Inc., Columbus, OH) TI—h L. 2%D 7
mEFATIE 1B9OYSIFLTTOY
FoAURE 100 BIERLADFEER
T 90 HEEESEE, REICET AU T
F A7 7 —VEHRAE D IgM HD0IE g6
nEERAWE,

C. AR
1) ELISA =X 58 M I abifk

A I ailT5EHEHEDO L VEREBHE
Ebh bR aZ2BFIZAVZ ELISA 122> T
AELE (B 1), 1gG 8 MR I afitkiEid
i A LT H#EL T dSSc BLUL ISSc DL Th
BWTHHERIC BETHo7.dSSc L18Sc
ORMicEEERBED S A . —F IgM
BMENE I a2 @% A L &L T dSSc
BXUISSc DWLWTHICHLHEBREIIRDS NI
o,

ELISA {Z& % 1gG B bR 1T ofithOBM
RE, BEAOFEEE2SD 2hy kAT
LU THHELE, SSc 2&ICBI1T5 16 ¥
i S I aHi R 13%ICBIETH o 2 (K2).
2) IgG Bifi bR 1 abitk & ERERPR R & OB
SSc &% 1pG B MR I alifk OB &
MR OB, BRERS X mMEESR
BREDBBEIZOLTRHLE (R). BRE
HRERTBENERICE, BRBMIE.
BHEETEVWEMRS>ZOOHFEREILR
Hohizhof. %VC., %Dlco. ML —
CENBBERTEEIZCETL. 12, @
. CRP IZIEBIZERL T, FIbRITH
th. it FOATHGEOBECHEIZFER
EREyond, MEmEEOMREGRD S

hizghor,

D. ##

1gG B bR 1 affitkiZBEA SSc DF 15%
RHEH, SSc BETREINDIHHRD —
DTHBEELON, EEERERNEET
HBETIIRVC. %DLco IIETLTHD,
MREOHELMENHBEEZX SN, &
T bR I affifkid SSc BED 21.7%T
mittah, HibE 1 Hidk, e FOATHR
hEOETE<, TS5IANR I affifkih
R TIZIERIC DLeo MMET L. MmN
BHSNIHEMNEL S ENRREENT
W3, SRR TIEEEAICBNTHIE
FFRSDOBMERERL, Dleo O{E FARER
Ehiz. £ HE AN TN @ESA DTN,
Bl g I T 0D 6 & OBEEIZED S o T
A5T 16 B PR I ofiEBEER T, IL-
12, M. CRP X LERLTHD, AISHDOK
ENEETOIRICEE LRI UTERENEAS
hi=hl, FNRBICHAEOEHE S HEL
TWBENEIMAIDVTRSH®RE SICHRHAT
LZREMNHSEEAON,

E. &1
1) IgG B b A Nk H A A S5 D#915%

(0 fi k=g g oW

2) IgG B MR NeliGlEETHRET
i%VC. %DLco IZETLTHD. HRED
HELHENDD LB SR,

3) ) IgG B FR otk &5 MR T HUE. 1
o ATHEEOBEZR<, FisimE
OFE-OR#EIZED SN .



4) 1gG BHR NadifFBHERE T, (4 —0
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# 1. Serological and clinical features of SSc patients positive for IgG anti- topo II a

Abs
IgG anti-topo Il a Ab + IgG anti-topo Il a Ab -
(n=12) (n=92)
Serological
Anti-topo I Ab 4 (31%) 24 (27%)
ACA 4 (31%) 42 (47%)
SIL-12 7.46 = 10.0* 339344
ESR 37.6 + 38.0* 186+ 14.8
CRP 0.90 = 1.15% 0.28 = 0.50
Clinical
Age at onset, years 42.1 + 14.5 449 + 15.8
Sex (male:female) 4.8 7:85
dSSc:1SSc 5:7 34:58
Duration, years 12.2 £ 12.0 6.79 = 8.49
%VC 77.5 2 22.1% 999:233
%DLco 50.8 = 19.4* 63.0+16.5
PH 2 (15%) 9 (10%)
PRA 12.9 » 26.0* 2.83+478
*:p<0.05

ACA=Anti-centromere Ab; VC=vital capacity; DLco=carbone monoxide for diffusing

capacity; PH=pulmonary hypertension; PRA=plasma rennin activity.

