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Complement and systemic lupus erythematosus

Hiroshi Tsukamoto

Department of Rheumatology, Shin-Kokura Hospital

L. XTI

2HMHE=Y 7~ h—F A (systemic lupus
erythematosus: SLE)IZE G M A C gk H
Th D, AIEDIFFFHIT 20~30 KK THY, 5F
T 1:9 T, BELMEICZ WS B 5, BRIKPT

FUTMEALEE, BB, HEENTEE, BAfZ, DR,
Jalsge, Boe. FEPeRRtiek, mekid % & £ T
bV FEFRE AL LTH DNA HUiE0ht

m FUERHELS 25 U, JHRIZOWNT, HEEOKE
S MERBE T OFER ED D BIRFER A 5
REERPMO Y RIET D B2 6N TW5, B
IR & U Oy, SR50M, B RV | IR -
HEE, R ERBETFONRD,

SLE (281} DR O%ENIT mtEn b v | EE
S DNA Fifk72 & o H ok & Hufic X v ik
B S T BUR A SR DS IEAE . AlIARTSPE
el & MR REE 2 S, SLE OFFREIE K 212

ETLEEZONTWD T, b Ml R
D RIBSE TIX SLE Z S HEICE T 5 720, b—
TANRT Ry 7 ALMETH TS,

AR TIE SLE 2 DU THE R A AR HE & DR
A KRR KIBIE IS F1T DIIE A = X L, 5
RETERIC B D RO & B, AR RAR RO

R ARSI 2 ST L 72 VR o T RE
2o

AT o ST

2. SRR KBS L SLE

b b AR B AR B O S R M RHBE I B W T
SLE % ®mMBEEIC G 5,

2-1. Clq B XU C1r, Cls KIEJE

SR Clq KBIEDIREH] 74 Fld 5 5 65 i
(88%)72% SLE F 721% SLE BJElk & A0 L Tz
2.9, Clq KD FEEITIR T TE < 038) I SLE
Z3JE L., SLE ORI THL B LZEG <2 D,
B PR AT B, C IO MBS 1 ENTE 5. BRI %

B, MREIR 72 & 2RO B, Clq KIJE Ti
15 C3, C4 IR ITIEH P Th 2, PPk 75%
DIEF THPE L 72 273, $1 DNA HUiRG R I3
72\, —J5. B Sm Pk, HTURNP HUE, HT SS-A
PLiR72 L2 7= 251 ENA BRI 70% TRk & 72
% 29,

Clr £721% Cls DS RMEXRBIEIT 20 HilHE S
nTEY ., 13 #1(65%)A SLE F /1% SLE ek
EAUFL T 9, BRRFT R TIE B L 101, &2
JEREMR 23 B C BIF B R bW 5, MLiE C3.
C4 JEIT LR+ %, Clq KIBJE L RERICHIESL



Ao ENA HUiRI3 £ < o278,
IRBEBNT A 720N 3,

TR Tl e R M Clq RIBJEIC X 5 SLEITHF L,
FRYEFRIEN D) L 226 I EIC K D Clg #f
FIFIEDAT SIVE R i Sz, 72 Clq D
PEAMIAITHER-~2 07 7y =Y Th A0, [AfEE
BBEOADME L ME SN TND 9,

L DNA #i

2-2. C4 B LW C2, C3 KIHIE

JeRKME C4 RIBSETIE 28 il 22 #1 (78.6%)
C SLE %7213 SLE fRER Z AL Tz 9, 5
CEEIE 101, BEREEIR 2N BHEE T, HAGEME R BRI R
RO D, U SS-A HUEMEGI % < Hikghd
DIt B F 3,

C41x C4A £ C4B L\ H 2 FFHD B 11T
— RSN TEY, ENENOEY C4A, C4BITX
BIE(CA Fo KEIE)PNFEET D, 2D I B C4A
K4EJE L SLE #8JE & B LT\ %, C4A, C4B &

