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Abstract

Podocytopathies refer to kidney diseases that lead to proteinuria due to direct or indirect podocyte
injury. Many scholars at home and abroad have found that the complement system is related to po-
docyte injury, and complement factor H (CFH) and complement factor H-related protein 1 (CFHR1)
are plasma proteins that play an important regulatory role in the activation of the complement al-
ternative pathway. The pathogenesis of CFHR1 in podocytopathies is still unclear. Current research
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has found that the inflammatory response mediated by the complement alternative pathway may
play a key role, and CFHR1 is an important regulatory substance in the activation process of the com-
plement alternative pathway. This article summarizes the role of CFHR1 in podocytopathies, aiming
to provide reference value for the diagnosis and treatment of related podocyte diseases.
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1. 5|15

JE 4 {3595 (podocytopathies) /& T L4 B3R 422 1) 2 4t M4 19 3 508 0 R ) B R, 2 A 468 Jmy e 1
B AL P B ZINBRIE (focal segmental glomerular sclerosis, FSGS), [, HHUNGAS, R B9 KRG
PR R &1,

FEl Ah 5 2 (R 4 I B N 2238 (2 DRSS 2 AL F 08, A4iisifh G, ?ﬁﬂﬂjfjﬂﬂ Eﬂ/a\ 5
HipitE R, A0 MREE AN B RIERD fE, BNk IR B BRI 5 G R =R E R (2] (3] [4]. B A4
258 RUAME RS 5 R A RE A A DG . FMAE R G002 26 R S i B 24 it 7). %Aﬁiﬁ'ﬂfﬁ%lﬁ%&
G E RN . AME RS 20 2R ARRF IR ERE AR, HENGRA T EA LR, BARE

g R IBR[5]. HAtMEAR F H Z 252 BN /M2 .

2. #MEEF H fY2E R FaThaE

AMAR T H (LLRETFRA pIH) R — P S ISR, I S s, tn] i 2 Fhdn i 258
JRERERIL, AR AR A A R A I /NRORA R 7R T T A S . s HOR R
FEZ1°8 500 pg/ml, AHPR AL RIS R AR, HARUIE BT BETE 116~562 ng/ml 2 18], K7 H & 7 &
gtz C3 Fe#lig(C3b, BB)MIHIR, P71 4 K C3b ZRANKIE M5H B 1 [6].

*MARF H (complement factor H, CFH) X 4MAKF H #H5<E H 1 (complement factor H related 1,
CFHRI) & #Ma B A o fE iR A ER IR B E . ot CFH ERMATE Ak F b A 4 40|
B, T CFHRI Wil 564145 & CFH R IREC A0 CFH B0 DIRE[7]. CFHRI ZAMAR T H AHSC
EAFGER N —MEON, HPREE R BT ARGk 1932 B — MR AR X BN [8]. 4 MAE R
GRBOEN 2 EARENE AR E S, B C3 HALEEA C5 (L. CFHRI 1’F77%le§ﬁﬂ%fﬁ, pliiBuN
i C3 FEALBER CS FEALBEM A BFITE 4, Yesg Cab F CSb /E &R FITNEE[9]. Kerjaschki 55 A7E
Heyman ' #AER R0 7RI, FMA R GEHIH0E LA SAMA LR 74 C5b-9 HITE R, 2 5 B0 40 i 1 A 2
HIRTE B ZL R [10] [11] [12]o ASC CFHR 1 75 #2852 4 M o A E AT 2808, DUIXSAE 5% 2 4
MO 2 W Aa T 2 B0 E

3. #MAEF H BXER 1 5B EREmIXEK
3.1. JFA BRI M FRBLRATE

e #8314 PR 5 45 & 11 (atypical, non-diarrhea-associated hemolytic uremic syndrome, a HUS) a
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KRz 5 45

