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H1:COLIAZ2 it —-ae—7— |71
HHEEND GFP MR H

COLIAZ QEFBIGERALO LT, -17 kb 725
-15,5 kb Do —-R L TR-350 235+54
BEMOIE—&—|2L>T-GFP 2 HIBIH
BT T I7AN AT H—(1T.0COL/GFP) % &
[EHRHEIEHR CR37 (RSt GFP %
FEH (A) HDHWE TCF-PHIE T (B) TEEL
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BEFBRENARME S (WERBHENAEE)
SHEMAREGE

SR S Jii el e 2 W BRI L 1 K % 9 B E BRI R B PR B % D SR B
fR

MARBHE RHER SRRFRFREZERFAF MRS EERAET
BIRSEE Gl SRREREREFRPIFER BN EB IR
EEARE TRAE SRREREREZERVIANEEHNESR

WAEE
WAE (SSc) KBV TMBEERA (IP) REERTRET Lo T, SEXMRNES

% (BALF) #IRFTRIZ, MAFOAERBRERMT S LN5, R4 RIPICHL THRLED
BEHALE> TS, UL, SSc-IPTIZ, BALFMRIFT AATH BEERITIEA TN TN,
%2 T, BALFMIRIFT R ERRAICH AR ERERLWAETZ L 2B E LT, BALFMM R L
IR REEE (%FVC,%DLlco) BLUMMB<—H— (KL-6, SP-D) & OBI# ##kafl . BALF
FHRRIZ, %FVCHBLU%DLcolHFBERAOHBRERL, KL6BXUSP-DEIZFE/REDNH
BERDE, £/, BALFU UNBREREI0% THET S &, BEMH TIIBFVCE L U%DLco
MEBICHMBETHD, SP-DRIFFICE@ERDE, BEED, SSc-IPicBWT, BALF#FH
REENPORBEBGEL, BENCEARERERS SRR INE,

AEEAN
WEE (SSc) THWnT, HEMEmA (IP)

i, SHEIB< M OEERTFHRATTLE
125 TWwa 1, SSc-IPid, RFIEMREEE
(IPF) iZH~NITmH T TFERNRIFTH S
A, FEAMENMEE L TIAIPF LR
usual interstitial pneumonia (UIP) 8%
BThHDEEBAONTER,. LML, EE
Bouros 5343, 3EIETIZ 9 0 %AHINSIPT
HN, BD10%MNUIPH LK EBLDE
FEEOIPTH D Z LA@EI N I
BAMICIE, @) TRIANSTWERT

H%, bbb, BBEMBAERNML (IP)
IZBWTH, nonspecific interstitial
pneumonia (NSIP) IZUIPL D A7 12
1 REREIGEPTROR[RTREFTHESZ
EMWEINTS D3 NSIPHEEDSSc-TP
MIPF (UIP) IZHEARTFE®AL N Z &A%
LW, Led>T, SSc-IPIZBEL T,
ZEAEMNNSIPTHD, NSIPEE SIZHE
LIEWASEBEZ S ENBE LI TE
7z, Idiopathic NSIPIZB§ L Tid, cellular
NSIP (cNSIP) & fibrosing NSIP (fNSIP)
KREHESN, AENZATOA BEIG
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MR TI NI ENBEIN TS,
UL, SSc-IPIZBW T, cNSIP&{NSIP
ORI PRICEIRD SN TRV, B
HRTHE, REZENFEDSSc-IPOERE
HREITIEHEDEH LD RREEITEL,
EL5ICBEFINT SRR LREN, L
Mo T, TNREDLDSZHEFPRERVET
CENBETHL., IE LMK SR
(BALF) &, APy o#l B iRkl s % RE
L7zHDToHb, MBFERICHTS®EEK
BLUEBHARCED THFHAAHERNS
ENTW%, /=, BALF#Ila2 8 TH it
—BERCBVWTHEITTRETH D, L
%8> T, BALFMIREFT R £8% (2L TSSc-IP
DA ERBTENE, BEERNICIER
WHR LIRS,
[POERITIEU T, Mkt FFVCB &
UDLcoMMETFL TV Z&h D, IPOER
BEDBBR LD, —K, MR ERAK
HEDKL-6B LY —Tr o5 707
A >—D (SP-D) 2%BL, FOMm Py
HSSc-IPICBW T HODHFAREHEOEE L
mAEIENBEINRTWVWSSS, LlEXD,
SSc-1PIz 3347 5 BALF M AR &, & IE % 1 42
(%FVC,%DLco) BEU MW~ —H —
(KL-6.SP-D) & OB EEERHM L, SSc-
IPDER TSR E IR D <BALF#RAT R
ERWETZ L2 BNICHRE{TH 2

