) L#E A B 2 8] (e R R ILIRAFAE 22 5% . HAZ PO AR R, JLEEH L C3GN i I
(80.0%), FEARFAHINIEAR, B H M. SEREEAIE R L 4ELAE W, 2 Wi 20%47{E eGFR N &
[16]; TAE EPBE S [ B T, 2280 DL B 46 (58.6%) AP id it Fe MR B /N ER B 4 (20%) ki, it
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60.1%M B L2 eGFR E 4% 60 ml/min/1.73 m? LU, 21.7%M & JLFHTEIEBEMET, HArg )
Yo AR 52 AMA K I B A% 22 VA [17],  BRIRAE BT B0 AR Rk 1) 3t IXC DRI 0 4% A 52 B R RE S i 58 L) &%
HRA] S M SRS IR IT .

3.2. BRI

C3 B /NERIF I B AbR IR KT A WL, 5 R A9 AR 35095 728 AR 15 1436 43 AR I 5 77 AN R (acquired partial
lipodystrophy, APL) [2] [18]. HR 52 2 LL Bruch JIE B0 IR S8 e AF T AR (drusen-like deposits) f S
R, R CIRAER, BRI R AT R R (A 2 b RS BEBE A i Rk B A o
B, NI FEGATHEAL )28 [19],  ELHR S0 AR E W A5 B RS2 BARFEARAT, NI EEAT BB U5 [3]
[15]0 SRAGVEF A IR R AN BN DA b2 B S = R AR I B T R Do e e, 228 3R R, b &% I
BT, 5% C3 IME K C3 15 4 [KF+(C3 nephritic factor, C3Nef)HIEA %, #iA N5 C3Nef /S #hA
RS G BT AR 45405 0% o 3R AR 4 2 WL DDD B [20], #7R8 *MA S AT AT S 808 NERH5145
WA RES 55 Ah & NRUTRA AN g 7 2 24545 [21] -

4. & BREFRERYFAE

C3G HI'B R BRI A GBS, 8 FRMEHE, HeW S5 oM EE e, w7l
BRer I, Hoh BB R T TSR YUY . DDD 5 C3GN 43, HIWr o AR . i 4k 45 d uk
TR A AN SRR () ) LA DGR E

DDD [ #0 B) FEE MRFAE S . FiBE T B /NBR BRI IR B0 2 N o] WL SR . ek B 72 B 3
B SRIE R I DTAR ), W RIS CHHATRE” B CARRE Y, A A 14 BRI DX T LR B AT B B0
Wi[22]. JeBE T 5 WL TE A NG A PR B /NERES 28, BT L R SEIE A M L SR8 M B AN I P 1 AR 1 BB
EBYERAMERAR, W BE A AR . BARRE B SR BANRERIRE HE Qe
NRELLIENGGR, (E PAS Ge i BHIE NG, JFAE Masson Bt R R E A GLAIG R, G R EE BoR
C3 SRR, Hrh C3 I B /INSREL R v] RAGZAE . AIRERT R 204, 78 R XN 22 3 0 A A Sk
RAN(E) AV A BUE TR G v] 28 % i 2 e R J% B /NG B I E 4] [23]

L DDD AN[F], C3GN [HLFEUED) FBAL T RIBXFIN 2R, #0436 a7 WL b Bz e As, A0/ %R
FEEJEMEN, (HIE 5 A TE R DDD HREES: H¥—ManiRgit, 11 2 RINBOEIRA . BT EERIK. 77
AT RS ECH R AR B 2 ZFEM TR . C3GN TEEE NI ERIMNE N Z A, A S IR R
WL, AR RN, BAURAR . gRIEN AR BB EEG A RS NERE %, BERENEN
BREEAY . g s ERIFELL C3 VIR A E, FENMM T RMBLX, 5B 40 I BE TR i] ULURER B A OR PTAR
[2] [22].

