mizPoMBEEELCRKFBREZOBRNERICHT 55

<y 7 vrERRENLH

B &

S R MR IR R 25, BEERRRSMT
BLUONV—72BLER, MEOHERPELD
HREBLVRROERBICERSERIZHEE, ME
BERMOET A2 B L URRIBRIRBEII2C &

&GS T3, Lirl, MERMEMEOE,

BARMsBEEBOTERELEN, BEIZoH
BEOREATVEDD, H5VEEREBEENT
A5l X BFRIN T 300, BRICBWNT
EHFTHB, £/, MFEBEHESEEDOTFRO
LE, EEREOP, £ETHOTMHEIORIEROTE
HAEDBEL T EOPRDPRELEDE, &
biT, MEMEMAER VLT RIRERBFIC
CaHiTEE L TOAERNL, £8MicidRBE N
WEREE DO ISR E LD U TV B AJREME
LRI N D, #-T, MEPICHEEELEF
DELET L0 EPRET 5 T L IZERNICERSR
WEEZ, FFiT Csd Csc ~D conversion %38
ZHREESIXEE (Clarke and Freeman Z )
KTHET S Eicky, OFEPOBEEEIHE
FORBOBERNERIC OV TRIEET» 7
7] &

HAOKI SDHEIEL, BEIME% native
IoiREE, BEMBLEEMBELEEBES L 37°C
304} preincubation L 723REE, HEFMFE &L EHM
HEAERIES L EGTA - Mg™ B#&H T 37°C 30
43 preincubation U 7-iK%EE, BKU 56°C 3043 &
EELL - BENBLEFMNBLSRBESL,
37°C 304> preincubation L 7REEDZNEND
RIGMEX k@4 5 Lick b, MAEERECRT

MR,

SuliRlse, AEHERE, ) Dm%?
Er/NERmEBET R ERRE  EkE—

O, BIATEMAL pathway DBREZEBLU C3NeF
EHOBRBERAAT,

w B’

1. EEmMFOXERIZOVT (BEE1, 2)

ERMED native 2k 8% BE 1 0 LB
R"Y, Cy DILDHED NS, EFMEE 4.0mg
/ml DF A =V VIBKRESERSL,37°CT2 4,
54%, 204& preincubation LIXEIL 726 D% T
BTRT, Cs OHEEOBEHAIIC, 2%D CiD
FNT Cac DUKENME DS 5 N, conversion D
R Cic DREBOLDE S, HidZOHEIC
THES4 B T EMER 1,

EEIMmBD 37°C 304> preincubation U 7-{REE,
EGTA » Mg* #¢3047 preincubation L 723iKEE
DENFNOHRE B AEBHE2 ICRY, 37°C 304
preincubation ¢4 Z LI LD EEMBES PR
5 Csc ~D conversion BEE S h, 5
EGTA » Mg™ hThEHFOEMBEL 5 2 & H
5, EEIMES native IHIREETIIFAHE LA

FRELELIZWAS, 37°C 3053®D incubation i€ &
b, 'DBISHS alternative pathway 2L CHi
{RIEA LD U5 T DR SN,

2. partial lipodystrophy ZEl
(#&1, BEE3, 4
partial lipodystrophy % 2 UIfl¥& C; EAEIC
{5 <, not detectable 73FFGEIEARFR{A MAE DAEF
(R1) T, BEBREMEBIE diffuse prolife-
rative G.N. mild~ moderate T& » 7z, AEHI
O native "SIREEDMBEORE B HEE 3 O LR

RSN B, Cs DIXBBEROT »ICED o,
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C; DELKBREE S/, KEFOMmAEEFE
EMEA*EEEA L, 37°C 3047 preincubation
B C; DEREBEIHBRITRENS, Cs® Csc
D 573 conversion DSF ¥ LN 5, TEIIA
EFOMEE EEME+*S8]ES L, EGTA -
Mg* ##F T, 37°C 304 preincubation L Csc
D conversion ZBEL-bDTH5B, Ca™ D
FELIDOREBICB VT Cs ORIEDDS Cac &

BH1

R MFE O XEMER

conversion SNADHBEDLNS, 2F 0, KE
FloMET O Cs iEPELE T3 alternative path-
way ZTEHALT 5 C LB AN S,

B L R oM & EEMEEESL,
37°C 3047 preincubation HKE L7-b DA+ BEE
4ITRT, Csc BSukBYS N, AEF D Cs FEMAL
T3 CsNeF EMHEAR/ 5 LR &N B,
&, [|—4 ¥ 7D CIC I3 Cig-binding assay #
T59 ug/ml THY, 7O GEMEKME I3
LTWw3,

