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C3nephritic factor (LI NeF){EF#/FI1z> %, in vitro T C3bBbizix+ 3 K EILIER &
BH Iz L 2%IENDZ I H %, £& LT properdin (LIFP) & DB THEL, NeF o) in vivoizk
FARERBLHLSPIIT B EEME L

(K & :

(1ML @ R A20% K VIREXL =M% 77— VL2 0% IEFHAME (LF NHS) & LW,
NeF B¢ i% 1 31§ partial lipodystrophy (LIF PLD) %\%‘M)ﬁmutmﬂ%&mwm (2)#h
KR4y : alternative pathway (LIF A.P.) Ro#WiAEATH 5P, B, D, C3, C5 L UHK%R
DHIMERATH 3 /H, C3b-INA|E, Ffge bMEE 2 3MFE L OBEHL 2L 0EFERL -2, (3)
ﬁf’ﬁﬁiﬁﬁﬁ‘lﬁ@‘fﬂﬂﬁ :intermediate cell, AR5 reagent AV THIE L 7=, (4)NeFiFEDHE]
E L KEE  Mg-EGTA 7 FC/A&EIME & NHS £37C, 304Kk, CI3EMEMARIET S 2 &
12& 0 NeF i A ER L 72, £/ PLD 8FMIE LY NeF2 KB L 72, (5)ZX FEH D kinetics : GVB
TIOfE AR L - 1512 zymosan % 0.5mg/ml DEGTHMZIICTRIGE &, —EREH Z & 12
LRk EE0 L, wE(ZX)% DGVB tikiffttzhiz C3 -1 Cs 2RI #, ZDAIELD
BEL%THELLTZX O C3F/1: CoOMMRIEMEL L/,

(B #&)

[I] PLD3ERIO MiE#AE & NeFiEfs : f i #4M(CHS0) IdNHSD21.2%, 19.0%, 47.3% & &
<, C3BMIGMEAMDMIF S 1ZBANE L EME (NHSDL0%LLTF) %R L 7o NeF iEHEIZ35 & &
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BEERL, Z0OERIIARBMERD [8G HHEIEFEL, F2BfEk Y YHRMER(EA) ko C3bBb
AEENT B H CREREMNT 2EREIE 72K B LA 572,
[I] NeF 0 {eRHRE
1) EA ko C3bBb izxt¥ 3 NeF mfEf : NeF |3 P & [Fl#%i dose-dependent % C3bBbZELfE
AR L%, Po C3bBb i3t 2% E/LfEMIE, C3bBbizPrAH 2FERICEA X #TYH, —&
MR & h7- C3bBb1zgH ¥ fER & 4T HRH 12 &> TiiEI % %1372, —7 NeF ¢ C3bBb
2xt T AEEERIZP BN SH M52 1312< <, —EHM S h C3bBbNeF 32 <1z
BHIZH L THRETH - 72,
2) ZX iz w135 NeF OfER : NHS |2 zymosan # RS & 472 & & I2eh 3 ZX 0 C3H k&
U CSHRIEMEI, IMiE & zymosan & O KIGEER 5% 5 ~100 T &(Tmas) & 2 0, RS A
B 3E B IIHRBIERIETY 5, —5 PLD iz & 5 ZX RO Tmax (34305 LB 1,
Z2DEEHEL, 12 COHMIBEHIELEL -, LA LRGHIEROZTE ZX OEEIR
FEALETLAA 57 7 NeF %412 72 NHS % zymosan Iz K5 X #7254 % PLD Mg %
FAWTERL - ZX LERRIC, EE L ZX O RO 51z,
3) ##H(fluid phase) IZ¥1} 3 NeF{EH ©
a) C3, B, DRRB&EE52Z &2k VRS /Wi C3bBb st+ 5 NeF £ 213 P o
ZEAERE LUz ZET AH OB %, RIGHEFO C3OBMIEENMET2EEREIZLT
Hat L7, EA £y C3bBb 124 LT & [FI, NeF 3P izH# L T\ C3bBb O&E(LAL 4%
5, %7-NeF 2k 5 C3bBb nEEILIEMIZ AH 2 X 28322 1112< &, —ERRs -
C3bBbNeF 13 & <1z H Iztt L TEETH - 720

b) MiERIZFAET 2 plasmin 2 CORELBRINT 2 BHT, EEMEFOHN1/100ELED P,
B, D, #H, C3b-INA B LU C32EULRAMEMAVT NeF OfER&#METL 7z, NeF 13
dose-dependent |z C3bBb 2 & b+ 21 %454, % 7- kinetics # 82 &, NHS iz NeF %
MZITCTRIGS &7 & % LW 3 LA % sigmoid curve #Hi% 2 »°5 C3 2 RiE(L L7, L
HBAWICE 512 C5 %M 237C, 120 R & £/ #%, NeF 412 2 KIGHRTiE C3 EIMIEN
OB EETT 2128 22b 53, CONBMBEBRNETIZILALBEDSN LT,

& 3 ’

(1) NeF fgt:o» PLD BFMED#HEE TIECHSMIEE AR L, #EKS TIE C3EMBEED HH
ELCETLT WA, BEMIEDO NeF 1213 A. PR C3 convertase TH 3 C3bBb na %%
BT 5ERE2 AL 07,

(2) EALZF/=i2zymosan kIZIRK x17C3bBb iaxtl, NeFZPichkERl TigWwkE/LERZ LS,
Z0O NeF 0 C3bBb izt ¥ 2L ELEMIEP LIZR LY, BHOMZESZIHI2L VI LA bh 57,

3) WHIZHWT, T2LLHEML 2 WAEREALAVWARIBRZTY, NeF (3P 1z i L C3bBb
NEEMNMMERE L 5, 72 NeF iz k> TEELE N CIDBb iz AH I L TEETH - 70

(4) EI#ATIE NeF 12k 2 C3bBb X E/MERMIZEVKEL C3H LV C5 3Rt 4 > C3bBb
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HXU C3bnBb PR & 3 4%, HFHTIZNeF PFEEL T C5HMRiFEML#> C3bnBb 12
mEhiz{ wz bbb ol

RXOETRENES

C3 nephritic factor #* A\ 1 & 1 3 partial lipodystrophy #E», HHOIMEHAG (T4b
L C3EMIIE L WEMEZRT A, CHERIXIERETH3) 2R TDix, C3 nephritic factorizk
ZWHTOMER, + % b bHFTIE C3 nephritic factor |2 £ W EES C3HEIEM 2> C3bBb
AR ENBH, C5AMIEELHED C3bnBb BB E NI VI LIZEEE ) LM HIC
LiBmT, R@XIIHifEs 2 REBOS N5,
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