JLE SRR C3G 7R BRI LIRAfE 25 . L B B R BEHE A« B H R 1 S B /N ) J 4T 4k Ak
AR [11], TN ARSI 525 5y AR AT 350 S PR A8 1 B 451 5 [ 15]

ILEER R AR AL A 7k — 5%, DDD 5 C3GN EVTRMIAL R FAFAE 2 5 o OGB4
JREHT BN, P B /NERN AT L C3. CFH Bz CFHR &4, {H DDD fh& A (MAE % 8 1 C5.
C6. C7. C8 Fl CO fyfnfai s, H#kJEHE 1 E (apolipoprotein E, ApoE) & & & % . ApoE %y 24k [ L5
YT IE DDD R /INBR R R RN fif) 52 B RE TR 5 BB P — B IR A6, TFE C3GN H 2
PEEAN 2 B WURDIR Y s S0AIERT 7T s, 35T ApoE 4efi[X 4 DDD 5 C3GN [ IEHiZRZ) A 80%, i
AIE N HEE Z A B Wibn B4, JCHAE A SR RS2 BRI B V8 £E N I ANME [24]

Mrtegi RLoh, LRI H ) C3G 4141545 %1 (C3G histologic index, C3G-HI) ] %t zh 4 518 P4k 7
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AHAT 3 R[8], COA Z OO HBEAT 17 AMNBIRIE, 2RI @ I vrr >4 I, BB IEAAE
BE TR, BB MM T R [14], 8 C3G-HI FJRERMCNHL IR A H TR . FN7EJLE
C3G KPRV, BROCIESGTENE LB A RS E B MR AR A, 30 0 FE A /)N 2 44 0 V) Jo 2T AL S5 18 ik
A5 K 25 R i s 7 e

5. &Ll

C3G A% LI BRI AE T M 55 i B W0E Bz SR, 5 SICRMACTE A0 1 73 2 G e A = A B IR
i, IR — D ik C3a/Cha M FIARERUK . C3b VR EE(E 8 % L & C5b-9 /- SN tats, w5l
FGEIGLE PN 7 4000 R R R o 9 55— R A B 2 2 AR [22] [25] [26], HokAEIEH 5 e RigR R = R G K
RAGHER ZAH K

51 FXRBEER

C3 B /MBI & — P 8 HIAMA R 2 2L R, RASNEERA S RIS WA, BB E L IR
R, DR LR DRI I 285 SR ) e A 4 S X R AL B AR DhfRe s S Im R R A R4 4
7

TEMAY B, SRS R R AR 1 5 Bl FIMA 55 B 0 A7 A DG S DR AR S 2 20 R kMR [
RS BAMETE TR A . EBRASIFIHF RN, 20 10%~25%(1) C3G 38 AT A& I 21 #MAAFH 2 3 K] 28 47 [ 8]
[9][12] [27], AHI&FE R = EALHE C3.CD46 #MA K ¥ H (complement factor H, CFH) . #MA& X -F | (complement
factor I, CFI). #M#&E-F B (complement factor B, CFB)FI#MAE T H #H 5% & A (complement factor H-related
protein, CFHR) X j%[9] [15], FLH L CFH/CFI ThREH L AR 5 [28], LA K C3/ICFB {1 RESRAS AR S fe
AREENE[29]

FIRME C3 /MBI LL C3GN KAy W, HistfL 5 209 CFHR R AR B Hk. R s 54857,
MR S H CPHR fili & 8 R4S FHR & H, Horb Bl CFHRS AH G S AR M. X2 i 2R A v
W9 FHR SR AR LS C3b M /NRR I ES &, IR+ PEFS Bt CFH 4% i) Factor H 3 (1) J&) 8
MR, SEAMEEARRRENEI, Wit C3G K AE[30] [31].

5.2. ERRFEBHEE

J5 RERAFIE R 3R 32 B 18 SRR P9 A AT RS HOAMAR 55 B A TR 1Y 8 0 1 BB R VO AR 55 BRI A2 1Y
H &5k, MITSEZE RS R . 20 35%~60%0) C3G M A EEr i AMA R (1) B B4k [12],
5 4%¢ K7 (nephritic factors, NeFs)# i\ v /& 331 C3G M FMA % B 42 2 i i iy UL I — 23R 15 v B & P i,
FEE I 45 G IR T AMA R A . AR T Y B N S B S ROR R AR F[32]. Horh
C3 B R 15 W, fF7E T 25%~80%I1) C3G 7% H1[33] [34], 7E DDD #& H1 A1k 70%, TfifE C3GN
BEPZN 30% [35]. Bk C3Nef &b, i al il ] C5 B % K7 (C5 nephritic factor, C5Nef) (10%~30%) [36]+
C4 'B % A -1-(C4 nephritic factor, C4Nef). #T CFH 3i4£&(5%~20%) [37]. #1 C3b $i/4(<10%)F14i CFB ik
(<10%) [38]-