BR? EXOFOXHE

IEEMiED 37°C, 304 preincubation D& &
EGTA « Mg*™ T 37°C, 304} preincubation #®D
e

LB ERIMAED native S kENE

T IEFEMEE 4.0mg/dl DF 4 T
YBBRAEEREAL, 37°C 24, 5
4, 20453 & preincubation Mk
B}

3. BHEEEHERBREBAESN (BES5, 6)

MPGN EFIT C; 10 mg/dl LT D (& #5511
@ native 7SIMEDKEBIZ, Cs ST ITHE)
INb, FEFOMBE & EFEMME% 37°C 304
preincuvation Lik#EI3 5 &, Cy @ Csc ~D con-
version BEIE X, F—4 7D CIC it 38.6
pg/ml ERFEREEERL oo KEFOMAEE E
HMELAEBESAL, EGTA -+ Mg+t 37°C 30
41 preincubation Lik&d % &, BRSO _FEEIC
RE X ST, Ca* DFHELZVIREBICB VT Cac
~D conversion BHER I 5, FERIKER D
MEEH o UHEBHLL, EFMELSRES
L 37°C 3043 preincubation L7z & DT, Cic~
@ conversion 11 LA LR S it v, LILE,
AREF DIMIETIZIE C3NeF & 128 - /2, alterna-
tive pathway Z/EH L S B 5 CiEMALERF0E
5T EHBAT,
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&1 partial lipodystrophy FESIDERFKER

_Case 2(T.A), born in 1874, M.

1981 1982 1983
MAR MAY SEP JAN MAR JUR JAN JuL
Serum
Complement level
CHsq CHSO/m) 81 81 13
C; mg/dl 12 17 91 94 9l 181 181 181
U/A  Protein + E - * - S + -
Occult + H + +HH + - H
Sediment
RBC many many/ many,” many 20-25/ 10-15/ many,” 20-30-
wBC many/ 30 - 40/ 7-8/ 15-20 1/ 1/ 3-4/ 1/
Hyaline Cast 3/10 1/3~4 110 7-8/
Granular Cast 2/10 5710 3-4/ 1/3~4 1,10
Red Blood Cell Cast 1710 2,10 110
White blood Cell Cast 2/10 4/10 2,10
Admission
Ranal Biopsy & Detalled
Investigation of Serum Complement
were performed.
EHE3 partial lipodystrophy m¥&oD k&% EH4 partial lipodystrophy Mo k8%

FE@EML LA EROMELEEMAE ZES L, 371°C
304 preincubation #DOKEIE

AEEF S 2 FFOREBDHIC pulse therapy 3K
T3, BREOHEL LS ICMEHBEEIERY
AEU 7. IEEILL IR EORIER D M7 % 37°C
3043 preincubation L#k&1d 5 &, conversion it
T BESNT, E—4+ 71D CIC i35
ug/ml TH-71z,

Cs MSIEE D50~70% & 2B, MRDAD 6
: AR B ERDSIEIT S, 3 EFIE MPGN, 34E
kB native SIMEDKEIB ‘ Fli3 k& 75 L @ minimal change 28H 7z, D
B AEPOMEEEROBESREE L, 3T°C \poN 35EFIR BE 6 1R & 5 I, native 75
T iﬁéﬁ%ﬁ“&é@@ﬁg L, Eora  MEEBELTOFNGDESH S Coc D con-

« Mg** % T 37°C 304 preincubation # version B s/, L L, minimal change
DB D 3HEFIT VTS Cac ~D conversion 13 B &
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BE&E5 MPGN EHIDXENE

LB REHOMEE EENESSRES L, EGTA
« Mg* T 37°C 304 preincubation @Dk
BE

TE : @ LAAERONEE FRNEESRES
L, 37°C 309 preincubation DHKEE

BEE CahtEREDS0~70% &PRENEFO KBS

native 7L I1{E DEKEME

ENT, C; BPOPEWVWERICE T B, native IL
MED Csc ~D conversion DEEIIEEKAICE
FRENEBE DN,

4, N—TRBRO—IER (X2, BET)
n—FREROLZ RET, BREHEREE,
wire-loop lesion £ diffuse proliferative lu-
pus nephritis Tdh %, 27 a4 Fick{RIEL
E[QROBD, FRDUE, Bt DNA fikokeitlt,
CHso 8 LU C; ODIEEL 2R 7124 (F8), Cu
BHERICELS 1EN7 ARBROBEAEDS C i