B.BFFE S &

1) &BE
ERRZFEFHHRAEZBERICBNT

ARBERTHNAESScBEON, HRHsE

B, KL-6SP-D¥ X (FBALF# AT &4t
BAHTE 278 (BiE4H, LiE2 34,
THEMS 61 1) ERELE,

2) KL-6, SP-DOJIE

KL-6t%, T 72X FKL-6%FAWVELISA
BIZTRAEZERIT o2, SP-Di, SP-DF v
k=] EIAZBWTRIEEfTo /-,

3) WRiSEERE
RRSEERES & LT, PREICHT
LENMERON—t2 N (¥FVC) B&
CPRECHT B/ —1 >k
(%DLeo) EMHTICAVE,

4) [E NGRS R O T
BALF I, SEXSERE IP 0FETS
REAEZICEAL, 2EREKAS Oml
BEA - RIT 2 RELEH 3ETFVERL .
BEI750aryTEIEIRL = BALF (258
LT, #R¥EERD, 1 FAEREEE
WX AT RAEEIT RS, 87573
CEORBENEEMBELIOOOH/TFC3O0
OBAD L, MBHEREREBLE, 75
733 &MREASO BALF #RFAR &
UTHRIFICAWE,

C.HERER
1) Total skin score (TSS) & MEMEHEAS,

I &~ — 4 — 3 LU BALFEIR S B & >3
ET, TSSIZDWT, FRlisee

(%FVC, %DLco), Mmif<—h— (KL-6,

SP-D) B L UBALF&#ALLR & D R§H %

BELEN, WIhbFEZHNEEZRD

Mol

2) BALFMIRESIE & PR 8RS
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BALF) > RERHLERIE, %FVCHE
U%DLco & A E/XMBRIZHED Saho i,
UL, DRERHEE ] 0 %K# (LL) #
E10%LUE (LH) #icoBMLIZBE, LH
HTR%YFVCBEIU%DLcoNEZICRET
Hot. (B1)

BALFIFPERHEEIT, %FVCB XU %DLco
ERERAOHEMERD K, £k, R
HEH S %R (NL) B&5 %L (NH)
HICEL S, NHBETIIXFVCE L
U%DLco B EICE@TH o/, (BG2)

BALFffife~ - 07 7 — VHBE L FE
BREERIZBIL T, AR & A &5
RBED RS .

3) BALF#Ifas) & & i~ -7 —

BALFY >/ /XBREERIZ, KL-6BLUSP-D
EHEZMAERD Mo, UL, LL
Bictb~, LHETIISP-DAERICEHET
Holz. (E3)

BALFifHEREERIZ, KL-6BKUSP-D&
FESAOHBI B, iz, NLEICK
~, NHETHEHKL-63 X USP-DIZEEIC
EBETHo 7. (H4)

BALFRifa< 27 07 7 — BB L U7
ERECEIZBIL T, WINBHKL-6B LU
SP-D & RAELMHEBIIRED Shiaho /.
4) BALFHifaZ @& & 8 CHik

FibBAL Y AS—E ] (Topo-D) HitkB
R CREMEREICME L, BALFMLLRET
895 L, BERICBWTIFPRERNE
BiZHmETH-=. (B5)

D.#& %

SSciz BWTHL, WEEICIPOSHIED
6N, R EITHEOEE TR E
BT3B TVWS, LML, SEO
Bt TIE, TSSERRRAEL LM~ —h
— LM, FEHEMERIIED SN
Shol, $abs, IPREEHEZELOM
BRI Z U<, mERRN & IcEmAetE
THHEND S,

BALFIIf BT ORERBE KML, [PIC
BRLTIREENICEEENTWS,
BALFMIREAT 20 b BERERE LWL TH
EELTH, IPOERES I UNERE 2BS
HLUTWAHEENEETHS L Bbh3,
EZT, [POEREOEEE U TIEREE
RV, EBEOERICIIKL-6&£SP-D%
AWT#EZT-> 2. TLT, $EOKN
RN S, BALFFHRIRHEARRMEES
LUVMET—A—EBOHBEL TREI L
AHBIL =, $abb, FRRAMMLT
WBIEE, IPIIER LN DOIEBIEA S
RBRX SN, —F, BALFU 2 /SRRzBL
T, BICIPOME®REIR HOERYE
PENZ & EBIEL TWaBEmAA» S,
L7edo T, SSc-IPOBALF#IRRFT RicH
WTH, FRIRER L) 2 NREE, KiC
WEICEBLTHNT S ENBETHS
ZEMBAI SN,

