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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
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®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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67, DF V| FUIARENFIHCTE 2B/ 5721
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ICS IV MAITEIM L 2D, FOE—ERELE LT,
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fROBEREARAT : CH50

AR T @ C8, C4

WAHI#EIE 1 - CFH, CFL, C1 A » B &4 —
&M

HRTEMEAEY) - Ba, sC5b-9, Cha
HARIZRTS 2 B UK © Anti-CFH IgG
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@
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BSE3=Wiai
AARMATESICHBIT D TH LA S 27 A
DOHEFT X 5 A (R BEH R FB oD G FE RO B85k & TR Fa
ST ) ORHFIEEHEE L, 2015 A1 =R K S A
HEE SR STUERR I (EIERR e
ZBKGEE 7 1 14151), D%, WL DO EE
T, BRI 2 0 k9T, HEEOBBIZ T, m
TR, s, B, RFESh TV (M 2 Hf
RRAEOFI) . MAERE CIX, MR EOTEEL
T Z L NEEARGI /AR LD T, MK OEREL
Lz oW, B, RFICOWTHRIAT 5,

TP EFEE O MEERIETT 5 ZNENOKER
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WEI T, MEEERORRE S D, AKREO%K, filk
BAHF = —7 7% FALCO (M#ath) kv sffs
. ZOF 2—7 % HOTEE A0 D ORIREREE
1To7-, MiEiE, MmifEs LTik, EDTA-2Na & L<
X7 T UBRA D OBRMAZIC TR, Slg-7EH
(2 3000 [E1#5/5 4y s O 2TV, SvBfE L7z, e
YINME, TZEBIZ KT AT A AEHICT FALCO
(RAESth) ~k s, 2ok, ks v 78
HEDE L Z =T R THIEEEFRANFET, SHIC
INE T2 F 2 — TN L, BRI & Fndk L i
SNERKRFO 2 03T, MARERE TR U oM
IR AL T —80°C TEH - WS RIFAIT o 72,
fERERR A 70 4 DR E AT, 10 A (ko
PEREMFAT: CHB50, #RIRI7: C3, C4 . #HIRHIEIA
¥ : CFH, CFL, Cl1 A vt % —{EMk, #AIEMAL
¥ : Ba, sC5b-9, Cha, f{KIZXI¥ % B CHulk
Anti-CFH 1gG) O Z1T -7z, Mkt &
LCiE, CH50 1%, V> KA k CH50 [&£#F) (5
> AR H) L C3, C4 EEIZN-T7 v &1 TIA
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C3-SH =v b—a4—, N-7 vt&A1 TIA C4-SH =~
F—AR— (=v b—=R—2TF ¢ WA H) | CFL
CFH, anti-CFH IgG /%, CFI (Human) ELISA Kit,
CFH (Human) ELISA Kit, CFH IgG ELISA Kit
(Avnova 41). Ba, sC5b-9, C5a I% MicroVue Ba EIA
Kit, MicroVue sC5b-9 Plus EIA Kit, MicroVue Cba
EIA Kit (Quidel #1), C1 o > b B & —JEEiE, XU
Jua—5L Cl- AT I FN=5— (VAA YT AR
A&t ZHWT, ZNERDO~ =27 WZih-> T,
MEZEATo72 (£ 3),

LEMRBCHEMRR TIX, bo b bEEX
FRTVEEZ LN DMIRIEH ) O KEY TH
% sChb-9 & Z W T 21T o7 (K 3), oF
D R 7 VIERRIC I 1T 2 MR DR RSN
AE DAY OMGAR D B R0 0 VEAE 6 K D TEMEAL
DEAb, S BITHAENESR BIRO(FRME BN 2 i
T HEMT, 5 ANyoik & ifEE HvC, 5 (A
DG« FREARTRRER ATV A LG & g 7
T2 T sChb-9 DRIEETT > T,