Relative OD
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BRERBREHREBE#PE (BERBARAAER)
SHEHMRREH

REEBEMFEEZAVW T/ 73 hkHBECHE KRMPL
DHCRBILE F—TEZDERNEH

SHEMRE B BE A TBRFREREZERVFTE RS SHERRREREBER

& MAERE RHEEARHXEREREMAIMTESREEMARKERE
whE HEER HAEREARERGREMATRS EFESMARAR
MAERE

SHHEREFETREEORBERM ZH T ARBEAGNBHEIC/RSM, RERT M T80
HICRAT M EVEATORYL, SR, Bis3eatdMREREnEE2AWTI/O0 - F&
NiE-MREER KRMPL iCDW T, TOEENBRKICEZ VI EST P MEHZERL. HCRET
Ph—7%2RAN . TR ftHREECHARE L TASH S TN PHROESBEE S O LR

WTHDSIAIL R NEEN, KRMPLIEBWTHECHEICESIN TS I EAHEL -,

A, HREN

£ B ¥4 38 B2 A (Systemic sclerosis: SSc) T
EHECHEOHFENFENTH D, TOME
HiEIZ topoisomerase 1 ® Ff{ centromere
ERERTI2EAL Y. EoBRCLRAOEREE
HOSFNEL., CNETORETIX SSc 10K
BRRMEZF T CHANBRI D TR
NEEFARETHD, MRERSICHTIES
FICET 2BITIHE VA TN,

B4 ILIR. H3 SSc BHEMH1LIHMBEEHH L
THRELZRET SHHAOBCHF dymple @
po—=FizLk L £F0Ua>EF S b
EOEFMALAERITICED, il dvmple HilFid
BEOMBEMER %% P 5 7= SSc & OBIE AR

ahi
SEOMETERABKICIO—Z a3/ M

BMEEH KRMPLP EDOWTOHDREIGE 2

BiL., TORKHNEREWHSHIZT S,

B. BIRF &

KRMPL 137 3 / ®#& D head LHEINDE
—&—RAAL(1-503 73 /EERE), vRODO
AWRITINEEBRT SA b —(stalk) B AT
>(504-1519). BRKMED 7 — Il (tai) R A
(1520-1780) D 3 DD R AA HBEN LS.
Head. stalk @ N ®k#§(504-1003), stalk @ C
Fiw(1004-1519). tall 4OV EF K
WA EHAE23—RTH5DNARETNENPCRT



£ L. pGEX5X3 XU &¥—{C®/ AL/, GST
LOMEEALLTABENTRE., JU5FF
770 —-ATHREL, BFEEOREZE
A5/ 70y PECTRFLE. 3512, 48
MDA H—b DNA % pET32 XU ¥ —icH A,
4 LERKRMEATO in vitro EEWRFEE
FALTFA LV REF EOMEEBELTH
BHxg, TnSRe@LER AL L.

C. BIE/mR
D) A4h/770y MRICKSRIGHE

Head. stalk @ N Fi#(stalk 1). stalk @ C
Fu(stalk 2). tail O4@D) I EF > M
EHORB, BMMNH GST fEE2RALLZA A
J 70y M THERIN. BEALFIRRVWITH
CHERBERSAMPo L. ENICHL TH#114
M stalk 1 HXWstalk 2DUYaEF b
ERERIBETRLE,
2) RBELREICE DR

in vitro EBRRICL D 4O I EF
> hEEEBROREN, EFF L/ (RNA
DEABZEA RV T RTED =TI AUTF R
Ty —EELORBTRIUET SR E/MWTHER
Nz, BEALFBINThOER L RFITE
Lizino 7248, #114 il stalk 1 BK W stalk
20UIXEF NVEREREILEL .

D. & £

FRL 277 IV—AFIE ATP 2HALTH
LEFTH<E—FY—FFELTHGNTS
0, FrAEREIN TSR EMRBAREIC
BII2EACHREKOBH R ORI EZHES
TWwb, KRMPLIZ N RRICF RS > E—F—

RASEFL, CERMDtall RAAZBWT
DEMETOFMBPBTTHS Pinl* LHEETHZ
&5 Kinesin—related Motor interacting with
Pinl KndEdxnit. C KmBoio U THER
LiERTF RAGCREFRERRREZMAL
FEBERMS KRMPL O X/ 5 RETMEE
THo, MCHENMECHEET S T EMNHHAL
TWwa, SEIOERMS KRMPL HECHRIRET
5T EANHEBRIN., BEEICHBITSH KRMPL
HEOEEREN TRV, BREABEMLH
FIZRSNAFMREERGEOVEDEL TSR
ZOBRKMBEBERNLTOWILENHD LA
bhhs,