HRI% C3G R IRHLH IR 78 1 AR T8 45, K29 10%~209% Fr1975 451 7T g U1 BR] - 35k (K] 5248, 115 K24 40%~80%
(R 1 U PR TR A5 B B G BRI [6] [8] [9] [36], — WA 2 i it FU R, £E 24 Bl b 5k A 5
W) EF A 13 BIF N A AE C3NeF FAME[I], 7R P Rl AL M AN J5 R IRAF L DR 36 m 8 B3 v [R] I A7 AE JF
HFEZ 5 k. FR, ARR &R LR ) BURILE AT e EAHE, XM ERES C3 YIARMAL. 2 &
O AR AMAIE B DL S 75 T B C5a AR I ik 52 A W25 K 5 2%[33] .

BRAMAR RIS H4h, DB C3G HBFHIE N &I SR ALEE B A e 1k . — TGN 52 5 C3 5
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ANERIF R % 52 AW S B A B /N BR T (Immune complex-mediated membranoproliferative glomer-
ulonephritis, IC-MPGN) & I FL iR, 4 BIAFTEAE K & IS R ARG, b 3 By e Bk B A
S, PRAAELE CANef, 51 1 BINRICAAERERE AN L IR EN . LR EF Y FER
A C3Nef i PE, FEFIHE C3. C5 41k C3d. C3bc. C3bBbP FlH] ¥4 C5b-9 (soluble C5b-9, sC5b-9)

e S I B AMA S RFIE, 7R CANef 5528 MR AR IR 1 S 5 72 A H0owi 1] v o] AR Ak 2 R K B[R DR 3=
[39].

MBI R EMAH L 2 Fi R, AREHBIERINESYS C3G MBI R E. IEIK FAH Y Ll 1)
C3G 3 i RIUAMKAME C3 (£ 40%~80%)F11(2K) SC5b-9 (2] 40%~60%, LA IR BN bR B T+ =i [12]
[36] [40]. 7£ 29 {74 == L2 C3G KHARETBAFIH, Fi> &)L C3NeF #FZ:fHPE, H ¥ S8 Me C3 3L
%, 1fi C3GN & L% DDD [¥] sC5b-9 7KV T iy, $7n HARIMAE BE M T NI 2, AR A 1 fMA 2k
PR AT BEIF A — S [41]. RN, 8IS/ NER RADIE 8RS A G A BOR ESE 2 41 C3G Hidika
PR AAEAE L AR M B BTG [24] [26] o {H BRI TE 56 BUBLAS TH (118 4% 2 L AMAE bR EX) B B G PiiirAs 5,
15 29 40%I1) C3G i3 Toik IR 2800 R 2 [6] [8] [40], XHERBRTEINLEISL, WA ReAAERR TS
ANERTGA S5 1) Jm) A MA R R BR R I BRI 3R . AREAT N BL R AT PRI AL S—, @Sr 2 bl
BENE A B ARR AL LE I REAS ZE, B84l C3. C3d/C3c. Bb. Ba. C3bBbP. Cb5a. SC5b-9 M JRAMAF Bt
HEBFIGKRE R KR, 0 EAMAIEIFE YT AT E S & fain B ol B, B EisaA2mEoL i
WONEVE AR AR AN/ % RNA IR Z ERveoess s, AT eMeEA.
TR SOTEAH M K P e R AH R 1515 5 A B /N ER N B S 8] 0 A s 6=, SRR . CNV/ZS
FAAZ S A A1 CFH-CFHR EEHERG I, SR kM GESE 1) I 3 %o 5 44 5 R # AN ARG A X IR AN 2 5 2800, A
FH 28 28 B A B I0AIE J53 350 MR TR 42 BB RH AR R MA iUk R 2R 11 96 2R [26] [42]-[45]

6. BHTSEAISHT

C3 B /NERIFE (2 B A B A . H AT A T RIS W B 2 1) ROt EoRaMA C3 B, Hil
JEH 1gA. 19G. 1IgM S H A BREE T > 2+; 2) MA C4 Jx Clq MItk: 3) FBEAE B R AI(E) REEIX
AL IR 4) I BRI HERR B4l C3 YRR G BN ERE %, HHe R RN 4608, H
By P ROGHIGR R IN[18] [23].

