P=0.003), —4. BZ2EUHE% DEFREDHE
BIZHERERE>RMD T,
4) 1 RNAPIII Hifk MmO & ERIER

M 1 iC#ERENZ I RNAPIT Fikil 2 REt L&
7= 6 FlOBIEERT. Case#t6 &R < 21T,
i RNAPIII HifkflE 2 F > 22 7AHEB L 7=,
Casett6 THAF A7 THIZEM M
H 59 H RNAPIL FUAMSEETH > 208 &
B ICETHEOMREEZED . Case#e &
Case#b REAPICREEBTEZRELREMN, W
THHH RNAPI ARSI LR T 58
Tholz,

D. L

. RNAP III #ifk ELISA OF R4 R
BEEREETHIHREERES KA 2 AN THRE
L7, EOS. H RNAPL/II Hif B B0 gold
standard O RELFEE L HLEL ., FRE 99%.
R 1%, [BMEEREE 06%. RRMEETE 97%E
BifR##RERLE. £, MBERBIZB D
BRBEOHEED 1%XEBETHD ., ELISA B
RNAPII itk 2 EREIFETEDT w1 TH
HTENERINZ, LEMN->T, BRAVERE
L 751 RNAPIIL itk ELISA iZAEM/L RGN
BizfbaMELRBIEELTEDOTHAL
EXohl.

ELISA ZHWAEFROVEDICERMZZRER
MEBEoNZZENHD, SEHORMNT.
RNAPIIl {iik @ EFIIEN. BRAENEER
FEHRENWT ERHShERoT, EL, #l
RNAPL/IL HitkOHEMTH 2 EREE DHER
Mo iz, —F. ERRHEEOHEE
FANRDE, ERARRLBNDDOHKMEO LR
REBFELOETPHEETORELMET S
AREMA RSN, S SREIE B WZATE

ERBRICKOMERTILEND D,

E. &

i RNAPIIL #1fk& ELISA 3 && LIz b
BEMLT v ETETHD ZEMHRENTE,
F7-. ELISA IZX 54t RNAPII Hifkilid EiE
ELEREEHOFMICARLZITEENRTREZN
7z

F. XXk
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1980;23:581-590. BAHLE  BEECBII2HROREILE 5
55 BHEEERESDBETMERTAR(LIR).

G. BIRAR%E 2004. 9.

L i RR

BHATER: 71 RNA RU AS—YhkeigeE. H, INHTEFEOHE - RRRTE
RAE & FiE 2004; 12: 48-55. L

LERRE

—-113-—



F 1. BEEICBITA5H RNAPUIL Hifk ELISA DR, #RME. MM E. REETE

FaE%, fRAT I R HRE BtEdE BeESE
(%) (%) (%) (%)

BREZRSBKRE HE 265 100 99 85 100

Y7 20051 FKE. 196 93 99 97 99

T AUA

Yy WIN— R, 73* 88 — — —

FTAUR

&t 534 91 """51; ------- 9-6 -------- 9 -7""

*4THi RNAVII Hifs i,

Case #1 Case #2 Case #3

60 30 20 40
30

40 40 20 20

A\ \ 10 20
20 20 10 I I I I 10 I |
0 0 0 L0 0 0
0 4 8

¢ 5 10 0 5 10

Case #4 Case #5 Case #6
20 601%6VC 78 56 34 28
ll 30 L 40

20 30 40
20 }\/\‘ 30 40
20 " I
20
10 20
o 10 10 20
] 0 0 0 0! Lo
0 5 10

FEEn b OHM ()

B9 1: MEE 6 FlicBiTsd ELISA iI24& 5% RNAPII &M O R {L. rhg
I35 RNAPII il (). N—1EAF> 2237 (). Case#t4d & Case#5 2B}
LHRENIBEETORELTRT .

AFwAAT

30

FIRNAPIIIH R (unit)
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BEERBNENARMME @REEBRBHATER
TEFR#REGE

£ SR AE IZ B 5 phosphatidylserine-prothrombin
HEEIIHT 2 5O ik o

SEBIRE ik fh—
wmhaE BN R
mAE Lk R

EEMFRE ME M

MREE

RIRKFERZFGEE R ERR ERABBUR
BIRRZFEREBUE S RIFFER B R80T
SRAFERFREZRAZAHMBEARBNF
RIRNKERFBREERFRA R ER 28R

L EMKAE (SSc) KBTS phosphatidylserine-prothrombin #& kI T 2 EHCHIE (B PS/PT Hidk) D3
BE EREARAER EDEEIZ DWW TRI L7z 12F D SSc BFIZ B W T, MiFF O 1gG RO i PS/PT Hifk % ELISA

WTHEELE. 33 FIOBEAL 30 FAOESHET)FIF—FRiz2oWTHa > hOo—) & LTH PSPT K
EREL K, 1gG BIOH PS/PT HiEIEE A TIREBRE SN 24 16%0 SSc MFIZHRHBIN, £

REfPIREE (REMEM% EMEnEE) OFESMHBLE,

240 SSc BETIE. WV —7AHEERT

41 cardiolipin-B, glycoprotein | &M RIEIZHMPD 5T, #1 PS/PT VB TORENTED S, H
PS/PT Hifkid SSc Iz 2 MRE O EBRESPEREROIBIZEN EE X Shk,