HUS A& — 80 %% WL B T ifin/INARCZE B I (0 AR08 B v 2 B 7 5 1 A 1) — B IR 28 B4, 8 R AE T LEE RN
AR, FARFIE A AR L P 9 L /ISR ks R 2k B A 4 o W FEIE S CFH AT CFHR1 &K 4 5 R4 . CFHR 1
RS a HUS BIRIEHLEIE 5<[13]. 2009 ££ Dragon-Durey 25 AWF 7t & ¥, CFHRI o2k di Al i
IR B 25 6 fE 1) 5y S K [14] . 2013 4F Byler 5 AR I — 07 A S B 5 1 JR 25 25 & 1 J38 7R A7 1E
CFHR1/CFH g &3 E[15]. XHF a HUS B, T CFH #:F R, {F5MIFE T CFH /K% T Ek
AHETHRERR, DT EIE A A e MA B AR R MBS, I8 R INERIE SR I J 2 4R i [ 16].

3.2. RRMRMEHRAMN)

B, NATTE IR JFA PR AL B (IMN) IR AW TE, 30— B8 7 AMAEGE, 2R C5b-9
(177 A A AL 20 A5 05 A R /N BRI A rR ) R BRI (171 [18] [19]

R R PR A Y9 (DN A S8 A TN B3 £33 A ) DL DR 22— 5 240 o5 8 I ol N P 4 A R 5 A
() 25%KE A4, HITERRFEA RS mE[15]. IMN FEURHILEITIA 280,  HMA R SRt B B0
FEUC BB N AR AL BB T1[20] EAMA RS DRI =FiE@ie T, BHE RIS
BN NS IMN BIAIR LA G . AMA H 7 (FH) A R G055 g 22 10 2 247 ) 4 8 1, wTEL
i3 2 Ay AR gs 55 R A A IR o Lindsay 5 AWFFCA L, RNV VEGF AT LU & 2 40 &
IRAMA H AT, IR H 7R MASS B E AT € I [21]. RIS AMA H 7547 8 S
TR T AMEH BIHREA 1~5, X —REATSIME H BT RR 2 A4k 4s &, AT H
PR S5 AR e AR DO RE TR BERRAMA S5 d e 1T 1k [22]

3.3.1gA Bi®

Ig A 'BJ#(Ig A nephropathy, Ig AN) Ig AN JZ45 B /MK RE X DL IgA B¢ IgA FIRUN T, e A
fib B e BR TR FAE B /N ER R X URR IR R R M B /N BRI (23] [24] 0 Follm R S SR AEPE PR ML R B R
MpR, FIPEAAREFEEE S IR, 65 B mT DA 0™ e iR B B ThRE A 4. R E TG 2 ARk e W
I JEUR MR ANER Y 4, R BIRARIIE TR EEFE K —. B 2N — 2 &R, H
KM AR, {2 Ig AN B3 1 —/ N EZRERAEAE B /NG Z A9, H sk = A1 1g
Al BEEX 5 O-FESEALI Ig G B S PUARM C3 41ik[25]. KEMILCEUESE, 7F AP 3 FrMiBS
wAE, AMEREBAURR AR RIRIEAE Ig AN BIRIRHLHEI R R EAER, *MAEZ Ig AN KA RK
JE 1) EEHLHI[26]. Gharavi 55 ANXTRRINE 1 IgA B B35 AT T &5 RSB 0, B A R I
CFHR1/CFHR3 [R5 TgA "B IR A R IR R 2R [27] . 152 H 8T 0] 5 S AMA B RIS R HE 1
Ul AR B IE R, AR — PR,

4. lREE

AEYHRRIA B R S e A B, P AR R, R R RN B NEREE L . BB AMA R G245 L A5,
IR AR, SR MBS, I RIRYT, KO8 B IR S AR . WIS T R AR
FIAMA KA SR ER 55, FTRES N B IR 5 OB iR T 4L Ao X 2 2 A3 D LR N HIE 78 LA B 1) 1] A2 4
MR ARAE B /NER I AL R IR, KON B /NER R K V6 4 e R B R 5

&E 3k
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