b MUEHL IL-6 ARG (tocilizumab) D25 HEREIEIC
X9 D HBERRT D EIER LB S RRABRIC OV T

HYEMLHE R/ EIE RRREREGRE R - PRG0S 7% -RRE Bd%
& g RAZ KRIRKRFERFREZRR - FRARE TV - B AT
EHERE FOBRE BARERFREMBEOENA R EIRRERY 2%

MAEE

L EMIEAE (LLF SSc) ORRERBRIZIIRIEMSE YA b1~ interleukin-6 (EAF IL-6) 73
BELTWA LHONDZD, IL-6 DIEA%ZHE TE 55 IL-6 ZFEHUE tocilizumab # 5D

HERERE L,

A.HFFEEH

Tocilizumab (LT TCZ) 1% IL-6 DEA
EMHTEDENEMY TR
Castleman & CREFA ST Y . SSc BF
IZRBWTS IL-6 2l 5 2 & TRREHE
DEBENHLNDIDEPEEE LT,

B. B5E5 1k

KIRKZFEF BRI, BEERERKRT
EFMH BRI, RRZTFRRE) v~F
JEEE L Z —IZ BT SSe BAF I TCZ &5
BiToTe, &R COMBEBSRFOK,
XELOBETOHAICK LTERBmTORE
EWilEwWizoy b —RBEE, BEFIRE
kT AR L TCZ ERERELIZT VF A
IRV ., A—F v IF T
8mg/kg/month T&t 6 Bl TCZ 5 %17 >
7o

C.Hroers R
TCZ FWEE 75 & BEARTEEAEERE 6 151

Dxy N —%B7, 6EEBEHS 1 »r AHED
AF v AaFiFe s b —FIZH~T TCZ
RV TYY T43 KT, BETFIRRAMkGERE
T35 KT ThHolz, TCZEHADIEILOX
MREL, ZOEFABTIIAERESBNLR
ot

D.&B #

TCZ BEPIC 31T TCZ Bl O RS HEIC
Do BRIz, TCZ 1RG5 AR
BEDX> 7=/ ZA 7D SSc THHM
DRFILE & B BT,

TCZ B LI TAF U Aa TR THBAD
iz, S EOEGIE CITREFHREIX
BEIN2hoT,

F.Xx W

H. SnHO5A EEHE O TR - BRI
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AT BRI D AR M SR B D R R

W 8w FLIRER R E A - 0% - R HERR
VAR WATEA ALBRER RS2 A s - S0 - V)vF IR ERR . BhEK
i 13 SEARRMEF ALIRERL R LA - S0 - )T R

EGTAEE FOEE RRARERFGAGE AT R BIR R AR H%
MEEE

WUErmkEh T, BAfY v~F RA) ICADE LT RIS PERAE (SSc) 2 Bl AR A
RS DA R EG 1 53 etk L 2 —Bl% (RP) , FENER, HIRNARY X F—
BIMPUEGEE 295 54 SSc T, MEMMZ% (IP) 2&0FL Cuwio. 2R, i CCP Hiikk
PELD RA EBWIL, b U X7 %8G Uiz, JEF 2 55 m&tE. RP, i Scl-70 HilkBEtt% 2
T RMSSe T, PGP L TWio, ZBIZ, HTCOCP HUABMEL Y RA LMWL, TH U A+
TEBRG LN, RSSO V) A TR0 E L. 2ER & bICRET O E
ik, 1P OWETIIHbIRhr o7, EWFRRENT X o TREELHZE OEFT A3 IH S - Flee

PEDBS IR S hTe.

