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1, BEWR

Pt Sex Age Disease  mRodnan Disease BALF Antibodies
type TSS duration ' !
(Months) L%)  N®  E®%)

1 6l de 30 8 11 = = ANA

2 F 64 de 30 96 ND Topo-I

3 F 47 de 39 7 ND Topo-1

4 F 52 de: 20 10 ND LU1-RNP

5 F 47 le 5 7 12 = i U1-RNP

) F 73 de 30 14 6l 5 e ANA

7 M 55 le 14 36 41 i) = S5-A, SS-B

8 I 55 de 27 108 40 5 5 Topo-1, CENP

9 M 64 de a3 12 12 = 9 Topo-1

10 M 55 de 15 3 ND UI-RNP, §5-A

11 50 de 23 12 7 = 1 Topo-1

12 F 67 de 44 10 ND ANA

13 F 43 de 4 8 ND ANA

t; Patient, de; Diffuse cutaneous S5¢, le; Limited cutaneous 5Sc,

TSS; Total Skin—thickness Score, L; Lymphocyte, N; Neutrophil, E; Eosinophil,

ND: Not determined

# 2. TIRUPER% 2800 TAE HE 57 B

score

H RER Bumhofs i f ik 5
100m L) Losifife Too - 7 i 1
TR TIX TEH B DA U 3
W, BEORBTOL BN AKLES 2
PRI 38 D 1
Frlo B AR 2o 0

CT IS 7 5 M B B 1
T I 2 o i 3
T HHBFIZ PR 2
FERGR L =B D 2 1
[ AR RS 0
27 AR N SDME t]

WWC <50 5
50=, <60 1
B0=, <70 3
0=, <80 2
R0=, <90 1
90= 0

KL-6 2500= 5
2000 =, <2500 1
1500=, <2000 3
1000=, <1500 2
500=, <1000 |
<500 0




121 Patients:

88¢

o

N

65 Patients:
ILD (+)

56 Patients:
ILD ()

S S

14 Patients:
Active ILD

51 Patients:
Non active ILD

/

T

- 13 Patients:

1 Patient: IVCY treatment
With PH ] 1 Patient:
dropped out
12 Patients:
Improved
12 Patients:
stabilized
8 Patients: 3 Patients: 1 Patient:
stabilized worsened died
7 Patients: 1 Patient:
stabilized worsened

.

7 Patients:

stabilized

[ 1. BEOBIRLIGRERES

_45_

(6 Mo)

(12 Mo)

(24 Mo)

(36 Mo)

(48 Mo)
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[4 5. {HRFRETO MmN KL-6 DHER

——1
-m-2
-A=-3
-K=-4
——h
e
—17
—a—
——9
——10
=11
—tr—12
——13

AWM 3w BR& svyAk 1208 24-A Al wyARR

: 492 417 387 371 424 433 (M4nARLR
il T RPERO
range 411 2-10 1-8  0-8 2-6 28 3-7

P value

(vs Baseline)

0.03 0005 0003 0002 0.02 0.01

[% 6. HHEREAE 4 MHOEHOHER
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A SR A R B & (RETEMEAR BT IRIT 230
AN EREH

FRESE (SSc)APFRIE MM & IZRd 5
IR ART FIR AV AFRIER ORI ELL T Ve 2V 2 6

WFFEARRE (oilfh—

/% iy 4

W BBIL—
s & HPET
A ] T —ih

o IIXF

WRES

RMF K KA 348 S T 70 B AR RE S =
Rl R SR S [ o 3B 4R O W7 B IR K “F ek
R KR B 3R K8 BT R B M B 7 B
e RBR RURPE R FHE B

RN NG oF N & P e 2 X i 2 054 LS e DU

R RS KB Bt R S B OB B N IR AT T 22

I ESRREIT & (L IiE MO S A M BTHEM R I L T, &7k A7 7R SRR A i
BHEHOL I BRI EL CHEH 2D TWA, L LA S, Y 7aRAT IR 2OV AREE BTG
#Hefe T B EBUE TR AT ORIE~FR>TLEI=O. RIERO L2 EFRiEOMRB AR ERT
WD, L], T4 DB G OH BT HER B 00 2 Bl BV TI/UE Y 150 mg OHEINRE A, >2
R A7 7R 2L AT OHERERE: S L TRIV V=, o 2 Fllcdsu TRl IMTETHEi% o R4 st
FRIERLRD STz, I/ 150 mg OHUBIPIIREE 5.1k, MAE S HM B PR 222 +5
R AZ FIF SR OEFERIELL THRHESE AN,

