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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
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RETERIC B D RO & B, AR RAR RO

R ARSI 2 ST L 72 VR o T RE
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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
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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,
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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,
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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,
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3-1. waste-disposal it
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BERZ 2L, BIOTREESEST R F— X
MRSIEET D, ZHUb % b &IT waste-disposal
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JzAaEEL, TORIARIET A NI THD
TGF-B Z 53T %, DI OB ITH CREBLE
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X SAP B"RIETHE. O
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O A8 B 53 U — 8 A3 IR &
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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
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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
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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
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A A AR S T, T LR > AT L O
FUT K D AR BEHE B O TR B Gk & TR BT )
Z 2014 FITIRFE L. HARRRA OREEE L IR EEAR
BOLYA N —HEFABIG LT, AFRSCTIE, 10
HA (O OREMRYT : CH50, @Fi{RIK T : C3,
C4, OHfifAHIEIIN T : CFH, CFL, C1 A > b ¥ —
TEME. OWIARTEMELY) « Ba, sChb-9, Cha, G®ffiAIZ
%% B P : Anti-CFH IgG) DOMiiRRA -2t
KOWEL, 0 OEEEDOIER AR Z L&
W 2,

LE L oic]

MRIE, TR E 2 B4 2 Mg s 7B L
LT 100 LA ERMCH R &7z, iR OREEIL,
R D T 7225857 T MRS 1~9 (C1~9) 23
D&Y 2RI ERIC K AL SR OTE
MALBOS ZFEONATe I A — RIS &5 & 292
L TH D, T DOMOFARRER T & LTIT.B KT,
D K172 8% EHT-4 20 FkED % > /37 E | 8 FiifH
ORMEREIA - QW1 HIK T, C4 #EE&H v 0 E
(C4 binding protein: C4bp), C1 A > b & & —
(C1-INH) , properdin, C3a/Cha f 'k &% —, &
faxsFr, 77220 0), MR EICFEET D
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FEIA T (CR1, MCP(CD46), DAF(CD55), CD59,
forREY 2V (THB) kL v 7 % —
(C1gR, C3aR, C5aR1, C5aR2, CR1, CR2, CRS3,
CR4) ENHY, TN HDH T MERT 2 BHER
FISREFERREMEAL TS (31, 2)
AL, OO T, 3 DOIHMALRRE
EATHEIC o7, ERMICITRIICHEA S
0, ERPERICIE L o b EIEETH D, BRI
L FEBh =D HIRE (CP). MZKSRIC L VK
VAL TTRIRHEMEDSE Z VBB S5 5H 2 &K
(AP), L7 F TR EIBHIND V7 T UK
(LP) @ 3 oW FET S (1) 19, 5 2 BRI,
AR EE O L 7 T R IR I K D AlRTE M L O FR I
FLAGAFE A, HElE/L— (amplification loop) & M-
I % L - RIS bR A S & R L, 4
SKHSEOMAD AN TTE B M E LR K<
PEbRd %,

HitkROBAE L LT, Ex Offitky v 30 8%
HET oA L. MR OTEMALZ HIET 5 2 fitE
DRERVDEIHEINTEZ 9, D%, Hilko
TEVEAL R, AIRHIER 70 B CHURZ2]ET 5
ZENHREE 72D BUEE TIZE L ORAEIEN LR
HEnTna 9, iRk, DaifiATEH, Cl~
C9 DAy & v I B DEBREN TE HIF