A BFEEBY

L VETRRE (SSc) (Xt B IRIED B
PEIIMESL L TR BT, MM b ELT L2
ETOWRBENADHRITIIRALRH D &b
BZoND. EDD, FIRAREINZZWT -
B E BT 5 2 & T, sk E & & SSc
DETEZMEN DD NTBES TS Z L NE
EFNTWVWDA, BilFA TRHE SSc 1237 %
BRI TRFEITHESL S AL TR,

iz, EE, BV v~F (RA) YD
ET DR R ) U FHER B IR R O
—o& LTAYZFRREBANER S TVS
25, SSc IZXT DA - BEMEITONT
—H L7 RRIIE LTV,

AE, HFHEREF O, RAICX L TEMF
BB B 5- 21T o 7 B H SSc R 2 Bl
B & ZEMEIZ OV TR Lz,

B. #FFRGIE

FLIREE R K22 M RFBEERE T, RA OIR
P& L TN 2R LIER O 5
b, 2013 EDEFFEWFITIC L B SSc B
PWEEL TR LI EEF 2 plaflim L,
BN AR O R EFR O MBAOFE, MY
PERZE (IP) OWATORRE % % A 1A & I2fiF
Brivz. 260& b 2010 £ K[E - BRINY &
~F54 (ACR/ EULAR) A7 RA /3B FEHES
7z LCWe, ZRBERT —F OEMIC
WTIIEATRAC B E DD RIE 2 1572,

C. WF5eks 2

[5EH] 1]

53 m%, ik, T4F. 200343 A (41 %
k7)) LV LA/ —8i% RP) RHBEL, H
5 BICHBRR. PUEHE (ANA) 320 £F
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(diffuse) , HUSS-A FUiEME, RRER
LV ==V EBRE(SS) EB2WT LT,
2004 FELEHD H FHEER %58, RP - ANA B
P& PR TC SSe BRI W EICAE LT,

2005 4 12 A X0 R 3 B, 2010
T KL-6 L5, HFLRNA A U X 5 —F III (RNAP
M) FREHEEROE. 2011 4 9 H Off
H BB R A 1% %VC 120.2% ,
81.7%, %DLCO 78.6% & IEH Th o7y,
B CT CHMAI TAER IR E 2R, IP &
ZW LT,

2013 FFIZZ B DIENR - BRARD, U
v~<FHF (RF) - Hi CCP HUIEBME - CRP
FEMEL Y RA EBWTL, L F=ynry

(PSL) 10mg/ H % Bts L 7z pMEREER T,
201349 AX bk MeHie b IL-6 LES
Z—E /) 7u—FAHETHL MY X<
7 (1C7) RTEZBM L. 20144 12 A
(TCZ ¥ 5 15 » A12) , CRPIZfEMEALL,
BAEREAR IV e L7 A3, BAEvRIXRee. &
BF, REEA~OERIIR ORI o7,
7, 2014 4 11 A OMMSEERZ TII%VC
115.5%, FEV 1.0% 80.3%, %DLCO 75.0%&
TCZ H 5-aiitk TEERL, W CT THLHE
EOEIT ot
[EH 2]

55 &%, &k, EWE. 20104 3 A (51 %
BF) X0 ZBEETRE, RP AHIL, R4 12
AIlZHa# 9. ZB8I%, RF - §i CCP Hifk
BtE, ANA 2560 ffF (diffuse) , EAREER,
P SS-A FURBEPEL © RA, SS LW L7z,

2011 4E 3 A/D RAWCKLTA b b
P—h MIX) ZBAEA L2 dEREER L,

FEV 1.0%

201242 A L V54t e b TNFo B
J7m—FNLHETHEBETHEI AT
(ADA) R TFHEEZBRIA LT
20124E5 A, i Scl-TOHRE M2 FERS L
RP & T SSc REIBWIEELZ R L, &
bz, FF 7 A ORE CT T IP 237,
ADA 5T & v BEEERITBEEIH -
7oA, [REE 9 HICAMEMZE, 11 AICHIRE

BEIEL, —BH ADAKRELEE LT,
Z D%, ADA HBIZ b b b T BEHiR A

HAEE L 7= 723 2013 £E1Z ADAMTX & H ik L,
TCZ R FiEZ B LIz, 20144 12 A (TCZ
#5156 r A%) , ZEMRIIFHEL VD
2, s, REEIIRD N, £z,
B9E6 CT L IP O#EATIZH DAL TV (R
1 .