BOREW D &iC. #114 il KRMP1 01
WRAAMNRAA EBIER—TEL T,
1N RIAMNIBERFTFOSREBRICHE
THHER AT T, EBRIZ KRMPL 2B T
HEZDRATENLTHRENEES LR
ahTw3, 52kDa SS-A HFE® &Rz
HACHROINCHERRT 52 <OEAMN
4N RIACIBEERALTRS °, ZOXIR
AN RACINEAFESNMAMIILTEERED
H—4y MIR>TOWBNOBRARSHROBRE
TH3,

Fritzler 5id. idiopathic ataxia @R & M&E%
FIAL T KRMPL @ C ®Bazro—=20
LT3 8 ZHIHFHRICHBITS stalk 2 & tail
DESICHYLTNSH (K1), #114 OFT
HREAZY - OBy O—LENnk
cDNA O I— R¥ HEEA N Kk 586 7 I /B
THBIELD, stalk 1 EF—IN—FvTT3
504-586 7 X /BOESNIE F—THRICE
BTHDLIIENEREEIND,

FILBEIC LB AN RIS EAL D
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RGO EEDREDYE, FU2RHEE
T5,

E. & @&

BaMra—-=24 Lk KRMPL 38/
MEECHREEETHD, TOFRRIE b—
TOEELD, SEERFOBREERDET
ZRERBZEOLEICOVTHABRORIEMA.
i KRMP1 HkDIREEICBITSBMENERE
oM TH0END D,
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Autoepitopes & coiled-coil formation of KRMP1

BPTE Y R — ]
epitope 504 RN 1004

Fritzler MJ et al. (2000) NN

1028

B 1 :KRMPL ® RAA Vi HORELE h—7, KO LB Lupas 7031
A Liz& B coiled—coil #&EDFHEIE head. stalk. tail D3 KA1 > O—k#EE k-
DEZRY . TERIZMFH114 T/ O— AL N80 EFMmMEERGTS)) 3
EF 2 hERT S A Mstalk 1), BL Frfitzler 52k b7 o—Avx /=8

ERT,



FAEFBHENARMBES (FEEBENRFEHEE)
FENRREE

S ERBUEIC B SHY IR R GBI R BRI ERIZ OV T

WRGBIE KR SRAXFEREREERFENLEAR £ F
EEMRE MTREZ SRKERERREFERIEHE AP FHS

HREE

SHMMBEICRT 200 VIBEREBERE L ORFAR OB 5
DEBERASERERN L, BEEICBIT 35 VIEEHEBEET 53/102 4
(652.0%) LBHTHEHEBTHY., BV —TFATLF a7y MNBHEANR
45/102 B (44.1%) & KEH % EH T, MBRERERDL 34.3% L ERTH
DL NORBEEMACHRY VIEEREBEORE L MR TFHERFETHD L&

zZbhiz,

A FREH

MY IR kEER (antiphospholipid
syndrome, APS) I A A4 D V¥ o Hi &
(anticardiolipin antibody, aCL) % 7=i3A—
AT v F 2T ¥ F v b (lupus
anticoagulant, LA) 2 YO H Y VIS BEH &
(antiphospholipid antibodies, aPL) #& L,
REMnREE - IIFERELZE-THO RS
KRD1-5LEZLRTWS |, RERBEILM
LEBEBERIZ, Wbwd TRBUR
U UIRB A ESERE (primary APS, PAPS) ) @
24y, 28T ) 7= b —F X (systemic
lupus erythematosus, SLE) %2 ¥ OBEHFIC L
TLEFRT LR THANLEN
3 B AE (Systemic sclerosis, S$Sc) izt 5
aPL DA GHEHEEER X F aPL B SSc RO
RS T 285180 TH <, BR
EVPRRBLLMBY CILSSc EM 45 Ricisit
% IgG RET-IX IgM B aCL BBERM 6. 7% C

ol LTAMERITILAYE—DORET
»3,

—%. SS¢c Titl A /—BRTHELRBL
FORKHBERTHLY. ZhHOFRIZN
BROBIPBBRETHLELS B L0 APS
DEHOERL+OERTILERD L, %
7o SSc ILIBIT HERMRAIHED | D TH DM
#hin FESE DK & U TR & 5 i idhb
il EEAEE SN TWDRHEEDORE &
LTofn Y REREERROFEEL ERT
HUBERH B,