BRI IR BB R BRI, 0 SASIAMA LA B S P KA IR R, FZEAHE: 1) AMARAR TS
S~ AMARZY T E A AAMATEVESRIC YRR TN [42]: A S AMATE LS P (CHB0) . AMA 55 @ A2 1
(AP50). CFH ThAELL K C3. C4. C5. CD46. CFl. CFH. CFB. #f#% . C3d. C3c. Bb. sC5b-9. C3bBbP.
Cb5a, XELFRbrAa BT AW AMASRGS ISR AL S ARFE s 2) H B PRI II[34] [35] [42]: U1 C3Nef. C4Nef.
C5Nef. it CFH Hufk. #it CFB ik $T C3b Hufhk; 3) FEFEALMI[30] [46]: 41 C3. CD46. CFI. CFH.
CFB. CFHR1-5. DGKE %%,

Horf, @ B A O AR MA R DG HE ) B R I S AR BT C3G R B B PP N 45 [7] [47]. fi C3
1M C4 1EH R IGIR P 55 IR AR 0E 1 2 B W) 22 AE, (EIX — BB L T 20 508 8, R RI(E IE R M A
A IEH, WABEIE IR SN C3 B /NERG IS WT[25]. Ak, *MA R G S PR B0R T R e A i,
o KR AT [F) BN AR AE 2 P B S PR BH

UbAh, C3 B /NERIIE T 5 A B /INER B R AH S0, B EYSE B NERE % IR AN T
FEEE A5 1 1 /INER B 98 DA% 5 B0 o B e R R R 1 AH DR IR B [22]

C3GN I RFRIFIELAFAE 5 SRR R P 5 BN R R — e HE[2], 5&E 2 AA 8RN,
HAMA C3 B H 1 8~12 FIWWKE, BAKTUG LT 5 B RFETIE . B IhREF S N %, RHMA C3 IJE.
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I R () B o Y 2 R FR At 12 ), 2k R &8 R 1S 97 (end-stage renal disease, ESRD),
L FEMREE C3 B /NERI, FEAEShASBE VT SL A b SR B A2, 0 BRI R 4T R VA R [25] [48].

X 50 & LA EHik C3G i, RS T R G BR R ARG C3G, 5 Wi BE 22 R I 4 A=
FERAZ[37]. A FURIE, 50 % R LA b1 C3G i3 rfv i o b oy BR AR 11 75 A0 1] A 60%~80%, I i
T8 @ NFE[8] [49]. C3G-MIg & fe [l e rkr, HEHE 19G AU W, HUGZ IgM B K 1gA 7, 2%
e BV A BLH IL[S] [50], HoxtT 50 %5 LA B N B, B REAT B T P G i BREE ORI AT, LA IR R
ETHUK e ] e F K S i B R A, DAHERR 5 5e o 402 3R 8 A G C3G.

ST e BREE A DURVE BB R T RE, &) S EOLME W IRE N C3 B/NERE &, il £ 5 5 [ S e 3k
RAVIR B AL B NERE 4. X2 B AR S C3 B /INER'S 4 11 BB 2 0 B W) SR 85 55 2 I 1k
Je S D) F AT 19G A BE YL 3] [18] [48], LURAMRE .

7. 8T
HAl C3G ML — AN EIRIT R BT B E BB EAR. 6 IR EES). iE5
'TIhRE T, BUAIRIT &I EE U LA 7 H[18] .

7.1, MEZHIATT

T eGFR F25E 24h JREH <1g/d (AN 24 h JREH <0.59/d (JLE) T ETHEaH K S, B
JoNLLE T CFRBYT, BAERRER . PR, FER - i R 5K Z B 65 (ACE N B A Kk &
SZARFA I FI(ARB) /&35 il I e« 98/ 2R 1 PR RN B /N ER e R 453403 ) — 2R FH 24 16]

7.2. MER GG

XIFELRSFIRIT G 24 h JREEATS >500mg, BT UL m s e gk Fe KU, Bl vk s vh
R JOREH, EUCURE R M R A 1 B 22 25 T s (mycophenolate mofetil, MMF){E A4 46 5 2% il 5 %€
[6] [51].