A. BIRE®N

S EERAIE (systemic sclerosis:SSc) (3B M F
REONBICHIT HEEL, IEREEFEMETS
HO&SRAETHS, MERFICHL TR, &+
IZME O, mEE, RMERLLEOZKRLRKRE
MEHSND, V-TAREERT LA PH
cardiolipin-B, glycoprotein 1 & (i CL/B, GPI fn
) nEoH) CIREREIL. MUREZEDORY >
BERMGERBEICEHEL T3 EELIShTVS !,
Hi CL/B, GPI fitkid, SSc @ 10%IZREEH, W5
MEEEAEICHET Z&EMBEIRTNS %,
Bt #1 prothrombin Hifk (3 PT fifk) Tidk<,
fi phosphatidylserine-prothrombin # & #2342 58
Ciifd (A PS/PT Hitk) 1 LA O X ELMEETT
HBHEEZSNTNVDS M, LMLAMNS, 88 2B
125 PSIPT MFOHEESCERNEBRIFTHTDH
%, a2l SSc BEIZBWTH PSPT HitkDEe
ZRIFL. BEREREOHBERIEL 2.

B. BiRGE

HEELME

FMHBBEIL SSc 112 # (& 99 Hi. Bt 13
Fl) THH, F£4E 40219 BTHo . 40 FlLH
topoisomerase [ Fifk. 41 Fi3Hit > b o X 7Hik.
10 FlidHl RNA polymerase TN Hifk, 8 &lidHi Ul
RNP HitABtETH - /= BRAIENT 54272 £ T
Hof. 30 FHloertr) 5w h—FZ(SLE) &
HEBEA B HEHEICMO-NELTHERALE.
INSOBELDMFERML T.ERICHERALE.
2) ELISA

L PS/PT fnfkid, ELISA (B2 4EMW#iF5SA.

HFEBR)EERLT, o2 —-Lizft-> THRITL
Jeo MiE% 1:101 IZHRL T, PS/PT ZERLL /=,
96 73® ELISA 7L — MZ&HEML. 20CT 1 MK
WEH, BRBE. EeLiiitkeERoFiy¥—+
ERERAE D G METREHELE, TOE. 3.3,
5.5'-teramethylbenzidine &BEE{EAFIZIDHEGBL,
450nm T7L— bORXEENEL . BREBR
i35 Uml Thol. i CLB, GPI FEIZDWTD
ELISA v b (<4, B3 :2HEHLTREL
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72 « LA 11 Subcommittee on  Lupus
anticoagulant/Phospholipid Dependent Antibodies 12X

SHARSADHETE, RELE,

C. DFFERRE
1) SSc IZ BT 51 PS/PT Hidk

SSc BHFD 136 B D PS/PT Fik{fiid SLE B E

XDENHBDD (7.1£11.8 vs. 12.5210.4 Ulml, p<0.05),

E¥IYPO—)/(CILICHERTERIZERLTY
7= (7.1£11.8 vs. 2.1£33 Ulml, p<0.05, 1), EH
A2 rO—)LD¥H 438D 2EBADEEICBMEE
HELERE, E¥a o LT 1HLHA
PS/PT HifkiIIBtE I S iein o 7oA. 8Sc D 16%
& SLE D 33%I3BETH o oo 2D K DI, FIPS/PT
Fikid sSc BHEO—SRicRitEhi-.

2) APS Z5PFL 72 SSc BEIZB T DHPS/PT Hulk

F L IZHPS/PT fifk. LA. $7 CLIB, GPI Hifk®D
WTFNOMBETH o7 SSc BEFEO—EER T 112
FlD 8Sc BED S H.81 BT LA %.60 #TH CL/B,
GPI FiEZRE U7z, LA 12 SSc D 25%. §1 CL/g, GPI
B3 7 RicRE I h s I PSIPT A BTED 18
FloSL, 160 LA Lt CLB, GPI HitkO/HH
BBHETHD. 8HILLA DHRBETH o=, FLPSPT
kB0 S5 6 Filik. LA &5 CL/B, GPI HifkD
WihbfattTth o,

FLPS/PT ik, LA, $iCL/B, GPl Hifkonih
DT H o2 30 FlicBNWT, FHZE MRI. T
R)T77 14—, HMEAFy . DXL >,
DILI— &K D MREDORFE BT L. IFREAE
FEOBE. MEROBSHIZEBRERBIALALN
2o fz. 30 FiR O FIICRE TlENED SN
Jzo 1 PS/PT PitkiBtE D 18 BICiL 6 1l (33%) o
MENEDH SN, Thed 6 FHid. 1 PS/PT
Pkt 19 Uiml LA EORBHEOEWEF TH - =,
FEETAREZ &I, BEFHRILEEDH 5N/ 2 6 GE
#l1&9) Tk, LA D8 CLB, GPI HifkAfatET
HRIZHMEH ST, FiPSIPT NI TH - /=
3) HUPS/PT Btk L EEHAEIA & DEES

1 PS/PT HUARBIED SSc BERTIE. oA
MR P RRBOBE MR ERBRERICHATH
BILBETHH = (R2), 25T, nikBHERT
BRI fLE R EO MR LR
HBLIDOERICERIIZD SN, HRELE

DWVC, %DLco DIETIX. HABENTERICE
RIZBDHHNI. —F, BUEBER SRR TES
BEfb DI T&H D modified Rodnan total skin
thickness score IZZIIA SN, CDEIIZ,
il PSIPT BRI RO BIPMHAE &7 SR
NEEBHLENE,