SSc-IPizB L Tid, BALFIFHERIERIL,
CTLOIPOELA D DR RBEED B3 L 48
BT 5 ZeME@EEN, SEOKRIIFE
LiznweB X ohd, 35K, BALFIFHR
R H Topo-IHFBEHICB VW THEIC
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BETHH =, Witizb8bBALFIFHEREER
PHTopo-IH&A L HMTH I E2BEL T
W5, LEAoT, SSc-IPORT, HNIC
7 HERBIIN 4 U % 7R & HiTopo- 1 fikkiz
ShOBENS S Z LRI NS.
—7, Bohr&®id, SScloBiT5BALFM
Fapr RICBEL T, BALFY > /XBREE 1 5%
PAEFE/VTHFAERIEE 5 % LA & 7= 15
HZ&active BALFE ¥l L, HBEBRBREET
INRETHDHEWMRTNS, Lhl, §HEH
DREFRMN ST, BALFY /MR EFREROM
MUTWSEBIIRARD, THERRICER
3BT WEERS,
HRFERED 5, BALFERFR & LTI,
FHRREBNBLEETHD, 5%MNBBL
FOEELEBONDS, iz, U /BRER
LU THI0NNER LIRS M, FHRE
BOHVEODBEERTREITHES, =K
L, SEOMRTIE, BT DRk
PEHNTRICBE L TIRBRHL TR,
FERINS5DOREHED TBALFHRATE O&
B EITIRY, SSc-IPOBEE#HO—BI &k
SEBEELL TS HENS S,

E&

SSc-IPIZ B WT, BALFFHIRERNIPO
EREDIVEBNCEHEL, BENCEH
Rl Lad LR EIN,
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FAFBHFRRMEIE (e BaEmeHEE)
pakisli ity
S WMBEIE 2 81} 2 MR &
1 7% KL-6 EDREREALIZBIT 2 5F %

STERREE R

WhE
WhE  EOWA
WhE  RENE

EEREE HEMNE

MEEE

SIRREREREF RITFERE R BBy 80
ERUVNE YN AVSE SN P A Y ) ke ol L e
BIRKFRE B EF RSP R R fe e
SIRRFEREREZL RSB R E]F
FIRRFRF B EE R TOR R B 8008

LB VEMRZAE 39 B0 MU KL-6 il % ELISA CHll5E UiRBr (L 2183 L
720 FLMEA VAT — ¥ IHEBY 4 HICHiBMESE (PF) ORE, BWE I\
WMe L RAER L7, EEMEOEY PF 240E -7 4 61Tk, W2 KL-6 SiE%
LD DOEBPRELRERIRE ot FOM 3B TIREEENTE
ELTEBY PFORSE, WERRON L o7, MiE KL-61H | PF OESHHE 4
KBLL, B#A LRI PFOREE, MELET L LR,

A BIEEE®

2 5 M K ( systemic
sclerosis: SSc) (21X, FE#LLIcH
WU #RAERE (pulmonary fibrosis: PF)
YEHL. FAEEL L TR SERT
HHIz0H, T OFHMIEERRN IR T
HETHLHPFE2FMTHHEELT
ERE ML R AERHE CT (high
resolution computed tomography:
HRCT) EHVHLR TV, fifE
W, REIIBWTHELXSL, LT

i T IR A2 B8 Y 0 SR B 7 LT S 1Y

TRV S L, SSc 281 A PF
DIFEHHEL BB L T LTRER
Bidicked bz 605,

KL-6 {Z Kohno & (2 & » TF%E
SNHEAPETH ), FI12 0B
fa bR R, AR S E R L
L TwaE ', KL-6 13 755
YRR S BBEATIR A TS B g
K. BERICES BMEEMASOBYE
T BEOBEMF R THML Tw
LEILEMRWEERTBY, 2hbo
EEOBM LA 2 MiEFHigEs
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EZONT S S5 1 ZH %
BT KL-6 fEIXFETHEIE OB E
A e E YA RETHEES
EHAPRONEZ EHEEIN T
Bo PLEX Y, KL-6 (3 BE M hige &
DLW DI 6 £ OIGEE O FEM
O HE A EERTRE & e D
H23H 5,

B OMZE T, i KL-6 &
(X PF 2f¥ ) SSc BE T, PF 2 kb 7k
WSSc BE IR THEICER L TW
HIENRENTWES 5, LHLEH
EZ 7 - TIME KL-6 BN EAL % 5F
i L 2R3 v, FRIL. SSc B
(BT B IMiE KL-6 B4 PF O3 HE 14
EERM L TEMAT 0L 2R
HWTH L, 4RIOMIETIE SSc B,
FIZERIZPF 28325 RS
AT =B I HAREEEE B S IME
KL-6 % #ERFRYIZHRET L. PF OIGE)
& OB OWTHRE L7,