ICRET 2 & CAGER)RBIEL 725,
C4A & C4BEfE T IiZa B —ERNHFEL
ZNER 0B 5, 0005 4 O3 & —EEREFFIN
7163 %, SLE B3 TIH A Ltk L C44 &
BFOav—EPAREIC YRV ERESNATND

5)O

_Er

S RME C2 KIEAE LR K Tl 1/20,000 & @5 L
WD B, FIKIL C2i&{5 TN exon 6 —intron
6 BESGEI D 28 IR B L. =7 YV 2
WD 2 HIREDR 2 FRBIZL W 9, SLE 7203
SLE BHEIR DA DHEE X 10~20% Tl i #if%

FERARE & 72 0 MO BE N &V, —H b A E
TILSERME C2 KABJEIFHRD TH7e < BN

NEERH LN D, R C2 RBIEIZEHFTD
SLE [3#1 Clq H#UASLT AN VA U RO
PERPEmONEHESNTND 6,

HERPE C8 KHBJE TiX SLE F 7713 SLE BEER
DEPHEEIL 28% TH D, F1- 26% CTHRERIKE
REGOTD D,

2-3. 5 ARFERL S O KIBE

SERVE B K RIBSEIL 1651, Je XMk D K7 /K48
JEITEF RHE STV d 03, SLE F721% SLE £
FER DG OEBIT A2V, F R TH L BRLD
K 7% x4 L 7= MRL/lpr ¥ 7 ZA(SLE DEF /L~ 7
) CIEBHESEIELT 57230 89 55 R IT
TR & 5720 SLE OJRRETERUZ I Tie L AR
M7 fEElZ R L TWb EEXBD,

2-4. L7 F RSy D RIBIE

VI FURKIZBNTY v ) — AR LT F
(Mannose-binding lectin: MBL) % =2 — K 9 %
MBL-2 8fs i u®—4—hbxTr V2 11
T 6 DO RNEE L, SRR &
DTODNT LA TR D, ZONTrZA
7 RIyE MBL R & B L, —#B I RABE & 72 D,
MBL KIEDH I E < . 2 TOAFEIZ 5~10%1F
1£9 % 19, MBL K{8JiE & SLE @ B 2 /e~ 5
%132 <, SLE ## O CiE MBL XMEEEZ H 5
Y. BREESEYYE, BRMAREDSHFRLZ &
WESNTWD, ~ T THERBEZR DR -T
LT LHEbHASND W, A XN TiE MBL X
HOIRR & 72 5 —HHZM O 1 23, FAxHEREIT
1.406 LIEWHODOAEIC SLE LBET 5 Z L
RENTND 2, L7 FUREITIT 5 E DDA
. T4 A rRev ) = ARG EAEMEE ) v
717 7 —+t (Mannose binding protein-associated
serine protease: MASP) D KAEJE [ /0 £ 51 D #4573

H 5 SLE & OBEEIIFRO TV,



2-5. #ERFEEE D KABSE

FERFRIE DS RYERIBIEIT SLE ORIELEE L
BNEBEZ LN TS, FiHiAR(Clg. C4) &
ARG (CB, CT7, COMILITKIB LIJEFIA AT &
NTEY, ZhbOEF X D ZhER OSSO
SLE JJEICBET DA 2e k& 2 B8 503 T
x5, B2 Clq & C88 ®KIBJERITIX SLE D¥
JEZS 49 ¥ & Clq B RIRIZIR T 5 SLE FHIRIE
Tl D 6 F LI L CEL JERCIESREE  Clg
M HRICAPEST 5 SLE I L, X7 -
TeeHEINT 13, ZOFET Clg REJEICHERR
BRIBIEA IS Z L2k v SLE AiEk L7 &
E 2 i, ORI SLE OFREERICH W TR
R ZB 2 BT LD L HEERTE 5,