D. R

SEIOMEIT, SSc BED 16%IZ G B PS/IPT
PN SN, FUKIBHER D 33%13, LA H
CLiB, GPl MEDOHFEICELS T MBEEMHE-> T
7= k1), Hi PSIPT HifkMMREEGI SR T4
FIIAATH S, nERNEAfErSO MO EL
ERLETORITYA U L OEEENHI LD,
07 C OEREEEET &N RN
T3, e, ESIENEAR EOBYEREL
UVIEAKRESUT, PT 20 L BEE2EET
LAHEELEALNTNS, BADOHETIE. A
PS/PT Hifhid LA TEHEEA L. LA & k<HEETS
&G TN TED. 5 PS/PT FRIIH CL/B, GPI
Pk DI LA OXEERHBEETFEEI SN TN
2 M, LIpL7adts, MR TOMBEDH S Nt
i PSIPT JUKREHED 6 HIDD B, 243 LA &4
CL/B, GPI HikOW TN M TH-/z. DT &
N5, e & LA ©h CLB, GPI Hitkhiatto
SEFI T, APS DR —= 2 FIZH PSIPT Hitk
EMASZEHFAIH LR,

SSc BHFIZBWT. 1 PS/PT Hifk &Ry M
WAL DORICH B2 MBENH 5N, Buropean
Phospholipid Project Group D KBELEERNTEICH
WT, APS BEOKXILALSNIEERERDHIZ
RS OUESE . BB, RRABEO R
HRBEOXRMBMAENSTENTNWS . XK
ML BT R T 5 8/ i 4% i B P9 B B et
LHRBENUEBFIZED, $Sc OFR MR it
L EIZH PSIPT BB E L TWS Z L &RR
LThahbdblhizlh,

E. W@

LA 51 CL/B, GPI HRIZINA TH PSIPT Hitk%
RIETSH &L, SSc IZBIFD APS REEERE
EDHETIEBItEMEELLNS,
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1. RUCISHEEBE O 2t s EE R

#EH hitnE FLPS/PT Hifk A—TR fiCcL/
(Uimi) PREEETF  p.GPI Fk
1. +(DVT) +(104) - -
2. +(DVT) +(35.2) + -
3. - +(29.5) + -
4. - +(29) - -
5. + (LR +(24.5) + -
6. - +(24.5) ND ND
7. + (FHET) +(22) + -
8. + (B +(19.3) + +
9, +(DVT) +(19.1} - -
10. - +(18.2) + -
11, - +(17) - -
12. - +(17) + -
13. +(15.4) ND ND
14. - +{15.1) - -
15. - +(14) - -
16. - +(13.3) + -
17. - +(13.2) + -
18. - +(13) ND ND
19. - -(9.1) + +
20. + (/LK) -(8.8) + -
21. +(DVT) -(8.8) + *
22 - -{8.1) + -
23 - -(7.6) + +
24, - -(6.8) + -
25. +(DVT) -{6.2) + -
26. - - [<5) + -
217, - -{<5) + ND
28. - - (<5) + -
29. - -(<5) + -
30 - - (<5) + .

DVT, FEEERIRMEESE; ND, not done.

# 2. fLPS/PT HUKEBIEO LS 3 B E OBRRIER

IgGEURPS/PT Hidk (U/ml)

1000+
100 - o
] o 8
o} OO o
go 88
__________ %} %. -_— :—.g___"'_
10 - o 8000 O@g,
,.?70“ &% 0 oo
n=23 n=47 n=5
1 r
CTL SSc SLE
(n=33) (n=112) (n=30)
L I |
p<0.05 p<0.05 |
p<0.0001

1 SSc B#E. SLE B, ¥ A (CTL) mi @it PS/PT

EARES

il PS/PT b % ELISA (o THlE L7z, S ITHRHIESR
(5 Uml) T, O THOMTIHRE RSB OEN Tt
R o SARIE CTL OFIHERISD A 6 3 L7 cut-off i & 71
To HWBIETEHEOEHEE R,

HPS/PT i (4)*

L PS/PT fiLfs ()

(n=18) (n=94)
SAEFM (5F), mean 1 8D 41 £20 46+ 15
%, Bl 4:14 9:85
WM (%F), mean £ SD 5456 53%70
B

mTSS 1474120 10.7£9.3
FakBaMERIR E7Add 12
FE Iy 39* 17
[}
R R 92 Tgee 36
R R FITAE 56%¢ 18
%Y DT sl 24
%DLco M{ET 89+ 54
R 9 63
LA 39 20
B 17 3
P &5 44 22
et 11 14
BREMR
1, topoisomerase 1 A {4 56 32
Mt btoA7HE 22 19
$L RNA polymerase ik n 9
ft UIRNP Hifk 6 7
ESR TUikt 33 24
CRP L 5 22 12

*{fii2% % T mTSS, modified Rodnan total skin thickness scoreq
**P<(.01, *p<0.05, vs. §1PSPT MERIEEER,
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BRAEDBAERRRME S ERMEETTRITARE)
AR REH

£ SR IR IZ BV B kR MERE DEREE SR T 12 BV 2
MiF SP-D, KL-6 8D H.&8:apF5%

gl
k=)
W&
FERFEE

VeRRfh—
AL —

PrisFnzE

RER

SRRFRZRES RIS R B0
RINRKFER LR F R SR R R g
BRHNEE SRRFERFREZRPFICRE G R 2R
RIRARFRFEREERFFR R R 280

EHMHEE 42 FledRE LT, 0 SP-D & KL-6 {i% ELISA % THIEL.