RERHRAT © ASFEOPEMEORIEIZIT, Student’s t

REREODHERE

test £ 72 I analysis of variance

(ANOVA) & Student-Newman-Keul’s

test &M\ 7z, P<0.05 #HoC, A

BEHY L L, piE, FE#ELSD
(FEHERAE) ORLT

[t

5 ANoifiE & iz >nTo
sC5b-9 MAEIZIIT 5wt i
(K 4), Mm% T, ¥ > 7V No.43 1ZE5RLfRE O H
B Z 21 LTz hd > T, sChb-9 fHD EH-MGED &
NI=h . LSO 4 AR TIE, b IO HH RlfE <
FERE R ERITERD b o, EHIT, MET
(X, 5 MO - BiEARTRERIC BN T, miFiEs
DEAITRE O b hote, o, 5 ADOMEOE
BIEMEIZIBNT S BIRICKE 2N T Y 338D T,
A B RO BBIEIIIER IS E W E B R b,
fEEER A O 70 4 O iR &2 A=, &3 0 10 HHH
[ZB T DEARAERE T, @ AOEDIT, Fihp
26 D TH ik (CF¥)45.275%) THY . Biclbid,
35:35(Z T 44. 7Tk & 45.T1%) Th -T2, I
WNZ 24 453 ORE T FMED 5346 % Fiz (1K 5),
24 4,0 C3, C4, CH50 1x, I ZIFERAZE R L, F
EifiEi+ 28D OFPHICIR SN TWD Z &R0 b
Too £Z2C, HRIEND 95% DI L Lz, Kkt
DIMEMERE LT, BT, TDO% 46 L4058
IE L, RO HET 70 41280 D HEAEE 25
ELT (F4), RFETRIUE, @k, RIFSh7z

SRS 08

Ifll,ﬁ -mlﬁ
2000 300
250
— 1500 =
£ £ 200 - | 4
= ~
=4 )
< c
— 1000 1 - . — 150 - — o - -
2 °.’
2 E-)
8 3 100 — e - =
% 50— W = . 4
50 - - - - -
.| _F | 1 0 Lo
No.41 No.42 No.43 No.44 No.45 No.41 No.42 No.43 No.44 No.45
SRS L RO1E 1 .2 ™ :3 14 :5

4. REABROHBR

17



160.0 45.0
[ ]
140.0 Y 40.0
- A - a 35.0
120.0 ) 4 s e : LA R
—_ 101.8 LY | 3 o © 300 ® = -~
= 100.0 +— = °
3 e [ 96.5 [J 3 550 0o
= '8 ) [ (X | i s e §
80.0 > o g op
£ : p4 e * £ ) —
;’ :20-0 ® 209 %9 s ' ‘
3 600 3 A ° N
150 @ 4 * $ $
40.0 100
20.0 5.0
0.0 0.0
1 5 10 15 20 24 1 5 10 15 20 24
® MmiE
® :Mm*E
M N :>+25D
= A A :+1SD ~ 425D
£ ® ®::15D
e @ @ :-15D ~ -25D
T X X 1< -25D
e
3 20.0 —  FfE (A
S — D EYfE (M)
10.0 (BRRAICHID
FEHERIFH (M%)
0.0
1 5 10 15 20 24

®5. C3, C4, CHSO DIXSDOERE

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
EERDZ, ZOFRKE LTIE, I midigE
{EHIERF-232% < 5> TV D Z & TIHRMELAHIE <
NTNDHZ LR, 51T EDTA-2Na O LD
Ca A A OFEREMIIH] S T A ATEEL 2N FIE
Ll U C L 0 il STV B RTREMEDS B 2 B vz,

*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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H & OB CHA SN2 E2 i mRaEix, miEs
L < i3fiEicdsid % C3, C4, CH50 © 3 > Th 5,
BRRBLG CIX. 2O OREMMN D, £ OMiARN
EME LS, EARBRBRDES 92 & BRI HT
T2 ENMBITR D, TR T O 7 0 —F %
— M BB LI L2 OREFIHERTWD
D3, BIRDITE HICHE ST TR ED S #7232
WrofzbD7u—F r— ] ZERLTND 910,
LILBRS . ZNbD7a—F ¥ — 2 HNThH,
FHAHIER A F OBs FREFICH KT 5 aHUS <
HAE 72 & OfARBIEZR B T, Rt o BE A AIEE
fbko7=Hiz, C3, C4, CH50 ORIEfEITH £ v B
@%M1L@wm Z D%, T D ORISR

EHERIE L THD &, YRS R Ok

RARTHY, ¥ /7 EREOIK T AEE TRy
T ERHE SN, D OEBTIX, MRHIER
FORMZRBE LV 1T, AHERHIER OB 2 TR
Z DARARIEME LI ARG U7z, S ARTEVE L i DR
ERHIZHE > TWD EFEX BILD, K2, aHUS T
X, 5 2 R OTEME(L SR Bb (Ba)<°, Terminal

complement complex (TCC)JERk & 7RIE4 % sC5b-9,

Coales ENEMTH D LT DMAERRENWE ST
W52, 2 mifRSIEEREF (CFH <° MCP)
ZKRT 2 HOPUEDS @72 5 & BRIz X v #ifk
IR OBERE 2SN S v, AHARTE ML 23 OS2 AT
HEPEA S 2 19, aHUS Tid, ZHHHIEAT0OHC
PUREAME T2 L IRB ORI 2845 &
V. ZNHHACHKROERRA S EERREHEE &
HIREND LTI >TND,