rOQI7—Y
SAP

IgM

TR 24
N
Cmﬂﬁﬁ\\

FREIAE

X 1 Waste—disposal {x&i

BEeRE

TR RS BHERE

3. ERMERAERBAEICRIT S SLE RED AV =
BZYUN

3-1. waste-disposal it

JeRPE Clg KAIE T, 7AH b= Rk 7e
MR R b — > A M) OEERE DK R 23 SLE 5§
JEWCRET 2B 6N T05,Clg KB T AT
I3 B CHURD B SRERIR R R OFIEZE L — T A
BERZ 2L, BIOTREESEST R F— X
MRSIEET D, ZHUb % b &IT waste-disposal
B s n (M VW, EENTIET R h—v
AMPIDOEEIIE Clq, IgM, MiE7 I vuA K P
(serum amyloid P: SAP)E A L TRV Zhvb %
NLTC~ru 77 —=VEFHRILSTHE = ZHM
JzAaEEL, TORIARIET A NI THD
TGF-B Z 53T %, DI OB ITH CREBLE
FIEITE Z B2y, &2 A0 Clg
X SAP B"RIETHE. O
PEREDSRE L, 7R h— 2 A
O A8 B 53 U — 8 A3 IR &
LT, BHEREE LT T Mk
PSR S, F2 ez B
MLt 7% —Igfa LHE KR
EHRGRERZEND E V)
LD ThD, C4 KT ATH
Clq KB~ 7 2 X 0 ITFREENE
WHDDT R = Ao T

yA77—o

ARATREZR—VAMBEDOREICE Cla, IgM, SAP FEHFEELTHEN. INoENLTIIAT7— JI3ENFELLPR
F—Y2AMREEE R L. ZORRARIET MMV THD TGF-B 2RI IEHEREEHCRERZPREREIL
BUCEEREE), £CAN Clg AARETIECRIRKEND)., PRb—Y MR IIOT77— JICEBSNT | 2O RS
F—EA AR EN LT, BERRELT T iR REN, F—MEIERE B ML ETI—CH#HETIE
(&N, BERIGHE B MROEIE®CEMELESIERIL. MELEREMBNE 2AEELET S, Uk 14 W

%)



ML DBEREDIK F A3 0 | V— T ARRIER & 5
FTHERESINTND,

AR T AR b= ATk % & A i ORESH O
FECASZE(L L. MBL 2EQFREE R~ o7 v 7 7
— VI X D AEREA M 35, MBL KHEIEIZ B
TH 7 AR b= A LEEEDIK T 25 SLE FJiE
DT LB 2 BTN D,

3-2. B Mz k35 H ORI RREDIK FIZ X D
H CRLA DORHE

Bl s BGEB R IC 31T D T AR b — o AR R
D HEHURIRRICB N T, Al &E 2 K- LT
5(X 2), B HEC PR B EMIIZ 1T Clg ZZAER
#fifk L+t 7 % —1 (Complement Receptor 1: CR1) %}
FELLTEY, ZEhIZ Clg X C4b 25 H CHUR
LHEAERERR L TS L, BAIFRICHUREE R LT
W5, BEHURICHES A L7z B AL MANSERS L
Y B =TT Ik ARG EE LS,
C4 X~ U A TIEH ChUGHE B Ml N3 2 19,
Clq *° C4 73 & ORTHIR sy KIFAE Tl B M6
% B CPURERRAEAME T L, B QU B M A3
Jasee Lt 7 H —F 4 T 4 v 7 & ElkE LTS

FHRM— R
R

N e ClqB Bk
*
® ™
BoiE

BEME
B4EE \W( DR
REHK _y 1BRA3E

B (=3 AR )R H AR A

CR1

—_—

)