BORAT: [ ot A BF 0 T ) W 5 22 B Y R VR T R R 2R 72 e IROR, 2000 12%~86% . IX Fh 72 3 1] R 5 4R R 4%
RUE UA—8 BB A SRR DARAME S i Fs L L R 7 A o, Hh | Sk FrE
HE G R AR, M AMAIE R R 5 BB MMF [N A R 2 (6] [51]. H—Mi+HFIHJLE L+
OF TR IR, FMARIER A S59E R MMF Y877 IS A AR TR R 22 5, $2m B Rl
AR 2 B HAMA T PR 7 5 SR Ul MMF 7 24[52]

[F AR, 4 MMF 897 IABIIGIREM G, BEFAEIEE SAERERE, PIRE RN
fEik 33%~50% [6] [25] [51] [53] [54]. AWHFERM, oo HAEMRE . BRI WLREIER AL H DDD
SR K MM JCS R )RERE H RS B 5 iaR Ja AT 3R A3 4 P BT R0 AT S8 L33k 31 56 4 G2 il
BFrb 2 BIFE R B AR P Ak, 1 52 14 5 R [55], $om KIMHERRIA T M 18 B mI RE X 4E R 22
BAHEEZE L.

X240 JREEE >29. 'BiEA R B SOEBCE DhREEHT ML M B E B, EIREREEG MMF
Bt b, 20N N HR JE B BR AN B A B PR B e ph e T, IR BUAT AMARE Y6 YT [18] [42].

UAFEAE A L SR BREE I I, A TG IR MR TS SRR, T RASARA T T T AE R SR A
WG R T R SO S B S BRER A, U R I I AT R (BR) S HI A T IR A I 2 % il
PLES 3 B A7 [22] [50]

7.3. IM3R7k
H A M sk = 5 i IR SCRFIE C3G R BECR A I 2% & e al i 22 v . BLA D B piiRigitx, T
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FAAERMAC R 15 2 1 5L R S (U CPH 8A2) B C3Nef PHPEI &, MRy VR n] i R AL 3R 25 [56] -

7.4.

*HMAFBRTTE

TRk, C3G MR YT O AL Gt G e i 1% 0 B [ fMACEE )RS HEVR Y7 [22] [42] [57] [58]. #hiGI7 A% Jsi
&, C3G Tk Nz simkMAANH] = SHHI B [43]. SAHIHI L AR BT eculizumab #HEL, EH T #Miss

HORAEY IR T B AT C3 R

iy

C3G Mz Com L AEFALH, iptacopan A1 pegcetacoplan

B 247 5 L B AMAEE [ 259 [59]-[61] . H B LAtk vHE FH T 11 AR B 2 8 I PAG SR 36 B B ) C3G A MAREE )
2 WA 1.

Table 1. Clinical application and research progress of complement-targeted therapies for C3G

% 1. C3G HMASEIZE OISR KL ST R

E2ik|

R TR AT

(Eculizumab)

(L TIREE

(Avacopan)

e
(Iptacopan)

Pegcetacoplan

Danicopan

HE R S

C5 Py fEPiiAk; il
Wb C5 241 hy
C5a/C5h, l#I& xR
EBRAELHE A
gD

C5aR1 #Hisl; i
C5a /-5 1 rh R4
JH 355 A TR0 98 R 2

¥ B /N1 4l
s BEBSS BEIRAT
C3 HALREIE LI
C3/C5 KR, J&T
I s A

C3/C3b Ml; 1
ZHAMEREIC A
FHIT C3 i Tl
PN Siiil
B

5 D /N1l

A BHIER - B £

fifE, S5 BE IR AR
C3 HALREIE i

IR 258 4%

[iciines

AR

mpilcy

BT A

mpid

REEIT RAESE

TEIBARZERT IE Kma 7] 22 514
N, X R AR H
A B 20 L P
SC5b-9 THmA £ AR IE 1L
W R B AR, (HE
WIFRER R, 18 kLR
R A R[59] [62]

ILEANRERE AR TRHF
IR [63]; (H
ACCOLADE IBIFEHLXUE B
FARIE B H TS L
HAR UPCR

F eGFR B34 2.3 [64]

IORIEFE B 12 JHE AR T
%4 45%. 12 N H T4
57%, J£ThE C3. FAfkim/
JR sC5b-9 [65] [66]; AP-
PEAR-C3G I A E7s 6
A HE AR EE T
[, 22 4Pk AT 252 [67]

T 48 AR QRIS
[%£)50.9%, eGFR FaxE
[68]; VALIANT HIHAHE 5544

A 12 % K VL1 C3G ¥,

26 Ji BB E BRI

BNk C3 iR, B S

EE L ANFIBRE SR
#1[69] [70]

