M ROGHEZH L, MRDOTDABEL 720 ABE
¥ @ modified Rodnan TSS (& 16 pi. MLEARA T,
FiIfEk (15600 p/1) @ k5 CRP (301 mg/dl). LDH
(3311U/1) @ Fifiti % @B 7z PiBHLIR I 80 £ speck-
led 734 — ¥ B REACHURIE SN TRE, &
ELMEEE TS %2 b ACHERBZAH TS o 72
KL-6 (1040 U/ml). SP-D (305ng/ml) o &ifii% 72
W7zo PIRAPHEDKAE T, BEE CT : Wilili T3,
HXIZA ) AT IR - MR, b RE A ¢
%VC 67.0% %DLco 73.4%. SUE i B i i 100
ST hFERER 4% - 5FHRER 6% - ) 233k 8% CD4/
CD8=083. AU ALy ¥ METICERMDD.
ECG - Holter ECG : SVPC #%., =2 —: EF 68%
RV peak pressure 25 mmHg, b #RiEALE ST
WHRHEEROFATH o720 XD, RN
RIFHEZATHEHW L. B LD 8 r AR Y
4707+ A7 73 F600mg/m’> T— 4 HIZ—[
BH OMRBEREZFHIE L2, 6 7 — Vi TS
. REPEREEKIZIE R L. KL-6. SP-D. LDH & 12
TR THolzo LAL, HA 7074+ A7 73
ROV ZFERT 3 7+ RIS, BRSO B
L. &HE~—h—b LAEmEzR L7720, &
7 2ARY ¥ 200mg WER%E DEA L 720 72 B#E#E
DY Z7a AR YoliH b J 7 fEiE 100-150 ng/ml
TH ol Uk, BOERBIUORET— % bEE
L7z. ¥72. modified Rodnan TSS % jA[ T &
% (B1)o

fEfl (2) 153 HiE

BURRIEE © 15 4FA0. B OKLBE - 624 - BAEIR % =
PR LBE . PUPURRYE D > 3BRIRAY . Bt Ro/
SS-A fiikBtE EE AR L W 28T T3 =T
AL @M L. PSL 30mg & b WARBIME L 720 PSL
10 mg Z#MEFrE & L CRABIZE. 1340 £ V Rayn-

aud FEARHBLL . FHA S HIBEIC AT TR E LA
¥, $t Topoisomerase I HuikBmtE L L. BEED [
B - SR EER S #O, 2tk ) 7 b
— 7 A L& HWRBIE O Overlap fEBRE & Z W L.
D% PSL10~20 mg % fk#e L T\27z0 2 4ERT & V) #Z
PEREWK AR 4 (HEE L. MEB CT. P B A 2 1 17
¥ — A — SRR EMAICH o 7o 1ERT X 1 P
W R AL, 727+ A7 7 3 F50mg
HARGEABIGA S X 0" HOT AT % & 512
R RS B S % 72, IEB)PER BRI L Tn
HWHIIZ TP 184 8 H 4R ABE L 720 ABERF D
modified Rodnan TSS (% 17 £, MM Tid. CRP
(125 mg/dL). LDH (294 1U/L) O&Efl, HikgHifk
320 f% Homogeneous & Specled #¥% — > SS-A 59.0
u/ml (ELISA) x1 (DID) UIRNP 75.6 u/ml (ELISA)
x1 (DID). Topoisomerase I 102 u/ml (ELISA)
x4 (DID) T& Y, KL-6 (3080 U/mL). SP-D (206
ng/ml) & &BHIZER LTV, NEEPHEDRKEE
Tk, MR CT - Wifili T3, HEIZR) 7T ARE
- R, B REAR A ¢ %V C 88.3% %DLco 37.1%.
H)7 Ay rF  ESBICERSD Y. ECG. Holter
ECG: WNL. LT 22— : EF 68%
sure 44 mmHg, LEREALE NS @ Wit A E 2%
DR TH o720 MEMEMKDEALIFRD 57zl
HPLORBERLE (M2 Y7074 A7 73
FPRRT 5 b AERB X OViiE~ — & — b B EM R T
Y. BEICTHEEMEMRISEEEZ AT 5 &R
L. Y787+ 2773 FEREERE (600 mg/
m’) ZBIE L7z 4 7 — VT JERS X O
Y= —DUENDT N THo /2D, Y 7T AR
) YHRNEER L 72, BBEATFDOY 7T AR ¥
DImF b Z 7fH1Z 100-150 ng/ml TH » 72 LA,
FERIZAR 4 1288 Ly Mg < — 7 — & e i 2 7R

RV peak pres-
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Be Lt Y270u74 A7 73 FEREEREOR
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1. Steen VD, Lanz JK, Jr., Conte C, Owens GR,
Medsger TA, Jr. Therapy for severe interstitial
lung disease in systemic sclerosis. A retrospec-
tive study. Arthritis Rheum 1994; 37 (9): 1290-6.