D.&
AE, YRHEREF O RA AP LR
SScIZAEMFHRA 2R ET DM BT
2 Bl L & BAE AR LAY RROBE| DR
HE2IT\, ERF 1 TIXTCZ ZEHA L, EH
2 TILADA DN TCZ~DE) Y B % 4T - 77.
ADA Z &1 TNF o BREZEIT, RA, RIEMES
oA, HoETR PRk 72 B M SOE R
BIZBWTEWARIEREZRL TWD 2, SSc
BT D INF o FREEOH AR SWTIE
B &0z
NF i, in vitro THRHEEFMIZTOH =
=T URHOWE, 27— R
TH % MMPs (matrix metalloproteinases)
DERIRE, MPs DA e EXZ—Th5
TIMP-1  (

T TRV,

tissue inhibitor of
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metal loproteinase~1) OFEHLINHNIZM < 72
M CAMBI R A R TR Z . — T,
in vivo TiE , T LA~ A VU iFEkR
HEALE T v~ T AZBWT, Ml - o
TNF o 5 5, INF a B IZ 2 2 I
LD HRE A TED, INF o i L 5
HELREEH A RENT WD [1] .

SSc TR 5 TNF o BLEIIEHIC D
WTHEEOBERH Y, BEOT—4X
Ha bR RSO & 27l [2~11] 2%k 2
R Lz, k5 54 1, SEX)EEH 47 %, &
PEDS 44 1 & 26 <, LI diffuse B (deSSe)
32 4 & UL EE ), SRR 8.3
T o 7o, BRI SIS IS 228 35 1 & &
2T, TOHH 2HILRAEEFI TH oI,
TG 1.9 » B, IBFRSR L LT
RS s 35 Bl 32 5, AF o RaT
OIRT 2 49 B 38 I CTH BT (FEE
L) . IP X 31 @A 30 TR,
Y 1T IP IS CHT Lz, EERA
EHL L LTI, BRSNS 761 (13%)
ERbE<, THUEMIX BE b i
KRG L CORVEBINZ o 72 (50 4
16 ) ZEBRELTWD L BbhT.
F O, FRYWE 5G], EMEER 3 61, Fitk
AE - IP I 2 M, N — 7 ZAEREUS 1 IO
ERnboTm. TR 2 HIT, FERIL IP
BB - BRI Th o7 (R2).

T BHDHELY, INF o BLEZKD K
X B ROSE REFIEDS, BJ&E{L, IP 72
ERHELR TS DRI & 0 Tld e
Modz. £72, RA 2EHCABEHEKRR
IZB VT INF o FEESEIC L 5 IPHEENRE

I Tns Lo [12] , SSc B\ Th
TNF o BELEESEGE A L 2 TP HYEHIS s &
nTkEv [7, 9], ™NFaflERELS RO
IP BRI IX 688 & bufz. EULAR
Scleroderma Trial and Research (EUSTAR)
Tb, HREA TR SSc 12kf4 5 TNF o fLE
EOFME, REVEDRHESL I TN
Erb, HRRBRZRS A7 7L TOE
AT 2 Ko THERR LTns [13] .

TCZ W IRFEMEY A b UA L THD IL-6 %
4% Mepie b IL-6 LET ¥ —F
Jra—FVHET, BUE, RA, EHEEMERF
RYERAFIR, ¥ ¥ v A< U OIEFICH
WHERTNA.

IL-6 1% SSc DFRHESFMNE D4l - HEFH,
AT = v OEL LM EREL, 72,
KRR deSSe TRPFIFEELL T, SSc D
RBIEEMESRIESUR, s m7 ) UE
CHBLTWAZ LRI TWS [14].

SSc BFITRIT D TCZ IR OHME TV
ThHoa [15, 16] , IBFEEDOAF A2
TORTRAELILTEY, REEMIZT
% TCL DEENFES . —F, 1P
DEERWEIT o208, BEFIL 20
o7, UL, EF#ERPRL, L &5
HMbENZ LD, SSe ixtd b TCZ @
Bk - BREVEDHENLIZIZE b 72 BIRETN
VEEEZ LN (R3) .