C4b
/4
_ 18525

N TR
IF(F4T

4 Ny

e

L7zitR, BEPUREZEAT LR OIIRDEEAZD
o,

3-3. WEMIARBIRAIIIC L o4 > F—T = m -
a PEAEDTUHE

TAEO SLE WFEOMEAIC LY | N E L TRE
FM AR EEREI AR (plasmacytoid dendric cell: pDOIC
£ %A% —7 = -alinterferon-a:IFN-a) P& 4=
WEHETHD Z LRI LN T, GEEA T
pDC 76 @ IFN-a FEAEZRRRT 508, SEHEAE
IZ Clg A& END & pDC Eoo H il ERRHEGE 7 1
7 U vk % & K -1 (leukocyte-associated
immunogloburin-like receptor-1: LAIR-1, CD305)
Lt Ly IFN-a EAEDSH S 10, Clq KIBJE
TR Z OMBIERDR 2 D7D, A ¥ —T =1
Y- DPEARNHINL, SLE OFHN &85,

4. SLE DyREIERICIS T 2 Mk DE]

#itkiZ SLE ORI IS 1T DARHERT-D—>
Thv ., L DNA HUE72 EoH CHE» B P &
PURPURE SR Z T RtE . B R ERIRORIHT 72 & il
Mlcibg L, iR OTEM b 25 &k 2 U GRS

E 2 B #ilEICESECHROERICEH
I+ 5 D&E

B BOMEMICE Clg ZAKY
CR1 BHIMLTLVS, ENENIC Clq  Cb
W7 Rb—Y 2l EMLD B EREE
ERERHELTHE L. B MRACHhELAR
FRIZRLTV%, BRI TE MR
SRR A LR B #ifaZHARIEPL TS
—ITATAVIRELINBEREHEEX
L. BERGHZESHORR B fHfaNK
HABET 3,



e S RN

N— T ARG RIZIIT D BT R Tl
PURIEIZ T, SRERIA~D IgG, C3, ClqZEDiLEN
PO HALD D B TEM b S S 72 Clqg D
LAEDRFHARI T D 9, —TF . L7 F ik MBL,
L7442l RO T oLy v 3Bk
WZUEE LIEFI CTIIERRP®E TH - 7 & #HiE
ENTWD 1D, £7- MASP-1/3 "X TH L Lo F
VR & RS HE S5 23, MASP-1/3 KiE

MRL/lpr ¥ 7 AZBWTHEENBKT L2 L L0,

L7 F R & TR — 7 A B R O H TR
FTHDHZENREINTND 18,

F I ALBESE 0D B2 IR 48 T BOBPURIEIC CTE L
LR oBERICRE s v 7Y L iR
MIBENOL—T AN FF 2 MGME), REHZ D

HIDNAHLIK
A
~ ot

}:‘;EJE:;;L? HeEE
voreh ]
) AR

\ REM
T Clq /

B

fcighiik

Clq
= -
. Yy 77
DNA

) I

w g T A

TR MR OTEHEALA B L TV D ERREN
TW5,

LR B XA AR B IE AL & TR b — > Xl
DIFL LD TR H D | HiE TiE SLE OjlE
TERUARER I B & | HF TIIRERICE < 28, #%
FOERBEBMTH D B, V7 F RIS
b [FIERD ~iftEN &H Y | SLE OIRREZEIZ IV Tk
FINORMEN TH D bOD, MFITFEH LTS &
Bbivd, Anbo Z L <~ 2T T V& O Tt
LV, TREKIT SLE OFFREEIC B TIRIERY
2B T D, AR Clg KB E C8B KBS (i i
TR & RRIRIE D ST DR RABIE 2 A+ % B
DOFFENTEE LV 19 FEldas 2361 B R REE OIS ML
I% SLE OJRREFICE W TIREMICE B2 5
ns,

SLE #& DK 3 430D 1 TH
Clq iR A 0 | HFEbE
N—TZER LB BEHE L TW
%18, HCHIFEMEOBERELH
T HREFITIE 272 0 mFEITH
Clq BLADIEIZ 2%, #1 Clq