2. Tashkin DP, Elashoff R, Clements PJ, Goldin ],
Roth MD, Furst DE, et al. Cyclophosphamide
versus placebo in scleroderma lung disease. N
Engl ] Med 2006; 354 (25): 2655-66.

3. Hoyles RK, Ellis RW, Wellsbury ], Lees B, New-
lands P, Goh NS, et al. A multicenter, prospec-
tive, randomized, double-blind, placebo-controlled
trial of corticosteroids and intravenous cyclophos-
phamide followed by oral azathioprine for the
treatment of pulmonary fibrosis in scleroderma.

Arthritis Rheum 2006; 54 (12): 3962-70.
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Clinical course Cyclophosphamide pulse
VTV coomg/m?

PSL 20 mg/day 15mg/day 10mg/day
Cyclosparine [T FMONOREET" 100 ma/dav=

SP-D - 500
350 1,200 I~ 400 -
j = £
~
5 w{S 5
E—4 St S
Z .3 2
a®x &
m-
150~ o Y T T T T T
0 4 8 12 16 20 24 28
Time after first visit (month)
%VC 73 74 74 74 68
%DLco 102 76 69 59 67
m-TSS 8 16 13 11 9

X1 :5ER . M2k S ORKREE
® KL6 HM:SPD A :LDHZNZTIhOMEREZRT,
A4 2707+ 2773 F600mg/m2 DM REERLE6 7 —
VAT, EEPEREMIE I S L. KL-6. SP-D, LDH & % (2
THTAH, 37 ARICHUEEEMOMI L, SHEILE~
—H—bF LR LOY 270 AEY 200 m g WRZ PR

Clinical course Cyclophosphamide

h 550mghn2
PSL 15mg/day
Cyelasporine T3G0TgaAY

m-
400
800 =
—~ = E
2§ -2
= 275+ =) c
= | > =
r |9 Q
200 I
0 25 = .
- ¥ 1000 7]
225 -100
200~ 0 T T T T T T
0 7 14 21 28 35 42 49
Time after deterioration of interstitial pneumonia (month)
%\VC 89 85 80 80 80 73
%DLco 37 a7 29 27 24 23

X 2 : ER 2. FVEPERM R EALRE D © O BRI HE A
@ KL6 HM:SPD A :LDHZhZFhofBERT,
25704 FBXUY 707+ A7 7 3 FRRPICEZERZES £
NI~ — A —PWES L7720,y 2707+ A7 7 3 FEREHE
EERG. 4 7 — VIETE, ERE X OIE~ — 7 —0WEz D
FHTHY, Y ARY) YHRNEE,
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X ARG B PEREIE ISR 2 IVIG O - H 5 R EEGAER

WiFEHE  FTRAE  SRKERE bR 2R FE R B #E Sl
WresrlE ¢ BME REAKRFEREBARHENT IR SRR A 0 %
WREREE el — SRR RFBEEA RIS #E #i%

MAERE

S GV D HAT R IR T 2 HE L LTIN T THE C OEAPRE ST E 7245 BB
Y% HIYE L CAMMEAS Mkt R EIE 2L = R ERILBGRBR I CHIMEICAE S W2 iam3Eid 4 v,
Gl OF AR GWIREIEIZ BT 5 IVIG OEM LIS § 28R ICoWT, ERTHS T itiaxdt
R AR 2 L — EE MG TRE P HLGEABR (BGGERBR) 2 FEht L 72

TSS 20 MLl EO U E AR S MR EEE S L. IVIG (400 mg/kg/ H @ 5 H % H A #E
127—=V) 2507 T REHRNES Lz, #5 12 8% kR o TSS Z{tE % F 5 3FM5H H
ELTHELAKR, TSS 0ZLE (F : FIgE + 58 RE) 1. IVIGETIZ-33+42 (3141, sk
fii: =20, 95% EHXME : —50~00) THH. 77 LRBETIE-42+46 (316, HfE : —30. 95%
B —70~-20) Th o7z, WEER% Wilcoxon MEICTHE L7275, #MAFIAZIRAD Sh
 medrots (p=03257)0 —J. BMOM S DL (% : PR BERE) 13, VG BT -223+
3448 (21B)). 77 RMETIZ 7512555 (2261) THY. IVIGHIZIZ 7 T RBICHRTEDD S
LA S 72AY, Wilcoxon MBI THBEEIZED SN h o7z (p=0.0985), Db, PHEw] BhikLs
DREIRFHEHEE 2BV TS MAMIZZERD SN eh o7,