HEsH L,

SEHIBITSMG SP-D 1. KL-6 fAldic e BHEBERIIBLWTERTS

D, BICMHBRAMEZEHFLEBICIBWTEOEMAEERL /2. SP-D flild KL-6 izl L

T%DLco, %VC &L 05WHRERL =,
RETRS HERMVRS -,

HiZ SP-D flil3 KL-6 Mk hENE VK. 1
RFFAICH. SP-D fEI3 KL-6 A& 0 SEicHaitE0iEs

RRTDHEAMA SN UELD, SHRBEFRIZBNT SP-D & KL-6 4t TEmic
BIETHI&IChD. MREEEL D EHICHEETE S EEX 5Nk,

A. BIEE®
EEMEMEE (systemic sclerosis:

SSc) IZH, MR B BB W T SRMEE
(pulmonary fibrosis: PRI & &H L. /4%
HELTROGEMETHS/D, T OFEMILE
RO TEETHS, PF 27 T2 4
HRELTREEXMALES. BH&KEHE CT
(high resolution computed tomography:
HRCT) AW SNTWDA, BiEE, 8
BIZBOLWTRHENS 2. Lo THETHEIN
B9 D BB 7 i 3 A FE B AR ML S i,

SSc KBS PF OEEHEZPEL TV L
TRERBTICRZLEZENS,

SP-D 3EIC T Bk EZififa, &
SO MBI NAMY—T 705> b
BENTREATHS 1. SP-D i3 R{EmM
FIERE R, FRaEBE, BERICES BEKE
FiREFOHMHEEMKRBOBEMGEH THML
TWaHIERHMSNTNWS 23, BT SSc 2
BNTHRMmF SP-D D LM PF OFEE
HBLTWSEBEIhTND 4,

KL-6 i3 Kohno SiZ&ko>TRHRES
N-BEAFRTHD. EiCTRAE LR
fa. FERSE X EERICRELTWS S,
KL-6 QELGRERBEIEM %, B
R, WEBERER, BRFICES MR
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ZORBEEMEBOBREOFE P THML TH
ZZEMANEINRTED, ZheOREBED
LW LERAmMEENBELZEAShTNS
&8, BiLOWMETII. MmiF KL-6 il PF %
{35 SSc BET. PF ZEb/IRW SSc B&HIC
ERTHEBRICERLTOWAIEMREINTL
59, BIIE@Z KL-6 o LRA PF O
E. MELHBELTWS I EMBEIN TN
50,

Znk3izmi¥ SP-D, KL-6 it
RIEEMRBIZBWTLER T M4 W
BEENTNWBHDOD SP-D & KL-6 ZEIHIC
Pl LR LR DRn, SEOWET
Ik SSc MEFITHBWT Mg SP-D. KL-6 flint
PF ZNETNEDLSIZHBELTEL. @
HBEIEOES BRI ERIL 7=,

B. BiRF*
1. MRBE

MRBEIT SSc 42 5 (K36 H. B
68D THD, EMITA9L18MTHH 7=,
HRFITIX limited cutaneous SSc (ISSc)At
14 i, diffuse cutaneous SSc (dSSc)ht 28
FITH-7=, BCHREFTRIIRT /AT
— [ FikBERL 27 6. At bOATY
FUKRBIEFIAY 11 8. i RNA RO AS—F
FkIBEFN 3 . BCHARER L HTH
oft, A bO—LELTREA 30§l 2
XL )F< b—F A (systemic lupus
erythematosus: SLE) £83# 20 #licoW T
RATL -, BERRIEEITIL, SSc 6 Fihe o
83 BkEZAWTL bOARS T+ TIZfT
To BEIRAIMIZ29215%THo 1,

2 ELISA
mi#E SP-D HiZdHKEhTW3
ELISA v FERAWTHIEL A (SP-D Kit,
Yamasa, Chiba, Japam). 51w b 7 {Eid
110ng/ml TH 5. M KL-6 @FHikEh
TWwa ELISA #y M ZAHWTRHEL &
(Eitest KL-6, Eisai, Tokyo, Japan), A1 v
b 7 500U/ ml TdHh S,

C.HHFtR R
L. M2z B T 5 Mm% SP-D. KL-6 {é&
Ba2RETHNERIIBIT DM SP-D.
KL-6 DWW TERHMLAE (B 1), SSc iZ
Bita M SP-D i, @%¥A. SLE &K
BLTHERICEME TS /=, PF 25 SSc
T3, PF b/ SSc ICHEXTHEICH
f%zmRL7%. PF Zfbiaiy SSc, SLE &ft
BALORICHAERZRIRSh b7, &
iz SP-D fEI3%VC, %DLco EHEIZHEH
BLTWwA (1 2), i SP-D T SSc
BEFIZHITD PF LUEroOKET 91% (21/23)
THD, BFRERB 8% 21/2)TH- 7=,
SSc IZBiT 5 M KL-6 i, @A,
SLE LHEBL THRICEETSH /. PF %
£ SSc Tit. PF ZEPEb/ziy SScizh~T
HRICE@ERLRE, PF Z2bizh SSc.
SLE LEALOBICRARERA SN
Mofz, 51T, KL-6 fHIZ%VC, %DLco
ERBICHHEBALTWE (M 2), £A, @
i# KL-6 fAl3 SP-Di S iEDHEMR S,
i KL-6 {§T® SSc BHIZHBWT5 PF O
WO REL 39% (9/23)THo., HRER
100% 9/ TH -z, 2D L3Iz, mif SP-D,
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KL-6 ffi> LRI SSc 2Bt 5 PF OFESE
FRLTED., SHIEEEELHHEMLTY
BT EMNFMNoTz. MAT. SP-D K KL-6
ERTLDEENEWRE, KL-6 i3 SP-
D XFOBREXBWIEMNGM- ., ZHS
D¥FEM S, Mif SP-D. KL-6 % FEICH
FTHIEIZED SScizhits PR 2EDE
BIZHETCEZI2HDEEI LN,
2. SScizBir5Mm¥ SP-D fli& KL-6 D
RS X Ui HEE