HEEE HEE
I BilkiE Clg AVl ARl i
sy 0 2 ST T =7 U AREIALIC
/ BT 35 L= N—7 %30

T5(K 3), 1>, #i Clq #t
RITEAEH O Clg IZITREA T
FATEHF O DS EHE K
WA LTS Clgna s —77
VRRERALICAE G L, AR OTE

X3 #i Cla fitkZ N L BRI GAEEELIC & SEBEE 0iEE

L DNA Hifkld DNA EHEE L. URRRE SRR TERRICILE T, MAnEIH S, BREENEIS,
il Clg HUAICIEERE S D Clg ANDFEE AEBL, Clg PHURERRIAESERCE ST RS-V URIAGICHIRT S
FLLWIE-T2#ET 5, il Cla fUADFEETIEECERBAOHRAAESHKICHEELTVS Clg 0I5-5Y
BREBALICHE BT HFE(CLD. MEFEIHE BRI, ARBIEZ L1B1ET 5,



bz #ET 2 2 &2k
2 bivd 19,

ARILER 10> CR 1 I35 A RICHES L= C3b &
TR L. MPRIZER: L T4 %, SLE TldgRin
B EICAFET D CRIDEBMETLTWD Z &
5. SLE ®OJER & LToO CR1 FHUK FIZo\T—
IRFIDRS DRI MG S 47z, BiEIX SLE THEML T
WSRO OBEIC CR1 AATHE S L7k
. ZWRIIZARIMER E CR1 3 LTna EE %
BTN 20,

SLE TiT$k% DIEFI T L 7 F R ORIy
Thd H-7 42 ) x5 H RN HET S
Z DIFREIZRIC BT 2 BERITAHITH 5.

D MRS 2 HEE D LB

23 2D

5. SLE 2RI T 2 MIERBRERE R OMIR

SLE TIEHURHUAB AT X 0 ol SR BN 1
fb&a, iRy 1N EE S D 2 LI X 0 g i
EPMETT 5 B 2 5T\ 5, K Tl CH50,
C3.C4 ZHET 2EHH TITWT N IR T 5,
BRIRPT LTI, PEERE ., BRSO 7 o — B,
Wi, HT DNA FURSE, S8 e RS
DT RAMERH A ME & B LTk Y (SLE 25615
IO DIREBOHICHER N L ViR BEE LT
WHEBZBND 22,

KE Y 7~ FHa0 1997 FET SLE 4pE sk
THEEN T o 72n3, 2012 FEDOFELHET
FEHE O 12 & UM MAED BN S 7z 29
VU~ FHEBTITEEMG ) v~TFRr7 VA7
77 Y 2 RE MR LR 2% T b AR R LUAE & X 72372
B, ZWOBRIZIZ I N D OB L OERINEZETH
%R

SLE TIEEHNTITMIEAAEIME T L, FETESE)
HNIXER T 20T, MG RO I E 135K BIE
P OHR, BRDIROFIESCHEO THNZA M T

o

H5, FEEMIZHWSIL TS SLE FEIETEEIMER
T b A AR MUE 1 EE I B 2 E & LT
BENTND, HT DNA HUf @i 2 14 o 7o ARAf A i
JEDILEN SLE #RIBREAT 1A REIZL VIR
P9 % &, Bl DNA HUAM O T &0 s
RRBENT EATLHRL,

IR D REFEY OREIZ LY, SLE OIS % X
D BRI 2 EA T E S, i C3a, C4a,
C5a, C4d, Bb, Ba O ITREIGEME & B < FHEY
L. BROTHICHSFEM TH D, £72RKF C3d DH
EROTEEPEOFIZA N TH 2,