LEO RS SSc 2 FllTBWTIE, £EWF
FORUA GER 1 : TCZ, JEHI 2 : ADA, TCZ)
BeErh, R L~DERESS IP OHEITIEA
bR o Tz, BH SSc @B ARKIRIZ O

CCTIEARBET, SEORETEREINNG
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W2 D IETRIRBI & D HBe A T E TUVRUR,
YR DR SSc 2 BTk B A FERIEE|
DOERRBREY, EWFRANTIEE] SSc
DR EREAL - IP OHELT & B3 5 FTREMEDS

RSN,

BH) SSc D R ERELERIE], BIOIP
OHEATIIHRNC W RA, B2 1C2 BEH
ThDHFREMER R I T,

F.XX B
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Pancytopenia in a patient with scleroderma 15. Elhai M, Meunier M, Matucci-Cerinic M,

treated with infliximab. Rheumatology et al. Outcomes of patients with systemic
2003; 42: 1273-1274. sclerosis-associated polyarthritis and
12. Perez-Alvarez R, Perez-de-Lis M, myopathy treated with tocilizmab or
Diaz-Lagares C, et al. Interstitial lung abatacept: a EUSTAR observational study.
disease induced or exacerbated by Ann Rheum Dis 2013; 72: 1217-1220.
TNF-targeted therapies: analysis of 122 16. Shima Y, Kuwahara Y, Murota H, et al.
cases. Semin Arthritis Rheum 2011; 41: The skin of patients with systemic
256-264. sclerosis softened during the treatment
13. Distler JHW, Jordan S, Airo P, et al. Is with anti-IL-6 receptor antibody
there a role for TNF-a. antagonists in the tocilizumab. Rheumatology 2010; 49:
treatment of SSc? EUSTAR expert 2408-2412.
consensus development using the Delphi
W3R
technique. Clin Exp Rheumatol 2011; 29 _
. RmSCHER
(Suppl.65): S40-S45. L
14. Muangchan C, Pope JE. Interleukin 6 in 2. FEER
L
systemic sclerosis and potential
implications for targeted therapy. J H. %%0) HHRR - B SRCIR DL
=10 Ty 4L
Rheumatol 2012; 39: 1120-1124. Lo SRS
2L
2. ESYPIE S8 3
mL
3. £ DAth,
2L
F1. Y2 EFOELD
FEG1 RER 2
SEiEn/ MR 53 5%, ik 55 ik, 2k
SSc R WTEHER M H B LA —8%, FHRIER, LA /=B, i Scl-70 Hifk
ANA, $1 RNAPIIHL{A
SSc RHEIBEAES B HOHM | 131 7B 31#A
RA BB1EIE B MAEERR - B, RF, 51 CCP | BIfAIENR - JE%, RF, #1 CCP
ulk, SHERIS Bk, SIERIS
AR P P
HEREN = e B TCZ(15 4 A) ADA(19 7 A)
(B 55 TCZ(15 7 A)
BERTARR PSL ADA {3 FHBFIZ MTX
| B NERRBEE T 2, ERBEEAE | RE
# | RRERE(k HERL HERL
| 1P HEFTRL HEATIRL
ES
EMFRBROEEES 7L ADA R iliZe, #iRAEZ

ANA: FUZHUE, Pi RNAPIIHUE : 51 RNA RUAZ—FMHLE, RF: VU ~FRF, TCZ: h IR+,
ADA: 7V A<, PSL: 7L R=1y, MTX: AMSS3-—), 1P BB MR
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2 2. SSc BRE T35 TNF o JHEIKEEORE FLH