PSRRI 7 557 Al 40 11K
FHRFREE, HH M2k
JERE BRI, &
FURFIE DhAESR A R, AH
S 7T C& 1 [71]-[73]
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7.4.1. $8[6 C5: {KEEZKSBH

e PEER BT (eculizumab) 2 BE h) # A 28 A 414> C5 IO NJEAL B e B B, R i 5 FH T C3G 1)
MEBE 2582 — . HoEid Bk C5 4%y Cha A1 C5h, HEMMEIEI E S K, Wb *MEA S 140
Mt s, 7T MMF GBS R SR 6 YT O R 5 C3G B . IMEATT AR, X T B gk A1E
SV BE M O (B H PRI R IR R I I P 3 AR ) L 1 R PR R M S B e P R ) R T
REE % 3K 72 [25] [41], 1H SC5b-9 /K-F-FFANGE B AR Ay 4 W P Bk B oy bR it [25] . SRt st s,
e ML R C3G KIS IR, JTRAAE I BAMAZE R, B H A= REEA . KA TS S =
FFHAE C3G i) vz B [43] [59]-

e TR A1 R R (10 2 S R P R BRI T I R U R i I 8 % S8R T ) R v T N, WO
FE A B TT W™ b 6 T I 4 5% R TR W M, JRAEVR T A1l AP A= Z ki [31] [59] [61].

7.4.2. $[6] Cha 324 : PR AT

BT £% 7] ¥ (avacopan) & —Ff Ik C5aR1 ##ifl, HAETTE C3G HAEdE A IR B4 R HA—. —Hi
C3GN &) LIEFEZ B A PRIEYT 5, JREE . JRECUUEFHE B2 TR, BRIEH MMF JEIA 2 48 F5 52 7
[63]. {HAE—IRANN 57 F & HIBENL BUE « 2B BTG R FE b, A S50 G 20 1 4 212 7
Iy ) L T, BAE SR N, WREASVEAG VR4 o JREE E/JULET LEAF (urinary protein-to-creatinine ratio,
UPCR) & eGFR S5k B 2% i IR0 035 72 s G MR AR 1 R ZK PR (B10) 2 4k eGFR i W] RETE TR ZZ 18 1
PRk R 7 T A — e eIk A5 [64] . (RItk, BB BEBIAR AT PEAE C3G w1 B FHAMELAT) 75 B8 2 Wt it — D 0o
E[43].

7.4.3. BEEF B: FEAF

PP ] 2F (iptacopan) A& — R EE [ fMA R 7 B 19 11 BRGUET vy #MACHI I 77, wl a1 5% B & 2 AH ¢ C3 #%
AT 7% P S BT 5 252 C5 FE AL T R, AT 00 e A 55 5% 0 20 11 S R

PRI PEIRTT C3G A A BRI AL I PR 7235 o th R AP 97 200 e Ak [74] . ZEIDII PR
Forf, B RIEEIRYT 12 J8 S AR B R AR T I 45%, TRYT 12 AN H TR AR TR 57%,
eGFR #HXJ T34 43 6.83 ml/min/1.73 m2, H.IfE C3 /KFREF . MK K&IR sCob-9 &3 T F£[65].
Mmxf PR fE 2R H) C3G B, it b KW il f2 e eGFR. k> B /Nek C3 UIRURIAE RS HE
YIThREEAL[66]. — TN 74 Bl C3G B B I I RIF T 2o, 6 S IFVEIT 4 24 /M UPCR %
LR R I% 30.2%, 1 R4 24 /N UPCR 3k 2k ETH 7.6%, H BRI 321 B 17

HRj% A 2L E T 2025 453543 FDA. EMA. CFDA #t#eH T s\ C3G & #[67] [75].

7.4.4. ¥ C3: Pegcetacoplan

Pegcetacoplan J2 —Fh#t ] C3 ()5 T 45 2y AMASDHIF), FEZA/EH T C3 LHE B C3b, LARH
1F: C3 g, BRI TR, @ P W = 2 A MAIE B 7E C3 X — L [FI OCH Y i B ZLRasuE, M
MRFEAMEN S B B4

TEIAIG R FC 1, pegeetacoplan Y97 48 JH 5, AI{# C3G i -F¥HE HIREIELL T I 50.9%, J+im
MiF#MA C3, H VY eGFR SATRFFAZE[68]. —IIAIA 124 ] 12 % K& DA L1 C3G =i IC-MPGN %
(Ferh 44% 975 /D 4E) 8 110 I R 98 27k, pegeetacoplan Y697 26 i G 7E /D 2 R . 4ERE I ThRsRa e
AR AMA C3 YRR T AR T B AE, HARRIAS R4 X [69] [70], XA RERCAT A4 KA C3G
(1) E SR (R T AR