RN B, BARNZI T DMER T2V T,
(R RSy (CT7-9) O KIBIECHFMAY 72 MBL
DBIBTFZRPRHE SN TND 1510, ZD X HI(T,
BICKR AN &7 27 NTAR R oD i, i B2 oA A TS P
EDLASVR—ETHRRDZENTREIND, £
T, HARIZEIT 2 FAEEDO MR AL O 2 FE M
TL %, HFUEEDHIERAED )T, AENX, &
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F2 10 B IZ DWW T HARNICIT 2 — U HAE(E (70
%) ERE LI, BE 70 4 COERMEETH 53,
BN LN E S HIZ, EEEOMEN EfEZR S D72
HEEZBNDHDT, 5% I LICAHEES Lk
WA RET H 2 & ZFHE L TWD, JERMENS A
BT, @E O C3, C4, CH50 (22U Tid, MERI,
ﬁ%@&®%@i%i@ifﬁw&%z%h1wé
D, MR ENE, DI K B ERIERE T B A
ROT-WENDH D 17, HRICELTH, #HHREED
EHMAEOHB IZOWT, EEEOREET L L
. HENRIT BEG-T 2 A A B R R O REAT D BRI
BEIIRbHEeBEZxHND,
HRRANZ DWW, — D MR AR & 12272 0 |
Z Ok - WHPEFICEHE TH D, WE. MR
HEHOMEIEL, TE DRV ELHNT AT 55 B4 51
L. RTAT A ATORENRRD HNDH, DFED
ﬁ%mﬁﬂﬁmﬁ%ﬁmﬁﬁm¢éﬁ%ﬁﬁkét
B A IRTE AL R OIE Tl = O E
Lowfimﬁ THEE CORFRIIRESRM. I HIC
FEICIERNMETH D Z EBRHERITX 5, Zhang
51X, aHUS X° C3 BIEDMRMRA IS LT, iR
TRAR DEESA AR & Bl A &<
BWEEEAZIT D00, HilA X R A 2K TIT o7
18, ZDfEF, C3, C4, C5, CFB, CFH, CFI,
— VU, BRI B L TR E T dh 5 23, CH50
TIX 5%REDIK TNV, FHIERTEHE LD R
DNTIE, Bald 10%FEEEMNA B Z 0 |, sC5b-9 <2
C3c IZB L TiX 50%REDHMMBFED bl &
EWE LTS, HARIE, P ORE ER R AR
BHEOEXICRE L TH, ZOMES LZEMTIT
A CTEVEHEEZS TN D, LU s, ik
A, LT, MRS R ORI EMEIC BN T
I%. Smith & OBFFERESR & AR SLORMEE A H F 2
T, —EDORELZ > Tl T 5 Z ¢ NEHEETH S
EEBEZTND, ZOL D RARREOMEsITE % E 8
LT, FETIMEY > 7L & 2 Z R oE
DB =T R~ R RKBOEES 2 > Tk L

A=A\



LR R ERAERK 2T 2 LT TV D
L. 20X D RBEEHERNIC S RE ek
fas RR STV D, BIEIZ & A L DA 7 AR Tl
— 80°C DRI SRR 23 B S v, MAEIC ST
AWHECTHRIFSIN TS, LirL, Morgan 52
£5 &, —80COMIKIRMHK Tid, MR L T
6 - 10 FFH ORI, MK DI ATEMEAL O HIENZ [
R D EWELTVD 20, HRfiETFETH, B
I ] 0> — 80°C D ABAKIR i 3R T D IAELRAFIZBI L |
TSP L~V & 2 DR EMIZ OV TABRGEET
DM Z R TN D,

PR, R OMEREOLIEMEREE Y ICS T
X, R AEOEHE{L 3 External Meeting on
Standardization of Complement Measurements %
AR O EFAH A S OB L T\ 5, 2015 40
AREFHETIE, 2010 FExBARE > 7 SN B REAT
(External Quality Assessment: EQA) 1~5 /5D
)l EQAS ORURAVR S L7z 19, EQA6/2016 7
5, FEOZMFE H INSTAND LI A H 2%
kL. 7742 R T RBIME~E S . H
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AT L TOREIEA, FMeH MO FAEEOFEIHN
I E > TWGE . ZOFHIRMR, &5 —EHH
(1270 H E72i3 24 2 A) 2403 H D & HREV
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AL, SBIT, 10 HA LS OMERAIZ OV T,
JER IR E L, KBAT 2 Z L Z5tm L TV D
(http://square.umin.ac.jp/compl/compl-examinatio
n/) 8, FO AR D 5 R BIR DRI,
AFEREA 25 00 T, AR O SVEESZ O o f
WaEBEIT, MERREELZFEL T2 e
WFF9 %,
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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 ((DFunction 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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