% SP-D. KL-6 i & SSc DEREREIR,
i ERMZELE OREE RS 2012, SSc
42 BIZUTOIFIZRTZ (). BIOR
i3 SP-D. KIL6 MEICEXEMTH-HT
Ho. 18 FMNCNITEFTENZ (A, KIESP-D
REEERLEHOD KL-6 BEH@ETH-
HTHO. 15 FNIhIZEENT (B).
BN SP-D, KL-6 I ERLTWAERT
HD. 9 FINZhicEENL (C). SP-D iF
EREERLENS KL-6 XERLTW/EH
HZoMEOHENSIBRoNAMh-72, PF
ABICHR B, CHTHERICHREIZASL
Tz, BEIZBVC, %DLco DETIX A B
2 B, CHTREIERBIIEARINE,,
51T, B CHTIR ABRLDHIRIVA
T—PHREBERRERIZZ<EFELTVE,
B. CHMiICRFERHEBRAShAaho
LD, PF CMiREREFOGHICBNT C
BBELDEBLLIEEMALSNE,
3. MiF SP-D, KL-6 DR

i SP-D, KL-6 @4 PF ORIECH
BLHBELTWAIMESHhERTTIEDIC,
6 0 SSc BEMHEREL Mg 83 Bik%

ANTL MaRRy T TITERBBRE ET
ok (K4.

8 1 1391285, SP-D 256ng/ml & &
HLTWWeED KL-6 X 55U/ ml EEEE%:
RLTED, B8 CT 2T PF BEH SN
WS EDSEE THo /-, KMEIIHL T
LREZ=V/Or 20mg/BICK SEMEMBL
7ot 6 MAHEIC KL-6 @A 956U/ml &M
WERT B &I, WE CT ECETHEZ
AUHASZRBE, BREEMERLE, £
DO SP-D BHIBRM S KXRELERGET
250-300ng/ml THEBL Tz, Wkl
13%VC 56. %DLco 39 LERIZETLTWL
7=. TD#% PF OH#ETIZIEE - =A%, SP-D.
KL-6 #icmELE#EFL T, 91855
Hi£IZ/2>T SP-D BB 4 ICETLHED,
KL-6 & SP-D iz2vENZNSET LEAD
7z

EH 2 BYZHICIEED KL6 B

(554U/ml) & SP-D OEHAE LRERL
Tz (210ng/mb. W CT ECTHEED
PF 28Bo/. YEHBLIZHLTTLE
/oy 15mg/BIZLBEMET>TWE
At 4 MABIZ KL-6 #ht 1,463U/ml &~ &
BICERTH L2, B CT CHEIPTHE
AT TAVHZ ARBE LHITAKBEN
HMBRL/AExD PF OBEBEHNEEEZ -,
SP-D i 205ng/ml &iFFFBHOE M
Thol. AT70A BNV ABEERITHRE
Z5 SP-D ESRETL. KL-6 H008E
LEMZRAREN PF OEFREEST. #
s 2MARIZECLE.

SEH 312, #1282 SP-D Af 139ngiml
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EPPHEERLTVWELOD KL-6 id
368U/ml SIEEXMHETHD., B CT IZTH
REBERRON Do /. EWBLICHL,
7V RV Oy 20mg/ BTk BEwERE
Lient, flEh s 2 &Iz m KL-6 A
886U/mliZ. SP-D % 198ng/ml & LR L.,
HE CT TR FHEFIC ) AT 2 REBEM
HELZ=. f1B»5 8 MA#ITIE SP-D
236ng/ml, KL-6 1,311U/ml &®iz LR
L. B8 CT LAVHS ZBREREISIIHE
Licle®h, 0742773 RN ARE
26— NVHITLI & T AN ARE DR
SP-D. KL-6 $tizfiidn & 0 RRigao
Eleblbkxok, U LiaMs, NILARE
MRTTDEHICHUEHEO ERRR SN,

REH 4 1 XMLIET TIZ SP-D 233ng/ml,
KL-6 908U/ml L@ ZERL TWic. B
CT T FHEFICHREE NZFTE LI
BOETHRSNE, PF OBMEEB /0
K7L RE=nr % 30mg/ml I28md s &
FiIZ, B 6 /DL IOT AT FI RN
WABEERT U, ML AREOR, ER
WEEREEL, B3 CT kb PF OFFTRE
shiamok. KL-6 BIEIEMERERUH
THB L TWA, SP-D R¥IBI L DKM
ZRL T,

fEH 5 I3 ¥2 K SP-D 231lng/ml. KL-
6 930Ulml & ER U Tz, BB CT Tk
THEFICAUN S ARRE, BRBESRS
N, %Dlco BEEETLTWE, 121~
ALY PF IzfL T 20742773 K
NRIVAREEMBLIEETZA 2y BRI
SP-D AETF LD, SP-D £V 3+ AL