4@l SSc fEM 102 Bliz->% aCL, LA %8
BT D& L bICmRESCTEERE & oM
BB L .SSc & APS OBREIC > X B L,

B. BFRHE

(1) »&
SRKEEFHHBABT AP TR &

ARl O 2 S MM B EERE Y 102 B
(5% 12 B, Zt4 90 B, £k 10~78 8%, F



¥ 42.8 ) (Z-2% informed & consent #7153
LR TCEMLAET., TROFEBEZWMELE,
2EHMETY Tv b—TFADREERE SRR 2
YEAMHLE, A—13—F v VEERIRN
LVBRALE, RBRRIAF LD
retrospective [ZMBENHFRK, FEFEDOE
BoEWE L,

() WEHEA

2)-1. #Y AFERHE

Y RRRE@PL) & LTHIA I
PrREAL B ECA—F AT v FaT ¥
FyMLAOEBEL, TiRD aPL 03 bAoA
< &bl SRBEOIEMR % aPL Bk
EHELE,

ACL 22V VT X 8 ;-glycoprotein I{ 8 ,GPI)
kel - FEEFEICBED LRV L TF T Y
T B H (aCL) iXMBL #: 8 ELISA X% » b
B .GPI &%t aCL (aCL/ 8 GPI) iX-¥ = ¥
ELISA % v P& HAVTIE L7, aCl IX 10GPL
LA L2 BE, aCL/ 8,GPI X 3. 1U/ul. LA L% 18
BLL, 0vFhih—FTCLBEDREF Y ACL
B L,

LA B EmEOL A Y > 5 E W%
(kaolin clotting time, KCD BLUHER T o
EAEHRBY (diluted Russell’ s viper
venom time, dRVVT) OWEEMEL., EX =
v ha—-AhaOREREO 1.3 fFLL Lok
EFEIZOWVWTERARRE L CPRER L BT L
7o, KCTHXEFM, dRWT LY 75 4 W7 HM
dWT ¥ PV TRIELE. BERXRLY
BEBMOERN A VEEF—IZLBLDT
HYH ., PpoPERRIC L EERMOES )
REENZH D% KCT £724% dRVVT Bk - )
EFL, WTnh—FERiEeREEhitbo
 LARBMEL BT L7
(2)-2. BEEER

Mk O F |iZ oV TIEBHAR - BARME R E
KARIL, #BERZHBLICILTER L
DR L7, BHARILEREE LIRS MRI 35 L O
g i SPECT i X ¥ BB E (stroke) DHEL |
IREREIC LY BB OB IR f ke 5 O F B4
BRHELE, 0BT ERE. LERELY
LA (nyocardial infarction, MI) DF
ORI S L L bICRY IRR RS
BOBENSRO 1 > THIHMER - KB
FABREOHFEIZOVTE Ky 75 —iHtH
LDIRBEEREICI YRR L, BIRLRLE
T R ER SR AR f0 2 5E (deep vein thrombosis,
WD RI R FYF7—ic kD, Wi
{lung embolism, PE){ZMifik - ME v+
F7 4L VBl L7, BRI
FEITREMEICL VB L, SEORNT
ARSI mMEREL VR L,

3ELL LD BRFEE /- i ER 10 BLIED
FEABREC, KAREFBEENL THE
EL. FEREORARIIINVTREEL VREL
T

C. FroEHE R
1)8Sc (23317 B4 i
1)

SSc 2351t 548 APL ERfE®i% aCL 18/70
4 (25.7%). aCL/BGPI 7/51 $4(13.7%) C
Y, SSciTisiT D ACL BRI 19/90 4,
2. 1% TCho T,

—H. LAR2WTILKCT i2C LA BBfE ¢ 4
EENT-SEMD 41/102 1 (40. 2%) . dRVVT i
T lABELHEIREMIL 8/102 8
(7.8%) TdH D SSc FEHITHIT S LA BRI
45/102 4, 44.1%Choix,

PAEDORER X 0 S EIRM L7 SSc HEM 102
BV THEND aPL BB TH > - EH




i3 102 fih 53 @, 52.0% T ¥ SSc =it B
aPL BRI NI TCORELVERETHD
TENFREINE,

Y VBEREOART T AOVWTHR
MLAEE 1), ACL, LA R@EF L LBETH
S AERTL 53 Hc 11 FEFICBE Y, ACL B
MEBES] 8 B, LA HUMBHES) 34 B L W Th
H—HDALDEY RO BIEEMI K
BaEbEb T,