R n=53 | 47.2 5%
PERI] n=49 | 2otk 44 1, Bk 5 5
Pespin n=54 1cSSc 22 5, deSSc 32 41
TR n=35 | ¥ 8.3
B H3R%| n=41 | IFX 22 %1, ETN 19 #i, ADA 1 %
TR 5 n=b4 | BA&IZ 35 B (RA 2 ), FZEHE{L 16 5, IP- fifire fLESE 2 1,
K THEK 14
B 54 n=53 | ¥¥ 1194+ H
Gimazk n=50 | MTX 23 #i], PSL 12 f], HCQ 5 i, AZA 1 {5, §tF72L 16
R | BOER n=35 | k3 324, RZE 3
R | KE n=49 | EMEm 38 Il (FEZERL), A% 11 41
P n=31 | RZE 30 {51, #4145
DAt fimfEekE 1 6, B TAKIEE 16, BRmEELE 1
EELEESSR | n=b4 | BEREEUS 7 61 (13%), BRYWAE 5 41 (9.3%) , FEMENEE 3 41 (5.5%),
BRI 2 61 (3.7%) , Ftikkse - 1P AL 2 61 (3.7%) ,
L—F ARERE 1 (1.9%)
QIR n=54 | FE1= 2 1 (3.7%) (IP HE3E 1 61, YL R - EERGE 1 41)

IFX: A2 7V% <7, EIN: =&)Lt N, ADA: 7E VLT, [P: BB M2, MTX: ARRL—Nh,
PSL: 7L =Yuy, HCQ:kRuruuikxl , AZA: THF 47U

# 3. SSc BEIZxT 5 TCZ #E5EDHE

i (4) CGERIE) Elhai M (2013 4&) (n=15) Shima T (2010 £8) (n=2)

i W LfE 56 5% (45-61 %) 42 5% 57 %

PER] Lot 13 1, Btk 2 il B T

JRAY dcSSc 8/13 #1 deSSc deSSce

T 97 1 B9 5 4 (4-9 4F) 26 3

TR SIS id-112le FEREREAL

B5HH OB 5 7 A (3-11.5 # ) 67 A 67 A

PR3 MTX 8/14 i, PSL 11/ 15 PSL 10 mg PSL 10 mg

ia | B ¥E 13 41, RS+ 2 fi - -

B | BB (RxrRar) | dEEMN (15—12, p=0.109) 27— 13 26— 20

Zh | IP E - TE

F | 2ot — EnelE -
RIEHRERE

BFEFS BEFROES 1 Fl, —BEOE | 720 2L

REFEE 1 41

MTX: ARRLF4—h, PSL: FLR=yry, IP: &M%
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BETR MR B REIRTH X U CE i/ MRIMBRRIE SR L) LTz
B PEIREAED 2 Bl

EHGTAEE Fr MR RRAKREIRFEBL A MR AT IO B TR TR R
HAEEE MALRES RARRZIAG AR 2R FEEs S R RE TR R A o HERIR
WREl 0 BEFRTE  REACRIE RS ARl SR RS B JP RE TR R PR o SEE
VAR RIR—F  RRARF KRG LR AT T S RN BT R PR 5 R
VAR e R REARFIRFBE A M A B R iR e R

MHREE

A VR BE B O BRI IR AR AFRDTBICIRET L, IR b BV B2 B35 L %5
B sndZ bbb, HREEBITHE D MEIAMERF IR 6§ 2 26 M/ i i 4 HR 1% (PRP,
platelet rich plasma therapy) DEZMETZEHME SN TVDER, RHMERBIEREZ T 5
BRMETHE S TWRV, BEBREI T BERMERIREIC S LT, PRPIRIEZ AT L. RIF72
ERALA I T S iz, BE O QUL 2 K& B 0 HHRRETRE IO EERIBR ORI G EJE

TARELEFRZON,

A. TFRER

4 By PEAR BOIE 838 O B2 TR BRIk LTk
RS HER STV B T, BHAE
BIHHFET D, SH. ERBEICTHEY
T, PRP FIERAITWVERT) L7z 2 Bl & 1Rk
L7z,