1-3)
o



®1. AR IVE

A DS 2F 2 (kDa) 37 iR EE (ug/mL)
C1q 460 180
Cir 83 50
RS Ci1s 83 50
c4 205 600
c2 102 25
""""""""""" MBL  400~00 1
Ficolin 400~600 25
CL-LK 0.34
LoF it MASP1 97 6
MASP2 83 0.5
MASP3 100 5
""""""""""" BE¥ 90 30
R DEF 24 1~2
Jos—Sy 159 25
c3 185 1200
c5 190 75
. c6é 120 60
BRRHGE c7 110 50
cs8 150 80
c9 71 60
ClA4vEES— 105 275
) I F 88 35
EHEHRT HEF 150 500
Cdbp 600 250
2. FAHFHEFEHEELET4—
DFE ¥ RE
IRF aT7793—FETC3b, C4bD 5 fiE
HEF IRFDaT7545—. CIHRHEERCIbBbM 5 BbRHE
C4bp IRFDaAT7H5—, CIHREEFZ DR
. , ClfvEES— C1r, C1s. MASP1, MASP2D FE1L
RIERAMEET S oo OB ECIBOIE A LB R EREE L
ErARIF (SER) C5b-9F /&1L
DSRBYYY C5b-9F &1L
C3a/C5a{EEA— C3a. C5a 5 fE
MCP (CD46) IRFDIAT7I58—
. ) DAF (CD55) CIEnifiEr R D sk
BREREHERT e B 24l L TOTCCHMEE
CR1(CD35) IRFNIT7945—., CIERfaEERCab2an R Bl
CR1(CD35) C3b.CdbLtF4— BR. REESADHE
CR2(CD21) C3d. C3dgLt7%—. BHifa:E 1L
CR3(CD11b/CD18, Mac-1) iC3bLtT4—, BB, LS
CR4(CD11¢c/CD18) iC3bL 44—, ER&. fElaEE
WAL T8 C3aR ClaltF5—. MEF B, & MmBRiEE
C5aR(CD88) CSalt 74—, L EEEME DK
C1gR C1qQDAT—H R A U85S T HcC1gREERIR

FALUIZ#EE T HYCIqQRAFE. B
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CFH, anti-CFH IgG /%, CFI (Human) ELISA Kit,
CFH (Human) ELISA Kit, CFH IgG ELISA Kit
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MigH > 7 iz, C3, C4, CH50 Tix, Ik
LIRS IIT D EEEDOZRITIZ L A LR b
Molo, £z, fREMECHIERE T 5 CFH,
anti-CFH IgG {22\ TH, RERERII RN
23, CFLIZ, MG L MIETRESEN D T2, T
L MIE I, RIS TR 2 0 RO IC X
ST LIZOTIERWNEEZ N, —F., f
KIEMAL 37 C & 5 Ba, sC5b-9, Cha 122U\ Tid,

1% & kel LT EDTA-2N VT, AEICE
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*a4. HE(E
b ik
n=24 n=70 n=24 n=70

sC5b-9 ng/ml 148.0-1243.6 181.0- 1265.8 37.0-260.6 58.4-311.2

Ba ng/ml 419.6-1714.0 438.1-1545.7 275.6 - 685.2 245.5-648.7

CFH ug/ml 285.9-710.7 237.7-662.9 229.8-714.6 209.9-654.3
anti-CFH IgG AU/ml 393.9-1069.0 393.9-1476.4 393.9-1183.0 393.9-1438.5

C5a ng/ml 0.50-32.33 1.25-27.33 0.20-15.62 0.20-14.22

c3 mg/dL 60.4-143.2 61.6-138.8 61.3-131.7 60.8-130.0

c4 mg/dL 9.1-359 11.0-35.0 8.7-33.1 10.8-33.2

CH50 CH50/ml 31.7-50.5 32.4-49.6 31.2-43.2 31.3-445

CFI pg/ml 28.8-55.6 11.2-41.6 72.0-139.2 44.7-202.7
Cl-inhibitor (activity) % 77.6-144.0 79.1-139.5
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The analysis of complement factors and activation markers in normal
Japanese individuals

Katsuki Ohtani, Norimitsu Inoue, Yoshihiko Hidaka, Nobutaka Wakamiya

The Japanese Complement Research Association has resolved in 2014 to establish comprehensive
registration and treatment guidelines for complement-related diseases by constructing several new
complement examinations, and is working to build complement examinations and to build a registry for
complement-related diseases. As the first step of this complement examination, in this paper, the
examination system of 10 items (D Function analysis: CH50, @ Complement factors: C3, C4, @
Complement regulators: CFH, CFI, Cl-inhibitor (activity), @Activation products: Ba, sC5b-9, C5a, &
Anti-CFH IgG) has been constructed and we report to create the reference values for an individual

complement analysis system.

Key words: complement factor, complement system, complement related-diseases, complement

examinations
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