A 3 BIARIZEZY ¥ )L 2 C3G/IC-MPGN Jiffil4% %2 pegceetacoplan V597 FIMEMER TR R, AT 5T
GIN T MR TR B R LR A AR AR 2R AMAE BSR4 1% C3G LA IC-MPGN [1] C3G Ak 1)
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B, 555K pegeetacoplan 4RI 7E VAT Ja MG P C3 VAL, FHmLid#MA C3 K. B AEAIK.
JFsE eGFR [76]. MMi—I4NN 5 BIKIE: 2R & MMF 697 V347 B R AT MEBi s C3G LI E
JPE A 5T AR — D IGHIE T pegcetacoplan Y724 77]. 53 1451 9 & MV M C3GN Y3 # 7EH: 5% pegcetacoplan
WITIE, T 1A WEHBL0GG C3 PuE T & Al UPCR IR N4, 34NH Pis & asimdln, 6 MHE
B IE R RN BN A R AMA C3 PIAE RTIRAR[78], $E/RIX 3 T FUs R KA EA R F4E, it
7~ pegeetacoplan 7EXETE BB L VE ) LB C3G W BRI AT 5, #t— P RKF(E)LE C3G H HHIH
W7 C3 4 1) £ A Je it B ELATL ) %o 1k

H Al Pegcetacoplan C\# FDA #t#ftH 7697 12 % X LA L1 C3G 8¢ IC-MPGN &3, AR REAIR
[43].

7.4.5. $E[EFEF D: Danicopan

Danicopan »&—# 1 lx CFD #il7), @it 4s5& K1 D, FHIEET B2k, ] C3 HBFRIER, FH
W R MA S5 B IR AR G [71] . H2&, —TER X C3G 81 IC-MPGN 35 11 2 #IlE PR 7L (NCT03459443) %
danicopan B e i i FEARKMA S5 B AR TS E, (H T FL M 259R BERBEOR, M DAZERF 78 4 B RRSE A 4
i, WEARIT BORB BN T, HETAHCHTE 7t 2 &k [72] [73].

75. BBtE

B E C3G ARMBFHMEESRIGT 7, HBMEEERER, v EEEMBHEYKIEE.
BEAERT 7T IR I8 C3G B R 5 B K R 410N 60%~86%, H1 47 & K I [H] 22 76 B 4 i 12~28 > H [12] [79] [80],
H. DDD FilJ5 S %[25], AR RFIEKEI, 1M eGFR [T B4 5 HHL[80].

5 E SRR RGOS BEFFRME C3 /K. C3Nef/C5Nef B+ H HisBH .
BIERAEAERT AT B i RE PR g A AE B p e S e BR AR 1 IE , TR AR S A HE [ 23] [81].
Ik, C3G BHEATE BN NEEH Y, ARFTHE VE B AMEA AT T, A5t ST M 7™ 25 (1 B
[82] [83].

W P E A R HUE 2 — H A IR RIS R, eI RS B R R B U 2 R, W
I AR B R AR, (R e P e i Bt O nT B3R C3G Bk, IR 5 Il & o
PR ML PR B RE ) Dy Re S 38 I e P 4G, W B R AT R A B TR A, IE45 & IF 1 EM 174l 5 K [83] [84]
2 HOW M 5 52 R0 91 1993 B DA 9% R P R I AR M /N BRSO =, RIS A 5 I 25 ER G B e 0 1) A A
AR AR TT[22].

H R TR ARG R B TR FR T SR = gt — = .. BUAIEHE R MMF BCE 08 R R e R
HELJE SR BT RS G R, ANMEAS R B IE$E 7 eculizumab 753/ AEERFERAMA R A . Bt H BHF
PUAABE P 0 ) L3 B3 v vl st 2 (R AR AR B ThAE[79] [81], (ELEARST ROHEAKEE , Mt — B IR IR AL
TM—TigAN 20 5] C3G/IC-MPGN &)L £ vl JLE JA A i on, BAE)G 5 N E K F 11k 55%,
5 MY R T E T XL, B IC R Tl M 2 ¥R 7 13 F eculizumab, 35 2R S B G &t [82],
IXHRIR LR AMABELIT S g 7E C3G B S A 8 Hh K3k i T2 PR, BIRR I M A MACHE 1) 254 5 H B2 FH - C3G
B E R EE.