B. BfgE ik
1 REE

A RB BT SSe 39 B (o 33 #.
B eBl) THy., FHiL 4919 5%
T & 2 72, 9mBIZ T i limited cutaneous
SSc (1SSc)#* 14 f5, diffuse cutaneous
SSc (dSSe)H* 25 Bl TH » 72, HOHR
BT bR A v 25— ¥ 1HkR%E
Bt 25 B, it > b o X FHARRE
BlAS 11 B, FLRNA F1) 2 5 — Ptk

B3I CHhH -7, 3 bu—n
ELTHRERA 326, 28 7~
b= 7 A (systemic
erythematosus: SLE)EE 20 Ff 2w T
R L7 BERFRIRRETCId, SSc 3941
PHD250MEEHCTL fuAa~ry
T4 T AT o7z, BEHIIZ 2915
HETHo72,
2 ELISA
M KL-6 EidHR 2T

% ELISA ¥ v P2 HWTRE L&

(Eitest KL-6, Eisai, Tokyo, Japan) ., ff
RIS & T KL-6 PR C T —
FLZZ96RDTA 707 L — FIT,
200 F5 I AVR L 72 17E % 20°C T 2 B
FOb &8/, Bliicid~+xs ¥—
VG~ Y A KL-6 Fuffkx BV 72,
71y b 7B 500U/Mml TH 5,

lupus

CHrFedE R
. FIZEII BT A ILE KL-6

KA ZETMTREIIBI 51
KL-6 fH{Z > THEst L7z (K1), SSc
(2B SHILE KL-6 (L, % A, SLE
S L THEBEILEETH -7, SLE
EREFANEOHICEEEEZRIR SR
ol, I MRSV AT —F
ik SSc 2 BT A MiE KL-6 MHiX. ¥t
b A T HARE % SSc. $T RNA
R AT —VHARREY SSc. SLE, #
HANEHBELTEEIZER L Tw i,
ik ¥ b O X THARRE Y SSc. $T RNA
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R AT —VHAREGYE SSc. SLE. &
HAEORIIEEEIR O o
A

1% KL-6 i PF # £ 4 b A A
VA7 — X 1HERETE SSc 2B A1
i KL-6fEIL. PF 2DVt bR A
VAT — B TIERE SSc il H
BICBEER L, SO REA Y
AT ¥ TG SSc 2 BT 5 MiE
KL-6 fEiZ. %VC. %DLco & & DA
ERLTWE(J2), 2OLH 2
KL-6fEI3T I R A v A 7 — L 1HuikkE
% SSc i2BWT.PFDFEL FOEIE
BIZHBIT 52 L0k ol
2. . ML KL-6 fHORERE IR ET

[ i%& KL-6 5% PF DEEFE R IEE &
HELTWAhE) e T a7
DI 39 SSc BE SR L /-
F250MMEEHWTL PO ARS T 4

WZHRERMMRE 21T 72 (K 3). 39
Bl SSc BED I L 25 Gl b A A
VAT —EIHEBETH Y, ZoMl
WPt o b X THURREE SSc A 1
B0, 50 RNA F1J * 7 — EHifsETE SSe
B 3IBITHo 7z, MiE KL-6 fEDOEE)
WRE— I DPEPRA VAT —F ]
PLRREYE SSc i3, 3BEICFITH Z &8
k7, BMOEIIME KL-6 ELR
BLEEERLABETHY ., 4 FIFS
Hah, 5 2BIIWBHIC KL-6 48
BEERL-DONZEABRELE
Bia REL o0 DT, 4 FINSHE

SNz, YD 17 FUIE 3 BEICHHE
Eh, 2k, oIz —E L TERE
LFIzT#ERBLTW , ik o
T LAY SSc 11 8. $T RNA K1) £
5 — BHAREEE SSc 3 BliLes 4 BE 45
L7,

Lo IN 45X AL
RSP AME KL-6 fED
FRAERLTEY, 4 flFTHHE
S PFOME L7, CASE 1
X NZRCIEE D KL-6 B
(554U/ml) #/RLTHBH, BED
PEF % 857 (K 3A, 4A), L¥IEME
WL LT AL F=vr» 15mg/
HIZLBHEBEEITo T0/zht, 4 B
H#%IZKL-6f4%1,463U/ml & 281
LAY LI PFOESEEBES
A7, MWEE CT T H T Mg -
P TANA T KRB L L@k
BRESRLNT (K4A), A7 04
FINVAEERIT - 7-4H% PF O #47
BIEET, S 32 HKIZHE
L7 CASE 2 i3, ##& i 55U/ml

k& KL-6 HIEWEEZRLTBY, W

MCTIZTPFIZED S T IARE D
EETHo7: (K3A, 4B). BT
bz UL F=vor 20mg/H 2
LAHEEEFABLAD 6 AR
KL-6 4% 956U/ml & & bR $
A ez, %%CTLTWT%ﬁK