ACL IZB8 L THRAM THE S TR,
aCl. $ L TF aCl/ 8 ,GP1 OFH 2 Li-fER
Tt aCL/ B GPI BBHEBID 5 B oCL BEMEIEMIE
L ®OATH D FDHMD aCl/ 8 GP1 HtEH 6
BTt aCL HEEHETH 7=,

—%. LA {ZBA L Tl KCT, dRVVT Wi 368
tECdh o fEMIL 46 B 4 BlDATHD,
dRVVT BiFRREHER] 4 0. KCT BUBMBRIE® 37 B4
THD LAOZRMEE R T IRETH I,
2)SSc Iz i34 B i iE DR

S ERER L 7= SSc SEM 102 P El S A il
BRAEASHER X f- SEFi% 35 1, 34.3% ThH o
7o B - #IRO SR TREBARMEEX 27 #,
iR E 10 T v | BiRIMRESERIC
HBICRIE L O, BileiRo il - iR iE
DREEBHLEMI2POATHT,

BORR f0 B 5E 0D PR 1398t S R (stroke) 23
B, ML 14, MEEOROBRMRE 2 5, —i@
HREnRE 1 N Chot, BRMEHETIX
DVT 8 #, PEA I TH o1z, BERARFIH IC i
HEAEEE X 2 @ik stroke & DVT
DOREMTHH T,

T OEA, AEER 2 ERTEDLN, =
D2 EMITVTH G VT OBEEERBD Sh i,
DRBERRE L, MR EEXEBRED
FPEEDS 9 FEH,. 8. 8% CHB I,
3)SSc st d (Y IEEREERRE] &

ij 3

LLEOFKER LD, 5 BEHRR L7 SSc EH 102
Plizistt 5 APS SOF 8, TRDBML,10H
Y vEBEAGBECEREE S IFEEELR
Wi-ERIE 27T B, 26.5% Th-olx,

il & 20> aPL (Bt ClERAE A ¥ ORERER
ERDRVEEMIL 25 5, WCRE LB D
LODOSERN LY aPL W TH LB TH
SEMAL 8 ARG,

4) & aPL & iin 2 5iE o B

% aPL & MEREEDCBME R 2IRT, {6
PO Y VIERBEXBETH S Z L Lk
EOGELOBEIIBE 17.1%., HREK
61.0%., DWFARIL 64.7% ThoTo, ACL &
LA % b3 5 &, MRAERY ACL28. 1%, LAS4. 3%
L LA OFBRFER TR, —~FHREIL
ACL83.3%., LABY. 7% & ACL MEERTW -,
B ORETHET S LBEXEN SO
KTIZE B A THobOOEOREITLT
751.4%THY, BEEXBHD DD
oY VIERAKEZRET HSLERH S LE
Abhifs, FREICBEL TIHARVWTIZES LA
291.9% L BMETH ol L ODOEFKORE
b T 8.6%TChol,

D. R

Y IERLEERE APS) XY ER
NEOFEECL Y R EERRIES &
THEOREER L LTUEFEEA SR TWARK
BTHDH, APS 2BV T b—F A
SLEYZA&HFT 2 Z L iRR<BLN TV A,
FOMOBERTH LIELEHRT S, 2%
PEMBLEE (SSc) CHEMMREL L bitmEH
ENEETHY . FEEHICIIABE SIS
FOMBEDT + 7Y A FEELABEERD
WRERELZZLBIENTHS, ZOrD



SSc Bt AmMEEIIE bmbh T
P, m¥EEOFRRIMERCLEZLDLE
AO6NTEO, APS LOBEIZ>WTIREE
BIME NI, SSc BT ARY AR
HEGHEEICB LT H aCL BBEREHAS SSc D
6.8%~25.8% L WO BRENRKREINhIDA
L3I S8Scitisit B LA DBER2 APS D4 HHA
BT854 5600,

SE DR Tid aCL BIEMH 25. 7% L Zh
ETORELIZERISTHoD aCL DI B
MREE & OBEA X b WL & X TV 5 aCl/
8.GPT BBERIX 13. 7% TChot, —FH, LA
HRT M4 1% EBODTHETHY, SSe KB
W@ ¥R OEM T L 08 Y VIREHR
OBt L 2D - LB AN,