BNTKL-6 bETLAE. &% 6 7—Lon
NWAREERITLZEZS, CT EMRAEOD
WENRo N,

516 TiX. #&# SP-D 186ng/ml.
KL-6 1009U/m] &FEHEMEERL T,
FEE CT TRETMERAVHN S ARE. @R
Rely., BEREDETLTWE, £0i%
e, HREEMNMEL /D, PF OME
REZIOQITIAAT 7 I RN AHEEH
Wl7, 83 7—N{75% CT LoMBEED
Wi, PRBEROBENSSZEFERY
% L FKIZ SP-D. KL-6 QLR BFENE,
ZOEMIIHLTSIaT+ XTI NN
AFERBENLEAATOA RN AREE
&R IUARY OB EEREBLE
&% SP-D. KL~6 FtiICHDT 5 &Iz
BBEROUE. CT LOAVHSARED
wWENR OGN LLEL D, M1 SP-D. KL-6
fliid SSc KB d PF #RBT 2 &4,
SP-D B KL-6 IZHLT20E<E{LEEY
SEEZ SN,

D. &R
SEOWETIZ, f1i¥ SP-D. KL-6 &
%% SSc, $HIZ PF Z#5 SSc ltBWIHiE%E
AL TWee, SP-D. KL-6 fEid PF O &6 %
RERL, BREEETEAEALTHE, 35
IZ SP-D &3 KL-6 i EHWIEDHEB %R L
2o SP-D i% KL~6 & D #i#ic PF #RKd
SXE. KL-6 & SP-D KM EFREZR
L. TRSOREMS. SP-D, KL-6 12
iz SSc iz PF DA EEEES® BT
HEEZSNE, 512 SP-D BREORWL
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PF D ifif#MIREICZ0 S 248, BB
EETILESNHD, —F4 KL-6 i3 PF O
AN EETH 5, BREIEETIHE
NbHdEEZAONE, LD, fiF SP-D.
KL-6 EZEMICRIETBIET. EB50
—HEMRBYT DLV LD PF 23T
EHEHFIGNE.

SP-D I3 43kDa Qg —7 77 %
YHHERENTAEATHS L. M SP-D @
DERBMELEOHBEELPADFRAIIZEL
ST ERBIINZ Y. A LEORED
BEZRBRLTWS2HDEEISND, —4
KL-6 {2 200kDa &, SP-D Iz~ B &k
WAF HBERETHD 3, KL-6 IXMEM
MBBIZH T HHE, ML TR EK
MEICBNT. EXO TR ELBELD
LI RAL TWEREENTNS 56, &
RE R O KL-6 {Ei3RIR
BEBIZBWTERLTEY, KXtk
b KL-6 i3 KL-6 & &IZH
ML TWE &7, TRSOREMS, MAMER
RETIIMEL-EE TR EEAEAK
B KL-6 2EAEL., FAMMEPIZHAT
HIkizLoThif KL-6 D LR E51&E
ILTWaEEZSNS, BLELD, mE
SP-D {ad LRI LR OB E KL,
—4 M KL-6 0 ERIIMEOEE &M
ERBLTWS EHEMENS, X512 SP-D
12 KL-6 £ 0/hEIz/m0 KL-6 ZDAEBIZE
HT2bDEEASND, SR TREBNR
EfTom 2 GEFIL. 3) BUIZMTT
{Z PF Z2f£->THD. SP-D RBEEERLT
Wiz, %3] KL-6 RIEFETH 708 K

A%IZAaD KL6 BERUEDE. 52
Tid KL-6 {3 SP-D L0 ¥(» RBNTERT
SEAMMASRE, I5ITEML. 5. 6T
I KL-612SP-DX D ¥ ABNTHA L.

NS DFERN S, SP-D i3 KL-6 L DEm
IZPFOEBERBRTZEEA SN,

E. &%

% SP-D. KL-6 f#ii SSc iz#1»
TPFOEREELFKICIEBNEERBRL THD,
mEZFRICUELERBERLTW I &
&0 PF ZXDERICEETED LEAON
7=, M1 SP-D. KL-6 OREITER I
ETHOEBBOTHDZ LS, REEH
D SSc BN TEMMICHIEL PF OXfi%
ToTW ZERBRETHDEHE A SN
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7 . Correlation of serum SP-D and KL-6 levels with clinical and serologic features in patients with SSc*
Patients with normal SP-D  Patients with elevated SP-D  Patients with elevated SP-D

and normal KL-6 and normal KL-6 and elevated KL-6
{n=18) (n=15) {(n=9)
Sex (male; female) 2:16 4:11 0:9
Age (mean years) 44 52 53
Disease duration (mean years) 44 4.1 37
Organ involvement (%)

Pulmonary fibrosis 11 80t 100%
Decreased %VC 6 53t 674
Decreased %DLco 28 g7t 1004

Esophagus 67 60 78

Heart 0 37 11

Kidney 0 7 11

Joint 28 33 0

Muscle 22 27 11

Laboratory findings (%) }
Elevated ESR 17 27 44
Elevated CRP 11 13 22
ANA specificity (%)
Anti-topo [ 33 87f 8ot
ACA 56 7t of

*Patients were grouped into the following 3 groups: SSc patients with normal KL-6 and $P-D levels, those with norma! KL-6 and elevated
SP-D levels, and those with elevated KI.-6 and SP-D levels.

Unless noted otherwise, values are percentages.