DEo X912, BREMHRERTIZ U E AR SR EIE O EMLICH 35 IVIG 1 7 — V5 0FH
HEBREATIIMATE 2 ho7ze LELEDS, BHBORMBZRBOKERE,LL, IVIGE 2 7 —
W5 U728 (BGERERT S IVIG #5) T, IVIG % 1 7 — V5 L8 (REWRBRTIE7 5 ¢
K¥h) LHBL T, &5 36 BHEIZ TSS OWUHENFRD Lo Lizdis T, IVIG OFHMEIZDOWTIE,
BE —VREFCLEELIBEAPLELEZ N,

A. HEY

4 5 VRSB BOAE (3 B2 ¥ <0 PRIk i ek 2 D e A U % AR
EFTHREBTHY, THaF—FrehltdoM
fast~ bV v 7 ZAHERLAE L TWbH, TOREIE
AHTH LA HOREBR, 27 -7 H M
TR ERF RO A M a4 v, MEEE, BEHE
B FEIE 2 AT B BRBEIR T % KOS A S o

THREIER SN EEZOATHE Y,

B PEIRERE I BT B A LR A Tt Z L
Wiz, AREDTER O H IR IR E 2 KRR IR &
BECHFAES 2056 13T 2 B9 5 2 & ICERAS
BHANTVD, LALLM, ThETHSE0E
Hl A3 b B VEBR R AE D HEAT % B § 2 W HRIE & L TR
HMENTEZD, KT LOS®EEZ B LTAHRD
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M5 Hlisk 3L R AR 2 AL~ E ML BGABR I Tk
\ZREBH SN7EEEI 2 VOPBIRTH %,

HERAREZ T 7Y v (LT, IVIG) &, EiE
BYSEICN LTHW O N B3, HORERTE 2 A
U 7 B S M /NSO A PSR BE (2 35 1T B /MR,
"5 VN L —FERBERE T OB S VE B RETE 2 R
RICBIT 2 BB EOHRICH LN T VS,
F 72, IVIG i3, RIEWEHS A b A A4 VBRBHICL S
RIEREMOEMALARE & 42 ) £ nERE E
THNEHOEHERICHLNTVWD, TDX ) LK
BUTB W T IVIG (X R R 0 KIS § 5 5miE
REERZRTIEICLD, TORBERZYEEL T
LI EPHEREIND,

Levy 5>%1d, O°F AR 4 & V5 R A B ) L
IVIG % 400mg/kg/H ® 5 H [ # H riiiE / A %
17— LT3~627—NdIVIGEEE KT 5
LIk, EEAaTOYEEROILHE LT
F72, Thn 5™9%, O ARG VSRR E B 5 B
3 RIZ. 400mg/kg/H O 5 HEE H BIEHED
IVIG #iE % 1 7 — VAT L 7w R, 5B 2 J ik
ROMESA LN, 12 BHEOKETEBIIKER 2
TORELHRL (CFIMHEEERE © -82+40).
ZOHH APICHEORHE RO L L

BB SE D IR AT & 0 D SRIE R 2 B 5§
HIEICEY, 37— REEROBEEICE > T
WBTREA D B Z L h s, REREEZIEFLSE
HILHNEETHD L% 2 HNIVIGHFEN AR
ERTZEDHIRFINS, F72, IVIG I35EE % 8
BECHIRI L 27, ERFEH SN TERORAT
04 FHIR Y 70 AR YEORENFHIFTRSS
N5 EPERBEIFREL2VEEZ LGNS,

ZIT, WAV T AREGWREIEICBIT 5K
ERELICK T 5 IVIG OB & Rt 2 iERT 5

7292 % Mgk 3L 7 A E 2 AL E BIR T8 (] LBk
Bx (WELAVAER) ROURMBISHABRZ £iiL 7.