SLE TIEAiiEDOEEITTTEL TH Y | —HiitkoD
PEAIZOWTIHE T, EFR&HDWIITTEE —EDH
fEDEF SN TV, PR Ak & CH50, C3,
C4 XA DM %Z RTH) 5 SLE CIIHUREPLIEES
RIZE D IR OEM (LR R Z o Tnd L& R
HND, ETfRENZIIEL TH5 L SLE Tk
C3a, Cda OD#H7¢2 57 Ba RBEREEGEK O
BETH% SCsb-9 & LR L TERY, FH oK OIENE
LM AR KRR DIEVALDNE Z > TV HFE R
IhTn5b,

SLE TIZIEIEEH T b ARH A MIE 2 FrE 3 2 9E
B IS AEAET 2 D3 ML T DR 53 O 53 ff PE A I FE 1
EALTHEY ., BERRMAREMELDS R L T\ D
EEZZ BID, IR ILIE 2SR T 2 SiE B A A E
PNIEF PRI EIE U 72 EFIIT Eig U R38R A mW N,
H L., C4 DARFFHHRE 2 R4 55121 C44 Bin T
£7213 C4B &fnT D = B — 4 KAE O 7 HEM: ¢ &x8H
IZEWTERITR B2,

BTN —T A

6. FHEDOHIEZ N LIk
FBAEVER M ~F 7 v v R IE (paroxysmal
nocturnal hemoglobinuria: PNH)<°3 B ifn P4

JR 3 JE JE 1% B (atypical hemolytic uremic



syndrome: aHUS) ., = JiE i & /) i (Myasthenia
Gravist MG), VU U~ FMEE, REREE R, s
Bt DA IEE 23U THIR OB R A2 TE ML A3
BRI B e B2 KIF L TV D Z &3 5 H
LS TkY, ZhbaBERIC, fikzFEne L
TBFIEDBRFR SNERIGH M e E o7z, 2D HHE
MEE /7 7 a—F 8t Cs FfifiiR— 7 U X~ 7%
PNH £ X aHUS, MG (28T 5 A MED R S
. ERTORBREN L 2oz, =7 ) A= T7%
SLE OfRHERF-Tdh 2 MR DTG Z I 2 5
—J5 . BT B il iR 1R
FIF S 72z, SLE IZXT 2 A2 if S s,
SLE OET/N~U A ThH%D NZBW/F1 ~7 ATl
Pu Cb FiEDHE LI LY . BRISEE L, A7
HIER L7z &G SN TN D 29,

WS+ Tl SLE24 ) 2 et SACERIRRBR DM T i 7=,
I&vafay@m%g®$@&wCCE%@
BEREGIIRD T, 8mg/kg 58 TiE 10 HHIC
720, CH50 & X— X7 A )b 80%LL PN Hisk
Too LIANLZRDIG | BRIRIERSO/NT A—ZIZRER
SGEITRR O bR o7z 2972, £ D% SLE HUH

E'-? ;irs *

T o= s U X~ 7 ORRRABIIHT S Twn
fcﬁb\o
—77. SLE ([Z &0 U 7z A PER0 I i 8 B35 1 2 5

D ) A~ T OREMERRE STV D 20,

Cha ZHMHEHANLMAE RT3 L CHMED H
HINTWDN 20, BT T LTI — T ABRD
AR L — 7 225 L THEITH D EN RSN
Tk Y SLE ~DOERIG AR S5 29,

7. BbVIZ

SLE 3R R RIC B\ TR R A K& < BS54
HINEME CSERB CTH 5, SLE ICB W THifAR
RIEME(RIC & DR E DR EEH & 7R b —

AR O ALEERL TFN-a D FEAEIH] 72 & OIRHEN) 72
EHE WS ZEtEEFro Tk, b ZBE LT

TR EATONMMETH D, 5% SLE 2B\ T
LR R AR & LToIRIRIE DO BI%E & B ARG 23
MrrEnd,

ERIEAYE)
FHIIAGER SCNAIZ B L 724~ & COI BifR
(ZHHEHEFETDH Y £EA,
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