A, TFERRY

94 4 A (SSe ) (=50 T VB Al 4% 1 I EE 27
%< (1), ZOE U LD BRI IRE R,
e S 1 fa e . IT4E, SSe B OER
BItERi R oL T ok A7 7R L AR
O HE SN TVDA, 2ok A77IF
AN ARBEHM T, L /RAT7IFIZLDR
FEOMTR BITHRERE | BT b, Wi
HERE DR MBIZ ARG PR BF L MR L > TLEDD
EHEEIN TS (2, 3), 2FY, L 2akA7y

SEAAAFREI B D RAEOIR L, kLA

i SHAN, FOMBEMEFT L0, Rk
A L HuE R R L EEE A LS,
IVE L (MZR; LT o= )3 razRl
v FIY LA ARRL R —| THFF Y
Zp¥ S, IR i AL eI D
HFWROBH) LR, HBH R R
Hll#ALENS (4, 5) SEIOBIZH AL 2708
AT IR A OHERHRIEIZE5HD MZR @
Rt iC VTR D icd D,

B, C. BFEHEBLURER

_.18..



fEMW] 1; 66 B, Bk

FIEEE; Sl

BETENE; Reiorasel

BRIE; 320 2] FaTEIL A/ —ERAH .
[FIFFILD T4, F9. i, BB, AT
MR {2380, ITBEIZT SSe OB, P IC

HEHOTMESh CTICTMREERERED,

SSe (A HFLMBTEMI R DL, BEFThHE
H #9145 Az,

#HiE: Raynaud FER: 0 (=HE) . modified
Rodnan total skin thickness score (TSS): 12 &%,
PRI s LU A2l

MR #E AT . RBC: 501x10%/ u . Hb: 13.4
g/dl . Het: 44.2%, Plt: 22.3x10'/ 1, WBC:
5500/ i 1, CRP: 0.12 mg/dl, AST: 13 IU/I, ALT:
12 1U/1, LDH: 243 1U/1, BUN: 13 mg/dl, Cr:
0.34 mg/dl, KL-6: 570 U/ml, SP-D: 122 ng/ml,
HUEEHLAR Speckled 320 fif, HL RNA polymerase
17101 A KR

e B E B AE AT L. WVC: 98.2%, FEVL.O0%:
72.3%, %DLco: 54.6%

fa#h HRCT By 5L 6 T SEIZ MR F K0 IR A%
ik — Mo T F AR AR (1)
SN I e (BAL) T BL; R R 3K
23.2x10%/ml, 4FRER: 11.4%, Ui SBR: 21.3%
WAL ORI ARRA L 2 {TRLT APtk
VB R O IR L L TEEER Y AT IEL
HRBE & R R R OB R RE L3I,
TLR=v1 20 mg/day WIREFRDIZ, =2
RRATZ IR AN AR E (BRI x 15
mg/dose/month. it 6 B) &{To7. ¥ 2mA7
TIN AL RIIER T %, MBIEM 0O M2
B, ZOHOHEFFRIELLTMZR 150 mg

Hi[a] Y IRBRIEZ T 6h L 7o, ZO L&D i i
[XPARTE 3 BERIMEZ 1-2 pwg/ml EREELE, OF
HTT L=/ arDii ke (2fTolz, HEFf
FEEMEEE 6 + AT, B9E HRCT, PR ERAE
&, KL-6, SP-D Ao ik k. MIEH
Mk O ELEDRhoT, 7TLR=/u 38
{E 12.5 mg/day £ MM TER, BiBZELTH
TEET MZR OBIER D TR,

FEW) 2; 46 i%, Aotk

FIEIE; SRyl

BETEIE, eI lisix

HAFIE . PI2o> 20 ALV A 2 —RERA HBL,
o 4 FERLLYFE. B dikE. B Aile
e e R RE(L L4 SIS A BB IR IZT SSe
O, PRI EEEN CT (ST BTYERE
R, SSe (oA IFL- M BPEMi %2 b,
[RIAE., A0 H 1SR ARE,

B4E ; Raynaud E:: A0 (=484E) | TSS: 15 4,
FEc: AL, FRE: B3 496 W3
fBicsn

i if% K #E 77 AL ;. RBC: 459x10°/ 1 . Hb: 13.7
g/dl . Het: 41.1% . Plt: 20.7x10*/ 1, WBC:
4900/ 111, CRP: 0.14 mg/dl, AST: 17 U/, ALT:
18 1U/1, LDH: 268 1U/1, BUN: 11 mg/dl, Cr:
0.32 mg/dl, KL.-6: 584 U/ml, SP-D: 165 ng/ml.
FUBEI  Speckled 640 i, $L topoisomerase |
Hifk: 224.2 U/ml