B. itk

ANV YFESORMEZEE L. [EEmOEKRRA
BoERioEE (GCP) ] 2 EF L TREIrLRAEL
BB L. DUF o4 17 Rl CRlBR % i L 72

- FLIBEEE A A 27 b I i B

« BERRAEBR S B I i B

- SRR B i Bt

- Bthh R R K B

- RUR T ER R AR 7 1L P

- B R ER R

BIERY v~ F it > 5 —

- RO ERR e

- BRI AR A e

- HORURSAR S R M R e

- LB R B

- SRF M R e

- Al R KRR S ER MY R v e

- FERR AR 2 R MY R e

- Rl R b

B R E IR M R e

- REA KA IR - ER MY I i e

- G BRI BE

B % B3 R EHUGRE O 4F Y 16 Ll LT
BAET & 0 EALIC B AL ASRRD S b OV AR 4 &
P Kz i B A2 modified Rodnan total skin thick-
ness score (TSS) DOEEDT20 HLL LD BE 2 RS
PR OBEREMN L Lz B2, BIEREATOA K
#d 5 VIR EBEHREDERDRIATTTH LR

OEBHEL ETHAITE A, B 5V IHERCHIE

e OHM L CHERARHZ®LZBEZ RN
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T 7o, REEREE, RSk 6 A K OB ERIFEIC TSS
ZHE L, B S 12 B O TSS ZILAAZE (2
HUWNOZES) F7:1% 3 ML EEAL L7z TSS 20 &
INROES 1 & o S o - ABpAs

HEZH, B OERERPEUHEE G LTS
BE. WREOMAN L DERYDHL, HoHVid
BHE IgA RIBIE & W S N7 B8 % L2 U85
BRRICBRAL L 720 E72, ARSI R RITT &
R oMb 720 BB 12 BUNICRIBRER 7
04 FRIDEERD L VIHH - Bk S h7 8%
bRALL 720 IRBEEF OBRIEEEITIM R, RS Sk
DRRARAE THLF IgA 5725 mg/dL Rili T 5,
B B WVITRB S H LIPS IR 2 55 L <
DR R I AR 2 1T S N2 BB & AR R ICBRAL L
720

HEMETIL ABEEAT A A (L F=
vna rETI mg/HEBALHE) Rz
Rl EARIMEIGGEH S TV R WA BRI 7% aetk
BHHEINTVLHEANLLEHR, A7 P
WV AR, EIME AR L, SRR O BT
ZRIE L7z 61T, BB ORITREA T O
A FHAMRIZOWTIE, BEIITETH 5 ARG
A e L7z,

IVIG (Venoglobulin-IH®\ Benesis Corporation,
Osaka, Japan) iz 7S tFonwFhr%. 1 H1[H
8 mL/kg AT 5 HRMEH AuH#EE (127 —0) (12
T#H 5 L 720 Venoglobulin-TH* i 134 7 )V (50
mL) 712 human intact IgG & LT 2500 mg % &4
TAHEHATH Y, &5 EIZ 400 mg/kg/HIZHHY
Tho TR VBN Y T 7 — ITHREETEA]
R OBERZ IR L IVIG &Ml 1B W TlRBIAR
BB 2 TEGTA 2 Fl v 7z,

WeBRE X, ABERHCRIBERE A 704 FAIGHE

DA, TSS RO &, F/MEEZ2 HwT
2 DO DOWBBE AL RN T Sz,

AREDFHIE D ) B 5 Ak 12 E % &k
28T % TSS OARZ R  H OZEALE % T Z3H
HBE L7ze 72, BAEiWER (F& - N - B, H
R, FoMRE, FHROMME, Health Assess-
ment Questionnaire (HAQ) #&ts. HAQDI (%
REREEHEED) « IFFIARRE (%VC. %DLco). MfiAtie
(&R CT) KUBHMAEILBOES (REDES)
Z HIREEIEE & L7z

IS MRAER 3R T TSS 12 5 ML E O ESH D
NIAMBI 2 HRISEBBE LTV, REERVDEH
W% MES 5 b REBIEAER (AR o RYBlIgEL
BR) B OBRRER) 3RBR C TSS OWED 5 A T -
IR RIS, IVIG (1 7 —) %5 L7k
DREWR AR MG 2 RINBIEERER (%)
BloRIBISRER) ML 7. M. MIERERD
T— 4 R RAET A 72012, EMFIORHBIEAERIC
TIVIG 2853 112 12 B 0 7 — & [ 2 15
TR F7o, RUIBISEABRICE T 2 BIgHIHIE
E R OGRS %52 AR E Lz (K1),

C. Mi%

BRSO R % 1572 71 B 2B AGE R R ER 2
s3I N, 64 IR (BIERIL) Shiz. A
BERGICESTHEBRED D) b BENITRKOH
RVESRAT R SRR & U TR S N7 BB B 62
Bl (IVIG #3161, 75 RBE3LBI) THotzo

FHEFHMEHE T 2 AR5k L & 5-54k 12 Ak
FHIERED TSS OZALE CPME + BEER ) 13,
IVIG B T3 —33%42 2, 75 L RBETIZ —42+46
HTHhY., B Z L -EHE R 213580 5
N o7z (Wilcoxon Bi%E : p=03257, #1), —
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