AN AT RKER, BKEENHHE
L7, Bt se vb %VC56. %DLco39
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EEBRIZETLTWA, #0#% PF
DT A TEDY, 3 FHBITITIEE
FMFED 72O EEERFEREOE NN
VLR o7, CASE 3 3¢
KL-6 %% 1,191U/ml & S{ETH b, 4
B PF #3807/ (K 3A), %VC
77, %DLcodd & BlibEEEDIKT b B &
nNTwih, 7L F=voy
20mg/H i L BIGEZRAIT 27205 6 1
H#BICKL-6251,693U/ml & B2 L7/
A L M PF OMWMENFADL
L, %VC57, %DLco3s & ifitkae & &
BRIZIER T L7 UL L ERICE
5 & PFO#EATH T & 12 KL-6 18
H{E T L 7-c CASE 43, ®ZREEIZI
368U/ml & KL-6 IXIEHBEXRLT
Bh. WE CTIZCTHREREIA
bR o7: (3A, 4C), FEME
fticx L, 7L F=vor 20mg/H
WL DEETRGA LY, fErs
2 H1&i122280 KL-6 »° 886U/ml &
FARI D EHI WE CTICTHT
BiEFIZ A 77 ARBEFR LN,
ML H 8 7AREICIE KL-6 X
1,311U/ml & i EH L, B#EF CT B
DA HZ ABRIIHEICHEEL /-7
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B ERIE SSc iCBI1TH PF OME
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EZELO LR LT BEIMN
b SED F THEFR L7 (K3B) CASE
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HRP6Er B2 TBYWELCT 1 id

EEDOPF ATV LE LD
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CT TH T BEDTHEMD L\ PF B
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AL R o d o7z, BIFHARIL,
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THo12,

B3O 17 NTILESHR .,
KL-6 fEiX (3 ITIEFE &SI THER L /-
([ 3C) 35 11 AT EER 207
DL PF 2E-TEBD . 6 Nid
PF % ko T o 7o HitkgE IR &
LEALIIR O ol Bl b
AT HARREMES] & BL RNA SR £ 5 —
YHAEBGES T, BN KL-6
GIEFSERANTEE L THB Y. Mitkat
KT PFOMEIR N7 (K
D)o

D.EE
Al OfFFE T, MiE KL-6 1B
H% SSe. HFICHLFBEA VX5 1§
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DIFFTIX CASE I IZBWTPFOE
BB LTATIL KISV AR
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H. A7 R 207477
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IRV AEEE AT O RigE 2
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Wiz, FHEDEFTEHT I 1
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EATOA FIZXBEHED SSc B
it % PF IZRIRMTH A0 et R
RENIEREL -7, ThIZDON
TEBELZLMEAPLELEEbN L,

E2HDAFI T, WBEIZ
KL-6 ®fEx R LEBHDEMED T
FRELZEMEREST . PFOMEY
RohLhsrofz (3B 95 44
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PO SELENFREBALTWE, o
ZEdhH KL-6 BEEEXRLIZEE
TOLEDMEIZKELREADPRSNL
WIS EIZIX PF ORI KV & E
bbb, ZTHIET R &M
DEEIZL D KL-6 PEEING 7
O, TEL KL-6 DEEIZRIBIC
h7:% PF OBFMEOT UL A % K
BLTwa-o L shE, ML
&Y. 72&x KL-6 &% 1 [\ 72017 Bl
2RLIELTLEND PF OIS
W LIRS 3, #REEYIZ KL-6
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1. ¥UREA VAT —E THAK (Topo-1) Bt SSc, fit >~ b 7 X THIEK (ACA)
B SSc T RNA R Y A 5 — £ (RNAP) B & SSc. &5 ) 7% b — 7 A (SLE),
E AN (CTL) (ZB1) 5 fLiE KL-6 {E. Topo-l Bt SSc 122w TIIMiFRMEAR (PF)
29 SO (PFH). b wL @ (PF-) & PFOEEIZL > THAIIRLTH
%o WEARIZH v MA 7 (500U/ml) ZRT,
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A. Case 1
First visit ] KL- 6 increased

B. Case 2

First visit

C.Case 4
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