B R B B B A AT BL 0 GVC: 94.7% . FEVL.O%:
80.2%, %DLco: 54.5%

At HRCT Ff KL 1 FEEIZ R T KI5
Btk L — Moo 7 AE A —Hlizid
R AR ([F 1)
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S M R iR (BAL) BT RL, R AR 3%
22.8x10*/ml, &F Ek: 5.8%, U /3BK: 16.7%
HWRBLUEHE; BB%EE 3 DR ARt
CE B 2 O R S L TIRUMER S AT EL .,
9 FZ AiE O O I B MER 2 0 S W Al E L 710
T R=/1 20 mg/day NARZEHRDHIZ, ¥
BFRAZ IR/ AR (HEKE x 15
mg/dose/month, & 6 [B]) #{T>7=. L ZoRA7
TS RHERE T %, MR R D%
BT, EOFEOHUERFRIELL T MZR 150 mg @
HiE RS E A MGG LT, —oLExn b iliE
ILERY | LEERIZ PR 3 BEI A 1-2 1 g/ml
LRRELE, T LrF=Yarop itttk «
IZAT 7=, HEFFRRIE B 8 . 18 & A W THa B
HRCT, IERERR &, KL-6, SP-D ZeX ol
BE L, SRR 7IR OV ASRER T # LY
LALLM EEM & D g2, L=
SOALRIE 6 mg/day FTMIRTE Ril%
ML THREETIC MZR (CLARIERIZEDT
LiRbo,

D. % ®

AT, P RAT 7 IR 2 UL AHEEIL SSe G 1
MR PEAG 2 o2t o A ek L L TIER &
NHEINRoTER, LWL, Y 2RAZ 73K
ZOARREIT IR TIEF O R RN A 2
ERTRDONAT-OIREF & ORI IES L B L
S, MEERRREEL TRIER O 200, A 8hieil
FIEOMRESRE O | LU THRT OIS, 401,
F 2 12 MZR 150 mg O HLEIP AR # S 20k
AT rIF 23N AFRE R OMERI R EEL THIV V.
SEF] | TIXHERFIRIEM SR LBEETD 6 #
AR, AES] 2 T 18 - A MIZd T, T

ROFRE LCRIERORBRRLIEDR) 1,
1971 4|2 0 A CTHBI N RS # T

A MZR (X, Eupenicillium brefeldianum 045 3%
PEBREANTAIY Y — L FREEESE T
b3 (A, 5), BEFTICRBHIC BT AIET R
DI V—F AR R, ARYERIG Y O~ T, RS
PR BRI MR M 7 o — PRI S LT
KRR, ER XN TWA (6). 1@HEMERY Y~ Fiz
LT MZR |3 1992 4R {2156 8E L L TR =,
@ iEREE = Fizx 5 MZR OFF#ELT,
FWOFO L0 MR BE G &, #2557 M il 2o
i, BEcERETOYI~ R FO
FEME{e Y Rl ER s IR O DL OO,
CRP R oS i7e X O Bu st E (R RII L3R
Lk sn (7)., FOBERBTOR
FEhEIZ, MZR 150 mg 4y 3 5. TiE, RRM
WL ORI 45.9% Cholzbiirdn T
WA (8, 9), £, A—T 2R IZEVTE MZR
ITRE B MR, FRIH RN AT
AR RSB HLHLRESNTVAR, EXK
@1 B 150 mg 57 3 £ 5-Cri+ a7t B
LNV EF LR X7 (10), In vitro T
@ MZR |Z LB 2 S BROD RN 22 S 4 i) ik 4
IR T OV SRR THRI LRIz LS
L. MZR (I K A 2 2 SEROD MR Z 4
Lol pg/ml OBEET 52,6540 TAL @& Sh
TWA (11), £, 1 pg/ml LLEO MZR i i
FEVE, 150 mg ) LB R ¥ 5 3 B &= G4,
100 mg 43 2 $&45-£ 150 mg 4y 3 # 523w
Fhb 1 opg/ml B FOfPIELBohen
ETHEENDHD (12, 13), K N—TAH R
FBEUBEYY<=F 240 T MZR 150 mg Hi[E]
PIfREE LU, M P IEA 1 pg/ml Ll EELTZE
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