ESR, erythrocyte sedimentation rate; CRP, C-reactive protein; ANA, antinuclear Abs; Anti-topo I, anti-topoisomerase [ Ab; ACA,
anticentromere Ab.

t p < 0.01 versus patients with normal SP-D and normal KL-6 levels,

1 p < 0.001 versus patients with normal SP-D and normal KL-6 levels.
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B4R AR abe (ER B RREHE)
SRS
£ G MWRBIEIZ BT 5 MiRRAEE &
MiE KL-6 {E D FERFHIZALICEE ¢ A%

1A EE R —
WAk GEITR—
A ] EOFA
W& E&INEE

EEMEE WEMEZ

REE

FIRKFRFREF R EHE N A
FIRKFRFREES RO FER B A F 45 i 4
SIRRFERE R RSO B B2 R E bR A
SERAEREREZ AR EEFZHT
ERRFRFREZAREHZEHFEIR

& B S R JE 39 D MiE KL-6 f % ELISA THlE LRI 2 105 L
T2 LR BA VAT —E 1HEEKE 4 FI CHIERAMELE (PF) OFRIE, BB V2
B EAER L. EEIEOE PF & 1o 72 4 61 TId, WBREE KL-6 Fi%
TRLEbDOFEBPRELGEIRIRE D072, FOMIIFITEEERNTE
FELTBY PFORE. HEIRONL o7, IfiiE KL-61H X PF OIEEIN %
REEL, S8 % LRI PFORE, HExzRTLEZLNI,

A, #FFEEBY

25 MK E ( systemic
sclerosis: SSc¢) 124X, HEHLILIZE
W TR HESE (pulmonary fibrosis: PF)
AL, FAEEE L TROBRT
H A7, FOFHIIIEERIIZED T
BHETHAHLPF BT A AHEZELT
FRE MRS, BREE CT (high

resolution computed tomography:

HRCT) H»HWw 6N TWw B AT, filifE
., FRICBWTHBE S S, LoT
B8 CIEE ALY D BLEL % i Y

AN S huhid, SSc 23317 5 PF
DE#HEZIRIBL TV ETKRER
BiticizsErons,

KL-6id Kohno 5 {2 & - THE5E
ENT-EEBMETH Y, EIZ T
Ho bRz AR, NIRRT
HKEHLTWA L, KL-613F 45 HH
BT, BB, BT
e, BRI MEEMASOME
MRt EOBEMFF TEML T
HIEWMRWEERTEBN, 2Th6D
REOZW AR MEFNERELE
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EZHLNTWS ™, &5 I HE WM
BT KL-6 fHISSEHEBMENES
WS, BB AT AEETHES
FRAMBEAEGhAZ EFBRES R TY
bo BAEX B, KL-6 XM EHBIER
DEEO R LT FOIFENED T
CORERLMEFIEREL 256
B Db,

Bl OFFFE T3, ik KL-6 {i
(X PF %1% 9 SSc BAF T, PF &bz
WVSScBEIZHRTEEIZLEALTY
AT EDNTERTWVS ., LA LEN
b7z o TlLiE KL-6 fENE L% 5T
i L7 BfFEid 2o v, FNHE, SSc BFE
IZ B B 1MLiE KL-6 {EA PF D RIE R
EARBLTEET A2 E) IR
BHTH b, 5SROI TIL SSc BHE.
YFIZEEIZ PF 2B T A RA Y
A7 =¥ IHEBHEREIIBT A 0E
KL-6 {8 = FEFFRICIRET L. PF DG
X QMBI DWTRE L,

B. if%E 5 i
I REE

A5 B E 1 SSc 39 B (£ 14 33 B,
Bt epl) ThHhh, FHEiid 4919 &
T o 729885 T3 limited cutaneous
SSc (1SSc)7A* 14 fl, diffuse cutaneous
SSc (dSSc)AT 25 B TH - 72, HOHUEK
PUTIIL bR Vv 2 T — ¥ 1Rk
BIAY 25 B, Pty b a XA TERAEEHE
BUAS 11 61, HLRNA EY 2 T —BHk

EBIA 3B Th otz 22 bE—
ELTREA 26, &%) 7~
- 7T A lupus
erythematosus: SLE)E& 20 HliZ 2>\ T
HRET L 720 AERFIIIRET T, SSc39 4
oD ERVTL POANRY
T4 TN T o7z, BIEHIMIL 29215
FETHo7,
2 ELISA
M KL-6 {EiZHE IR T

% ELISA ¥ v P2 HWTHEBL

(Eitest KL-6, Eisai, Tokyo, Japan), fff
FIZIRAR B & L KL-6 FLARIZ T —
FLZZ96RD<A 707 L — MIT,
200 f5ICA R L 72 & 20°C T 2 B[
RIG &7z, REIZRALV T XL 57—
PRI~ 7 A KL-6 $Lik % lviiz,
71 B A 7{HiZ 500U/ml TH 5,

(systemic

CHfgedE R
1. MEEHIBIT A MIE KL-6 14
KAZETUZHICBTLME
KL-6fEIZ DWW THRET L7z (K1), SSe
BT A MmiE KL-6{HiZ, ¥ A, SLE
EHBLTHEEBILRETH 57, SLE
EREANEOMICIIFEEZIRLN
hole, SOIH MRV AT ¥
Ptk SSc iz BV B MiE KL-6 fHid, T
oA THEREME SSe. HL RNA
R AT —CHEREE SSc. SLE. f#
FALRBLTEERICER LT,
Pt v b o A 7R SSc. $T RNA
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K1) AT Bkt SSc. SLE. &
BTALOBMIZAEZEIR O Do
720