Y RO B aCl BL U aCl/ g
OPI X enzyme—linked immunosorbent assay
ELISD I L Y MEWBRLHELL OKBT
WEEINTEAE, LAROERBRETHS =
L. QH—OFETHRHEhRVERNRS
<. #FKOERFMEEAVCCRETSSLE
BhaZ L, OREORM FiE, ABFER
AMETHHT L. REILERMERICEITS
LA BHERIZBT I MEN LRV ONEFTH
5. L L, 5 RaRbiikE B C i i hE
& OBV DT aCL, aCL/ 8 L6PT L0
LA ThD i, RERBOFELR-
BRI LAOBENLETHD, BB, 5
BT H ACL BBERS 21. 1% LERTH
STeDX L, LA BERIT 44. 1% & ACL BB
EBOH2HETHY, LABEOEEMNRE X
7,

LA DRIV THBRE CHREBRE S h
TWHARWTICED LAL D KCTICL B ARG
HERNRSELL (7. 8% vs, 40.29) THB L,
¥ X UF dRVVT BR 44 KCT BRHE® LA 2% LA BB 45

BT FHOFEETHZ Lo b, EROMER
D LA BBV TRHEEOREE CHES
LUERHD L, BHIZ KCT Bic L SEER
HETHLILNEILNE,

SSc ICBiTHMBEORERIT 35 #l.
4.3% LBOTHRBChHoT, bHLAAZD
MBEDTRTIZonTHR Y VIRER&O A
KREZRDDZLIFTERNN, SSc o
oY Y IRRAKBEBOR X5 L TR
BE-WRELERT L L, SSc TR HME
RELHY YIERREOBMMEN RIS,
W aCLOARLTLAGMET S ik
BEE. BRENELICEALEZ 0D, SSe
KBWTIE LA OBENEETCHILELL
hie,

#) CIRREUK L mARE OB TR, aPL,
KCT OBEVR®LS . —FRBERFOHRY
BEB i aCl/ B GPI B LIRARWTIC X B LA
ThHol, LELSEIORNTIIEE - BR
ELbic@hifikiRlBcx oz, =
hix, ©SSc DL TRBIEE X v ELR
BRVA/—RRHT ST - AROED
FAEY RO/ EEPL T a2 ¥4 A
72U AR S Sh I hic X Y ERMICIZ
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#£1. BEEEAICBITAE8BHRY VIRAFAEOBER

HAALTF Y v LHik (ACL) N—T AT FaFyFh(LA) | aPL
aCL | aCL/ B ,GPI total KCT dRVVT total
30! 18/70 7/51 19/90 41/102 8/102 45/102 | 53/102
Bt (%) | 25.7 13.7 2.1 | 40.2 7.8 4.1 | 52.0

aCL ; AN PFY v -hik (Hamis OFEIC L 5)BEH0=70), aCL/ B ,GPI; 8,~glycoprotein
I(8 GPIMEFMER A VI A Y & FikRBERE (n=51) . ACL(total);aCL F7=iX aCL/ B ,GPI
FRHERE (n=90) , KCT; b4V ERERFRMIAIC K5 LA Bt4:BE (0=102) . dRVVT ; ®#R 5 v A8t
BRMEIC L 5 LA B4EE (0=102) . LA(total) ; KCT ¥ 72i% dRVVT BB4%BE (n=102), aPL ; \»
ThiOh ) IRRAEBIER (n=102)

®2. O VIRHERE L MRE L DRI

aPL aCL  {aCL/B8,GPI ACL KCT dRVVT LA
+| =i+ =1 + -+ =+ =]+ —|+] -
m |+ |27 8| 8| 19( 1 12 9| 23(18| 17| 3| 32(19] 16
B |—|[25] 39[10] 34| 6 31| 9| 45(23| 39| 5| b57{25| 37
sens. (%) 77.1 29.6 7.7 28.1 51. 4 8.6 54.3
spec. (%) 61.0 77.3 83.8 83.3 62.9 91.9 59. 7
effic. (%) 64.7 59.2 64. 0 62.8 58.8 61.9 57.7

aPL ; WThbhom U CIERHME, aCl ; Harris OBEC L B3HIADE Y €Lk, aCl/ B
GPL; B,glycoprotein I fRFHERI AL U4 Y ¥ L BifK, ACL ; aCL £ /21X aCL/ 8 ,6PI, KCT ;
AA Y CBERBBILLAA—TF AT FaT 7Ty (LA, RWT; HRT o E e
BT LD LA, LA ; KCT £ 721X dRWT oW Fhuhd £ 5 LA

sens. ; sensitivity (RBE) , spec.; specificity (¥RBE) , effic.; efficiency (2
B |



LA aCL KCT dRVVT

1. #EHRY IEEHRAEORE

(AW : L) VIERFEBHEFICIIT 5 LA & ACL BB D54, LA L—T ATV Fa7
77 MEEHl, ACL ; Harris D FEIC LI AN PV Vo

B .glycoprotein I R AN VAV © L kB,

(B) : LA BBMESIC I B KCT BB & dRVVT BRI DA, KCT ; 44 ) EEERFHEIC &
5 LA BBHER, dRWT ; AR S v B A SESRRIEEIC & 5 LA BBikH.