2 ~4mg/dl LIEMEHDDL,

Bl—EFIDR T a4 FIEER O native 75
DEKENEHBEE T O LBICR &N 5, Cs® Cse ™
@ conversion R SN %, KREF O MEF %
37°C 304} preincubation L 7:d & DKENENT
BlICR &N 5, [EREIC conversion PHER SO
HEECRTFOEENBED Gt, B—y v Fv
D CIC i3 18.4 ug/ml LEETH - 72

E—EFD 1 E8 r BROKEIBREH B &, Cy
D ARSI ITIEE T Cy, CHsgo Hilki{F, ¥ DNA
PURZIEEILS 0 LML U 7B pRic B 10 5 9KE)
#13, native 1M S 37°C 304 preincubation
BOXKEIBE S & I, Cic ~D conversion (332
HoNT, MEEECRFORIBELI. L
L, Bl—#%v 7o CIC 13 12.2 xug/ml LB %
R L. BLE, REFZ CIC L~ b iliiETiEiE L
¥ discrepancy 2R L, & OICHEEELHE
FHEEL, C BEEILL T 3iLdhrbET,
Cs WREFAIIKBENZ LD, CyD partial defi-
ciency DAIREHEDHER X7z,

ERBITVEED

1. [EEMEFICY 145 YZMA, incubation
time 25 A T, in vitro IZIF 5 C; conversion
ZHIE T B &, conversion DIEEICE U Fz Cae 48
BHEIN, Cic @ Gl ahoE s, il
HEAERD B Lk D, C; ORERFEBRIK
Bkick 2HEICE, HIEEOERENSELET
5T LR NI, 1, IEEMFES 37°C 30
43D preincubation 1L D, LTINS C; D
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£2 NW—T ZBREHOERKES

" |

1A ___2A 48 SA (1.} 25
v el TN B L
yhd FR-B 11T e 1 XIB 374

~atazd

®EERS 320 ¥ 100 40 10 10 10 10
RONA K % 150 x .
WG..‘

Cy
anues ) )
CHg(U/nt) 204
Cx(wa/dt)

Culng/#t)

L]
3

REa?
1

(EWRFFRE/DNRRE R e OFEFD
, SR7 -7 ABRMEOAME Csc ™~ conversion WEEENB T L KD, £D
FRE O conversion HSEGE & 1 4 iE AT (LR
FOBEEZEETAhENCALTHE, SHRES
CRETL72 TIRIE S0,

2. MPGN 10fE#ch 8 FEFIIT Csc ~D conver-
sion 253 S, MEEMCRFOEENER S
Nnic. COMKEELRERT O R IE CsNeF BRiE
HAETEH0, CIC LBbid b0k LTHE
DOV SDE, EFICIDKRLTHB LM
wEINI,

3. ZOMKEELETE MPGN OiERE L
HEBE L, HRSowEL L LICEIEL O LEEL:
i, ULrl, MEEHCHETFOEEZLST
Ld CIC b 3B L0,

4. Cy DSIEH D 50~T70% & &\ MPGN 3
ER D native SKMBEICBVT, §XT Cic ~ND
conversion WEIE SN/ & &b, RETREMAES
Cs BIEE DO TIROESZ, native LMFEICHB
T, T D conversion MBEEA XX, MPGN ©
AREMEDSE W T &R S h iz,

5. T, MPGN &I — 72 BERIERIC,

EE : AFERIO native S IIEDKHE ﬁﬁi‘ﬂﬁo) partial deficiency éﬁ‘ﬁﬁoécﬁf? c
TE : AEF @ Il 75 % 37°C 305 preincubation & EHPWESNTETBY, BV —T2BRD
DIKENE : BRER L D, partial deficiency ZM¥rick i} 2 M
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REEE CRTFORROBRENERIN I, HRTO2EHRE, 1H. FWHEEBTRIBET
B Bt 192, 7 FEB, 1983,

§ &t 2) McLean. R.H. and Winkelstein, J.A.: Gene-

1) B EA, EI®E, NBLZ, HEET, & tically determined variation in the complement
HEE, AN, AHEY, BEHNE SRRl system: Relationship to disease. J. Pediatr., 105; 179,
Wik @08, EMEERERsI0NECsY sREE 0
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@ BEATER b OCRGEZOXEE®) YIHER ﬁ

MXD—BTIA. BREOBERTRFNEINIREAHYES

C3

C3 C3c

conversion (Clarke and Freeman )