8. il

C3G BTG AR, £ 30%~50%H1 A it 70%H) )L B alfEfii2 )5 10 A 3EE AN ESRD
[22]. Wi C3G ## ESRD K AR i vl ik 50%, B 48 7 3K ft i Al ik 32% [85]. — %A A C3GN
(175t F DDD [13] [16] [86] [87], {HEZAAEAPAFIREFE RN, S5 CIGN M3 B HEim B G sh M 14 5
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w1, 1 DDD B g 8, W ke Dy ESRD (XU I o gu it 2 58] .

DAETRERY, ARAUSHEREECR: RFER >16%. FiFmiiE. AR >39/24h, KA
FEAMAE. eGFR NP, {KAMA C3 ILfE. 7 IMLIE sC5b-9 /K°F. C3Nef PHE. B im A4S HH 20 o 12/ 2T 4 4 ity
PEB A RTE R B /INERBEAL . e B (9 /N S 40 AN (] R 27 44 [11] [13] [22] [23] [85] [86]. 4L 4= [H
BB, 1E2) 46%I1) B LAFAE SRS B PR, 2 9% LIFEAMAR N FE R ERIME ST, A5
My L S K C3/CA JKPIIAR IR 5 ESRD MSZAHSE, 2 [RIZK 4 M Hp ME— ST (AN BTG TR 22 0T 46
B > 50038 H AR TE R [12] . 11— 49N 165 5] C3G &3 1) H 4 E MR F B om (b 42% 4 )L ),
FRAEENR . eGFR < 60 ml/min/1.73 m? JkMAsBE PR 5 0 850 1448 S b5 3k e 22 ESRD WU ARG, “ IR
C3/i5 sC5b-9” Fl “fik C3/1F % sC5b-9” WFI AEMAR EWMNAH A TSR B = T ETUE, (BT H 7
JLEFE R AT . AR C3/sC5b-9 414 Tl exd MAS A 442 R fE =X, fE i N &g, ik C3/% sC5b-
O T MBI A= 5 AR R B S N R AN ARG A, TR C3/1E R sC5h-9 BRIE %, C3/% sChb-9 i3 T i W H
PRI Rl B TR 5 98 5 B 35 22 W IR &5 = [88] .« T 4F 3K, [ C3 A1 sC5b-9 41, (K7 H #H5%E5 1 5 (factor H-related
protein 5, FHR-5) 78 i A1 A 7E 1 TG 43 2 b, (H FHR-5 R HLA #RVE RS A 58 A W, i 7 E— 2D
FUGIIE[89] -

AR, HE R BIBN AL IZ Wi SR C3G K HAL J5 i) B B AR 2 i [85]. — T4 371 #i C3G
8¢ IC-MPGN . ()9 [HEAF 27, 12W7)5 0~12 1 H UPCR T 5] ESRD RS FEREE DIAHOC, JoH
12 /™ A B UPCR < 100 mg/mmol # K 1] ESRD JXU: i 35 P4 [90]. #E0t3EAl |, 2026 4F Delphi &5 41
i 6 MHEAR TR >50% 0 AR A IGIRE LEIT IR, 24h JREEE <1 g/d (8<0.5 g/d)
HEIFK L R, FK, EARNYS eGFR. HEE BIER4E R, B /NEREMA C3 JIRAL — i Li &
fti2[44] [45].

9. B&

C3 B /NERIRAE I AR R IR ERRAAE SR T SN 5 T IR B W S 5 o v, W2 (O i A 3 T
FEPRSE C3 ' /INBIS 1 28 I DA 15 T Bk 2 T VPt e e PR AT BE SR Ab 3 7 45 A B 3 5 AR 5 2
P58 #EATZR 5 0 M. C3G VAT & b A% 48 G 2 410 1 32 25 e [7) M A L R RS #E VBT, iptacopan A1
pegcetacoplan AN 24 il B B AT SEHIAMASE I 259 . SR, Anfe) G SE W] SE R AR VOhR S8 2 DLVEAR 7 2%
Moy ETE AR RS HEE FERL RVR T J7 58 T TBTs B IR RS AL e SR AT R AR SR iR 5 5% (7
7] o
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