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(rapidly

progressive systemic sclerosis, RPSSc) (CYC)
RPSSc  SSc
modified Rodnan total skin score (MRTSS) 15 26
0.49/ (m?) CYC
(PSL) 0.8 mg/ (kg) PSL 5-10
mg 24
o3 Cyclophosphamide
Cyclophosphamide
3
o 4 ILD CcYcC
CYyC ILD HRCT
%V C50-85% 5 CYC50mg 8
ILD 3 2 3 1 ILD
CyC %VC 68%—-79% HRCT
CyYC ILD
5 Tocilizumab (ROM)
interleukin-6 (tocilizumab)

tocilizumab
(ROM)
ROM
ROM
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WHO PAH
75 43 mmHg
pg/ml
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PAH

(PAH)

PAH

(1) 10:10 11:00

NT-proBNP

458

161
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1
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TSK
o 10
BLM
BLM
BLM

BLM
CH3/Hed

BLM

Tight-skin  TSK

BLM

BLM

CD20
CD20

BLM

BLM 250u g/mL
150u g/mL

CD34 collagen IV

BLM

CD20



Vil. “ Molecular-targeted therapies for systemic sclerosis - how
close are we?"” 11:00 12:00

Oliver Distler, MD.
Research group leader, Center of Experimental Rheumatol ogy,
University Hospital Zurich, Zurich, Switzerland
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NK1.1 yoT In vitro
NK1.1 yoT yoT KO



NK1.1 yoT NK1.1
yoT

o 13 B
B IL-10
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o 14 IL-17 signaling
1L-17A IL-17F ELISA
1L-17A
1L-17
1L-17 PCR
IL-17 signaling
o 15 CCL13
1 2 1 2
80 CCL13 ELISA
CCL13
CCL13
CCL13
o 16 secretory leukocyte protease inhibitor



Secretory leukocyte protease inhibitor (SLPI) serine protease

SLPI
%DLco %VC
SLPI SP-D
1X. (1)
o 17. CTGF

(CTGF) siRNA

18.
UWA  (PUVA)

8-methoxypsoralen

PUVA

58 SLPI
SLPI
SLP1  %DLco
SLPI
13:45 14:45
CTGF
CTGF

DNA
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UVA [l
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TGFB -1 MMP-3



o 19 Thrombospondin-2 (TSP-2)
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TGF-3 Thrombospondin(TSP)-family
TSP-1 TSP-5
TSP-2 I
TSP-2 In vivo in vitro
o 20 Flil 1

Maria Trojanowska (Medical University of South
Carolina)
Fliz 1
SIRNA Flil TGF-B
| Flil |

Fliz 1

o021 Flil ERa
( ) Maria Trojanowska (Boston University
School of Medicine, Arthritis Center)
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Flil ERa
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%FMD(Flow-Mediated Dilation)
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o025 SSc

PH) PH
44 SSc
PH SSc PH 48
WHO (ILD)
ILD SSc
PH ILD
o 26 risk factor
15
5
risk factor
o 27 2
1 75 Ul RNP diffuse (systemic
sclerosis: SSc) 22
2 70 limited SSc.
2 2
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XI. (1) 15:35 16:15

o 28.
2
MRI, TNT TNl H-FABP
Ejection Fraction SSc569 23
6 45%
65
45 3
o029 ®C-
13(:_
13C
3C 100mg 10 200ml
3Co, 3 3
BC 20 SSc4.5 5.8
30. “ sliding sum image”
DICOM PC
RI
condensed image
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“ dliding sum image”

DICOM PC
n=40
o 31 GERD
GERD PPI
PPI
GERD9
GERD F
5
XI1. V) 16:15 16:55
o 32 19G4
19G4 19G4 (135 mg/dl ) 19G4
TGF-3
TGF-
19G4
19G4 38.4 mg/dl 13 1
o 33 BLK 8p23.1
1 2 3 3 2 3

1 1 2
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BLK  (8p23.1) SNP rs13277113  SLE

(SSc) BLK
C8orfi12 SLE SSc
C8orfi2 TDH
SNP 510503421 rs13277113 (P=3.6
x 10™, 1.85) 8p23.1 SSc
34 9
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o 35
Topo-I RNA
diffuse type 4 3

modified Rodnan skin score KL-6
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