Ifli% KL-6 (2 PF %1% #1 b B A
VA=Y 1Pk SScic BT A m
{HKL-6fEI3. PF 2 b L Wi bR A
VA7 —E 1R SSc ik <TH
BB ERLZ, E5IHFEA Y
AT — ¥ 1HEEMYE SSc i BT % MiE
KL-61Hid. %VC, %DLco & & D
ZRLTWR (M2), 20 &9 ICIiE
KL-6fEid3i b FA Vv A 5 — ¥ IR
M SSciZBWT PFDIFE L FOEIE
BB T 09 h o7,
2. HL# KL-6 fE OFERFIORRES

IM7& KL-6 {EA° PF DSJEREE L
HELTWE 0 E) 2B+ 57
DIZ 3961 SSc BE, LRI L /-1
H250EEHVTL PR ANRY 5 4
TR 2T o 72 (8 3), 39
Bl SSc BED I B 25 FIAHL kKA
VAZ—EIHMABETHY ., Folh
WZHLt v b O X THRREME SSc A 11
Bl HLRNA R 1) X 5 — B HKE T SSc
B 3BITH o7z, MiF KL-6 EDLEH
W= ZEDP P RA VA T—F |
PURIGTE SSc i, 3BT B Z LAt
Hik/z, RWOFIIMF KL-6 EHE
BMLEBERLETHY, 45255
I/, F2HIIWMBREIZ KL-6 D¢
B TRLAL00FBHKELE
Bhd Reeho72bDT, 4 BIA5H

SNz, DD 17T HNIE 3 FHICHE
SN, WEEISIE—ELTEEE
LFT#BLTW A ity bo s
7 PR SSc 11 i, HTRNA K1) X
7 — VIR SSc 3 BN & 4 BRI 4>
HL7,

£ 1BEICSESN: aflidAaL
EEEAET IS A FE KL-6 {ED
ERERLTEY, 4 FITRTHE
%ﬁuppwwﬁ%ﬁotoomﬁl
BRMZRHIIIEED KL B 1A
Uﬂwm)%mLfkb\%Em
PF % 32972 (K 3A. 4A), UHEHE
BALICH LTT L F=vay 15mg
HIZLBEEZTo TV, 4 5
A I KL-6{E4%1,463U/ml & &1
ERTBERIZ . PFOHEHIEES
Bl ME CT TP T B IC
P TR)H T AIRBERE & EIC\Ik
R ons: (K4A), A7 04
Fo2S v ABER AT - 7295 PF OHEST
IEES, WE,2S 32 DRKICTHE
T L7 o CASE2 i3, ¥ K 55U/ml
& KL-6 TIEE/EE*RLTEY, iy
5 CT 2T PFIZER® & LAl b8 b
EETHo7: (H3A, 4B), WM
L7V F=vy oy 20mg/H IS
XHWGETHEHELEN 6 hEBEIC
KL-6 fli2% 956U/ml & B8z L/
A&, BE CT LTl TAiEFIC
AN T T AR, WREEITHE
L7:. Mfit&EE b %VC56, %DLco39
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LERIEKETLTWwWE, #0# PF
DETIXIEA LD, 3 FEHRIZITKES
FMED - OREREZBEDOHAN
WEE o7, CASE 3 3¥IZ R

KL-6 78 1,191U/ml & H{ETH Y |
D PF #8897 (K 3A). %VC
77, %DLcod4d & ftEREDET b R &

nTwr’, g7 Fovoy

20mg/HIZE BWEHE L T2 7205, 6
R1&IZKL-65%1,693U/ml & A L R/T

5 &I PF OHEHNRSL

. %VC57, %DLco35 & flifihe 3 3

HICET L2 LEALB1ERIZE

5 & PFOHEFTA T & 42 KL-618

LIETF L7z, CASE 4, #IHEIZIZ

368U/ml & KL-6 @ EEHEEZRLT

BY, B CTIZTLREREBIEA
bhleho/z (KI3A, 4C) EEE
ftizx L, 7L F=vnor 20mg/H

L HEMBEERE LN, A2H»5

2 7 B#%IZZE0 KL-6 #° 886U/ml &

EAFTLH LI, WE CTIZTHT
MEICA) T ARBEFR LW,
ML b 8hHKITIE KL-6 i
1L311U/Mml L WIZERH L, B CT L
DAVH I ABHRIBIZHEELL
W, Y7087 +AT77 3 FINNVARE
EEATo: & 25, PFOEITAL
&3EIZ KL-6{ES 996U/ml KT #

RE7z, SoXHT, 28 % KL6
EDLEFIL SSc 2B 2 PF DIEE
EHEERE TV,

E2BIRL46)TIE KL-61H
BRAZRLD ERALTEY, SHEHH
o EED E FHER L 72 (X 3B) CASE
5. 6 2BV TiL KL-6 {EiZ 1,000U/ml ¥
MZLBMETHoH, TROIIER
M6 FEEL ML TBYMWELCT Lidd
H¥EOPFEE->TWwWELOD
honey-comb pattern #75= L T3 D i§8hE
BEWLDEEZ 5N/ %VC,.%DLeo
bWMBEIPLIZLA LTI E R
572, CASE7, 8 TIX KL-6fEIIEET
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CT TH T BEDIFEMO L\ PF{E
ERTOAT, BEHMBFRLIILAL
ZIERR ooz, BMIAMIL,
CASE7 TiZ 5.0%. CASE8 TId 044
THholz,

E3FO 17 ATIXERBELRM D,
KL-6 fHIZIZIEE I THER L /-

(F3C)s 9B 11 AMITEELE
BED %y PF 2o TEY, 6 Al
PF %o Tl o 7o JlidkERE I A X
IR O NG ol iy b
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