B RETEER% LT PRP RIE 2 /AT L7128
FITRTE /2, XEBRIBEZ M2 BRI
ML TR LT,

B. JEFI#E

FEF] 1 (B 1) : 56 BB,

BEHE © 10 4ERTL YV diffused cutaneous
systemic sclerosis (dcSSc) & ZRrs L7
Fu—&ERT\We, 20134 4 HXVESE 3
BB, FEIRRIND bERET,
201445 1 HICABE L Je oz,

ABEREEE L : WBC 4200/ul, CRP 0. 12mg/dl1,
Bl ¥ ¥BF #® . Staphyrococcus
aureus (MSSA) :10* Enterococcus
faecalis:10°

HEFE MRI : BRERITFR D o7z,

il BEBIREE L QU A0 2y
YOO EHEBBQT v T — T OCNAREATO
MENE (T 4 TTAPAT L= T X
Z T 4 VB @mERBRIEEIT o7,
LFRIRE Ak LT BN ERE D 729 PRP HEIE
EHEAT LT, 1 EEBICITERRBENE N %
iz, BRIBREFThHoT-20F D%ITEK
EALE DGO AT PRP L 1 B OB TH
T1 7 AT ERIE LT,

FEG] 2 (K 2) : 75 &k,

BURIE : 14 R L Y Hik v b e 2 THIER

P limited cutaneous systemic sclerosis
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(1cSSe) Wi a7+ r—Sh T,
20134F 10 A & 0 A R EIEE R X OB
REBOTTDOABEL 20T,
ABERFER M. : WBC 3900/ul, CRP 0. 88mg/dl,
B33 ; Enterococcus aerogenes: 108,
Enterococcus faecalis:10°
TRl R LCOQU AA® s 2u )
OO ERBBOT v T T — IO RS
MBLE (T A TIFTARATL—@ Fa=x
BT 4 VKRB DT T R T—T?
B @OIAR RO S ERFBRIEE T 7,
RMEBLBRI D LTHOT 7Y — =%
ATofe M, BIRITEENIER LD, A
THEGIEIT 21T o 7. L2 LI 2 8%
XV AEICBE LR O, BEREDE
T PRP VA HEIC 1 [EIEIT Lz, SafTRE
451 4 A (PRP VAR 4 [B) BICIIE 72188

DHEEZRD- T2, BRI ZBEITL
ERER{E LT,
C. & &8

BREAE B E R BT’ DIREICB L T,
EULAR B X OB AREERZESBIER LT
recommendationV?{Zi% PRP SEIEICEE§ 550
iz, FEEISERERBICAD R
BROVEDSTHD Y, PRPFIEILM/ MRS
PEALIZPE D o BERLOO BUFERLIZ & U | PDGF,
TGF- B, EGF, VEGF 72 & DR EEF A i =
NHZEEFALZIRRETHS Y9, Yk
T PRP kit® (RET AF 4 AA) ERG
T PRP Z1ERL LT 5 (K 3), AR
MOHTHYEEELITTERL, KEHE
TIHEHE OEMREREBR TR TH D,

4[E], PRP BB CEMM CRF 2 EREAL
BELNTZ, BEBRIIBD 2o 72,

D. & &

RETEVE B RTIESFI A L C PRP SRIE 2 HiA T
L., M CRIFZ ERbEET 2 flekk
BLi, AOEICELTTOXERELHEL O &
ThY., SBROECSDEEFILEEND,

E. 3 Bk

1. Kowal-Bielecka O, Landewe” R, Avouac J et
al. EULAR recommendations for the treatment
of systemic sclerosis: a report from the EULAR
Scleroderma Trials and Research Group
(EUSTAR). Ann Rheum Dis 2009; 68:620-8.

2. A REER, AHEZDL. Al - B
BEHA N4 rEEEHE-4 BEWR - M
ERICHE S RERG2RIA T4 AR
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3. Sommeling CE, Heyneman A, Hoeksema H
et al. The use of platelet-rich plasma in plastic
surgery. J Plast Reconstr Aesthet Surg. 2013; 66:
301-11.

