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[Abstract]

The role of the complement system in kidney disease has attracted attention in regard to
glomerulonephritis with hypocomplementemia, with a specific focus on nephritic factors. In recent years,
the concept of “C3 glomerulopathy (C3G)”, which is characterized by the dysregulation of complement
activation in its pathogenesis, has been proposed and widely accepted. Furthermore, the clinical
usefulness of anti-complement therapy has been demonstrated in the treatment of kidney disease.
Fundamental research on the complement system is necessary for a more thorough understanding of the
mechanism of renal injury, and the information gathered will contribute greatly to the development of

kidney disease treatment in clinical practice.
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C4BP, C4 binding protein
DAF, decay accelerating factor
CR1, complement receptor 1

C3 #nifif#3R (C3bBb. C3bBbP. C4b2a) & %L (& C5 Exifif#3R (C3bBbC3bP, C4b2aC3b) ZREL St

3 (C2HFDOREIZOVNTIIARXSE),



Cab2a HAEED HCHIAETH S CaNeF (X 2. C)
L RS L7 F U C3 convertase {EH]
A LER, S BICHIBERTZHIET 52 &Ik T
C3NeF & [AfRIC C3 DFifiyei& b4 L %
10~43) F/o A C3 A T2 Th < A C5
EORTRRDHLD Z LD 39 C5 convertase
T 5 C4b2a3b bLTENTHHDLEZLLND,
4], C4NeF (dyaH g Gt SR ERIA B & (acute
post streptococcal glomerulonephritis : APSGN)
V=T ZAERIER THE SN, T D%,
C3NeF & o [FIRFBEMER] 2 & o0 TURMH A MLAE 2 3
% MPGN JEFNIZIR N T H M STV 2D 323949,

Z 0 X 57 NeF (C3NeF, P-dependent C3NeF,
C4NeF) 23 Ffge 7 Bmfi AR MAE DJFIR & 72 5 Z &13
O TH DM, BRRAY LR TR BRI & o B
HEPEZOWTIERZIAMIC S TO RV RDBE,
BIRICBNT, ACHUATH D NeF OREAILEZH
)& L7 i RIEN G R L B 2 DN DD, FEER
(I TE 2 R TEAIDN A DN D Z L b T

% 45), 46)

[MPGN & C 3 &iE]

SRERIEE R IC BV T, — RIS BT R 722 18
EREARELEDEAHWLONTCEZ, £TOFT
MPGN (Z, A% ¥ U LMILOHEGE, A F 0L
T OB & RERIARER O JEESC B L 2 M L T
DEHBBNTL 049 L S TW5, — kM %) @
s, CRIFFREERIE, N7 7 nT A VEESCRE
JFIR . R — 7 2RI TR O ARk 2378
HHAL, R (BiErE) MPGN & L Caffian T
W5, —kME MPGN (2 BICEEBTHERSED O
ARk, TR IR, 2L CILRL, B4
dense deposit disease (DDD) (Z/¥E STV 5,

157

AT T DFEMAOLEWIINA T, T RTIEA
ks, 111 7 o Burkholder #i% TIIAE T &
Rz Tz, Strife & Anders HATIHILENEPA & 5
BiEMEICbEm DR AN 5 b0 L S, 11 (DDD)
TITEEENTEE D B L ORI LK, R~
BIZHILEWRHBND, 723, 1995 0 WHO 4y
FSUEIC XL Y T (DDD) 13— MPGN Cld72
SRBMHEBIMEST O TS, 20X 5 7%
MPGN OJRERIERE 0 72 254k & R RE FE R O B2 IR %
BT C R 2 R AT fE R & LT, C3 BE (C3
glomerulopathy) & VY9 #r7c 70 A S 91003815
Shark P ALVR—MELTRENDZE ER

<77,

B3 C3BEDRAHNEENRR
C3 BN BENDRIKIKREZRD D,

C3BIEIL, RERRICHIT D C3 Bl d 5 THEAL
PRI BB 2R ERIKE K TH Y w9 JFHIE LT
WHTRIEIC LV HES DN, REI7eT ) v
(IgG. IgA. IgM) iRy (Clg, C4) I,
BEMEE 72 1% 0~ 3+ ERIZ T 2 BefE LA E oo 7=
ZHoT C3 BWMEMARbDEINTND, 72720,
JEY A TR & U CHRIET DIEFISEIC BV TUE, RIE
D AR T D 1g6, TaM =0 Clq DL €3 & [



RIZBDOENDZ NG, BT LHZ D2 FEALO
FIENTE LW EITIR G2 & 2 /&I E < LEER
b5, C3DRERKILAE (K3) %, @%. #LC3c
KU 7 a—F AR E Ao TiTbi, C3 DiftE sy
fREEM T D C3b, 1C8b DILAE RIS D28, =
DPUETITHIE TE Wk D REH TH 5 C3dg
PELEHLTND Z L bR STV 25, C3 BIE
X, & 512DDD & C3& % (C3 glomerulonephritis)
CHEIND, ZHTEBEFTIRICESS DT,

DDD (AR O 5 FE -4 SR ) D WA RR U CHRUE
A, FNLSA MPGN T8, I &5 C3 &
RKELTRWSND, B TIEA 27 LM
. ENBEREMER . B DT A R R
DFFRGE OGS H D, F72. MGUS (monoclonal

B R

gammopathy of undetermined significance) % &
T 7T A URIES APSGN (2 F S 5 e
ES BT N = N = S/

glomerulonephritis : IRGN) Z #5352 L ERH 5

11),45),51)
o

( infection related

®2 CIEENREERH

BIzFEE
CHAFIEREE (~HESEEET)
HAF
| BF
MCP (CD46)
H®FE&ES /% (FHR1-5)
C RS (~EMETTE)
C3
B ®A¥F
Bk
NeF (C3 convertase)
H®F
B AF
C3b

NeF, nephritic factor
MCP, membrane cofactor protein
FHR, factor H-related
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