A G BNERER B & (55 ER BRI E )
AR EE

NREMBAERE IZBITAME IgM, IgG. [gA BUY< M MFRITBITC
AT I7b—AXKE 1gG kD ES

AERAE FOEE RRURER IR R e R AT
e h& =AEESLN  RRRFEERAR R R R R
whE MAIES REARZELEER SRR 2R E
whE REFEE W KERLHRERFREN 2L
BhE AR — R RFEFN R ERERERERE
h#& EEAEZ REKFEZIEGR LR BRI

MREE

U< b AN R T F BREICTRHESND [gG 123125 gM B B CHiETHS, thor7 28y -<
FREF (IgG-RF, IgA-RF)iX IgM B3 R720 | BHEERER) 7~ F 22 DM OB IZ 300 59 B
DIRESLL TV, FEH T 7h— 2R IR 1gG HAAKRI A F7b—A KR 1gG \oxHT 25T, ko~
FHEFIZHBUBMHREAG Y < F 20T, ERRIESN TEIZUY < M E FIREL, IhF0M
BLARTDLILBTENTD, SR~ (TREEREERFICBITAIN564 D OH KO B
BEBIUBRKEREOMBEREL, ZOFAEELRM L, MEERFICHITAIY v FEFR
LN 7 7 b—A KR 1gG FUAOHHEITER AMHBEL, BEIZHE o7, IgM BLUS IgA &Yy
2~ N EF DH ML limited cutaneous SSc (cSSe)B#E (ZH#:L . diffuse cutaneous SSc (deSSc) &
FILBWTHEIEb o, WBMMEIEICBITLIgME 1668 | IgA RIS+ b A FE T-B L O
Z2 b~ AR 1gG FLEDOBMEREITE NI 39%,25%,23%, 38518 35% Thot-, BHMRMERE DS 3
SEPEIY 1gA-RF B TF anti-AG 1gG ERBHIB N C, BEREDOSHHE L IgM-RE,IgA-RF 3L
anti-AG IgG LABZBVTEWTENENHE EABIRRLERICE) T, -, BEHOE IR
DOEPHEEI IgM-RF1gG-RF 35 LT [gA ERFHIZEVT, FE5 5 ALIER O & 813 IgM-RF
FBLU 1gG-RF LB BWT, FHEE MO HHEEIL IgM-RF LR8BS TEhEhiEL
SECHELUA BicEm) o, MitOTUER RO BEORE1X [gM-RF 3L 0 IgG-RF LR B
WT,CRP D LRHAZFRD-BEOEEIL [gM-RF ERABEICB O TH EREBICHEL FhFhESEIC
B0tz LA EDRERID ZNEA> ORI R IE BE T DV ShD BRI -
HILIEFRRIRR LI H 2 LAVRM AN T,



A. BFFEE W

HREEHAE (SS)T=2F—~ &Il b4
LA <Ry 7 ADBRII L IC LA B
SUPIIRGE IRES DR HE( L& EEL T, SSe
TIHIAIRAY AT | FUECH L b AT
FREORREORVE DREOM, Vr~hr
R <01 single-strand DNA Hifk7s S8 Bt
DEVESRELLITLIERHEND, BHE
RTHWLH TOAYT < MFEFIE 186G @ Fe
HoyaAER LT3 gM BBRTHE, V=K
KX RAERRE Y 7 < F (RA) W CEEE TR
DOENETH, DR SREBCFREE, 1
AR = ARETLIEDLRAS,

IgG A RF12F LU TEAEIENIC S BICIEEL
TVAD, M [gG B RF DFHICOVWTIE RA
DIFRBLHEBETHLVIBESHL X EFNLITE
O@|ELHD, MiF IgA B RF i ThE—L
Te RLARIL 2V,

RABEFEOMATRATIN—2%E KB LI IgG
PER AL THREICEMLTLHIEH
oL, ZOHTFI7b—ARB G IZ X1 DS
Ih— AKX 1gG FEIE RA ITBWVT, EXDY
U FEFELEBL BESFEIIE £
DIRBDFERE LIS TV ET, SSe T
B RS AL ORIBEC R IE O F B LA 5L
DBENRHVET,

SEE 4 A 77 —2 KR 1gG Uk,
IgM,IgGlgA B <A FRAFAEH|FEL ., SSc B
FiCBIT2F AEERHLE,

B. #f3E5

A KRR AEEBLI SSc BETI
Bl LR A144), SSc BE DN diffuse
type 23394, limited type 234085 T, 245
Amereican College of Rheumatology 73 iESS
MR B AR T LT,

ELISA 3

IgM-RF, IgG-RF, IgA-RF

Eitest IgM, IgG, 1gAF (Eizai, Japan) Z{EH 1=,

<A77 —h LIZEME L lgG-Fell2fE &R
Li-t#BEMFEEMZ ., gG-FelofE &L
lgG-RELBERIZB L MeG-Fdii k% il &4
7o BEWMEMAFEAL., ELISA readeriZ T
405nm TR K ERAIE L 7=,

anti-AG IgG

Eitest CARF (Eizai, Japan) & HBL7-, =17
Fl—h BICEHEUEA TS bR R G 0201
EARRUHRELEENL A T7E— 2K
RIgGHRBIFETOEHLE T F L1270
BRSNS, ILIZEAF LALL VF L L EF
EHAN T ITE O ERRER BERENL
FAL ., stop solutionZMZ, ELISA readeriZT
420nm TR S REL 72,



C. IREREER

E¥EREESEMRO TR TGF 8 RELER
B, WEFRARITEGE ZI->TRETS
1—4 {277 § &5iZ [gM-RF,IgG-RF,IgA-RF
BEW anti-AG IgG DW-3HIZEBVTH, SSe
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# 4, SSc BEIZHITD anti-AG IgG LA L
VHELEABHMTOREY R, BARIERD LR
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B4 FEA AR M€ ek B EeE)
SRR RS E

4 B3 %5 T2 matrix metalloproteinase-1 =343 %
Hoe&®RaS -5 ofRE2NMT 5

SEPE (i
[ VIE-1 ENHF
APk BN

FHEREE HEmE

PFRERE

DIRKFXEHEFRPITOR KRB BuR
SRRFRFREFRVIRZ R A EE
SRRFRFREFLRPIN SR 2T
@RAFRFEREERVFR R WA 8%

EHHREE CTREBRLICHNT 20 0HEORTIFATH 5, 5. R4 LIHBEE
BEMBPIC, 3T 23RBS T 2 matrix metalloproteinase-1 (MMP-1) 12544 2 B 24
HERH Ui, Hi MMP-1 Gidkid s, bsE. SonEEnoRE s FhEahmEL
oo & 541 MMP-1 Hifkid MMP-1 OBERIGHE 2 L 7z, LA EX D, 5 MMP-1 ifkiz MMP-1
DEHZBET D LICE->T, RELOERCRSTIECHATH 2 MENRE I,

A. BIEHEHM

f@csits, as-Yralommsn
ERORL. HBNAEBOESRLESBEOR
DT AL H>TRES NS, MEROER
3 matrix metalloprotainase (MMP) & iIEiSh
LAMBERICL>THHEINS - LNASH
ERoTWD. Zhd MMP OEMERESIC
tissue inhibitors of metalloprotainase (TIMP)}= X
>THHEEH, MMP & TIMP OBOEHEL
RINDNT A& > TN ER OB
BYHERINTNELELISNTNSG,

LM PAE (systemic sclersis: SSc¢) D F
BT 1 MBXU 3 a5 0mids
D5’ TOREE LT SSc HIRERHESH
BT MMP-1 OIRHENETLTNS I &5,

E5HIZ, TIMP-L, 2, 3 ORBMTHEL TS
TEMBRCRETHY, MMP-1 © TIMP
EHERIEL SSc DRBICBHEL TWB I &t
ABRINTND,

SSc¢ ISt AERBELHRETIHMT
BLN, Hitz FOATHEADPH RV A
S—t 1hifkE -7 SSc RN EOHE
R OREEIIS<THENVDH TS
Bz, £IT, £EMHACREEIBELE
OO BBz, SSc Tit MMP-1 iZd
SHOHENEEZN, ZOoACH&M
MMP-1 Q55 REBERE LT OEH
EARITD &K ST, 35— RN
ETL, TORBRIS—7F O OREZERN
ELHLWSERERE L, SROBNT