4. Marx RE. Platelet-rich plasma: evidence to
support its use. J Oral Maxillofac Surg. 2004; 62:
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Platelet-derived growth factor and transforming
growth factor-p enhance tissue repair activities
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Kanemaru H, Kajihara I, Yamanaka K et al.
Platelet-rich plasma therapy is effective for the
treatment of refractory skin ulcers in patients
with systemic sclerosis. Mod Rheumatol. 2014
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FRIER

£ 38 [Al K RS B S

=1 56&%1& chSc

Systemic therapy: E1
Axgalraban hydrale
Local reatment: bFGF, Alprosiadil ointment

ZERIEPIPBAE M : PRPAEE1 Y — )b

| PRPEETAI | PRPHEfT7HEI® |

1: FEF 1 DRSS

G. FRABEMED HIFR « B EIRTL
L

F2: 75%#'& lcSSc

| systemic Iherany: Prostagiandin £1, Argalroban hydrale
| Locat treatment: BFGF, Alprostadil cintment

J

ﬁEE&ASO&&UﬁE%kﬂLTET&@Eﬁ&
BUSBREERA : PRPERRAY — N

PRPIEIT1 r B

B3 : PRPIER &
2 @O | |3)PRP
2E) | 2
-
fﬁ‘mﬁ, ?

H

'5) E!lﬁ%iﬁ!&ﬁ |

3 1 Zi/MRILEDVER T ik

X 2 : FEH] 2 OEEFRFE
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S Ly PETBOE O K EREAL I3 5 SRS A

HUEMEE FEAE A LBHIREREGEAIRING - BRELERYE B2
whE FRE—  AEBRHNKERAREAERINE - RER &R SR
A FARRZIT 40t BT SRR AR AR FER NS - BRELE A
VAE-] TR A BN RFREBTE ERTFER NS - BRELS ALY

EGEEE F BERE  RBARZFRFRAEMGBFZIHELGREREERS 5
MREE

BONRFRIED 1 D ThH D WA-1RIEIL, 7 M E—MEEER, IRAMEREE, KB THRY v
EICHRPBME SN TV D, HHEBHLKEFRRICBW T2 MBAERE 12 4 O K EELIC
LT WAL RERIT o HIE L RO E L O EWET 5, BEEMILFHE - T4 - s L
L. BRHEIL 1E60]/cn® TH#E 5 El, 5 9~30 BIFRH Lz, FEXYy—E7 T 74— - BEAH
o REEAPE - REASRE TR LZE ZATN L0 ERUELRD -, UVAL BT

RIBTEALDIEEOOE DL L TRIRTE 3RS RR S,

A FFEREH

EEMERBIEBRAARTAATBNT, A
MRFRIE T R IR RAED DRIV T,
EEEIOBBIZED THIGAENHDHLR-
TWHHEERE CD Y,

UVA-1 B, The—H R Bk, AR
FR5, KR8 T MRV S IED L572 T i~
MR BIE U7 R P BRI IR BUE R =
ARD L7, BIRMRME - AR FE A RRICBEEL 2
RBIZHRDBRESN TS, 22T, 4T
UVA-1 BiEZATo T, B MBEAERE 124
DR ERRALIZ K DR RDFERDD LD W E
T2,

B.#F5E5E

KESIL, B 5 B, M T I, B 12 4
£ 54.9 B (11—79 5%) Thotz, 10 Hilix
Diffuse ZA7"C, 2 B3 limited #147"ThHo7-,

SeARIEERESIE, Sellamed (EFAR) 2000(—
FRME RV, AL 1 Bl 60)/cm® THIZ 5 [F]
1ot MBHEEGE, BRI TR 30 [H
FTELZ (BETEE 9~30 [, RIBKE 510]
~1770]/cm®) . FRETERALIZ, ATME(RAIDD | F
BFEELL, A BT ARZERTHEEE
SOEBES T, KERH LT,

C. Wroufs R

12 BIOFEEDIFERTIE, —EFFT74—T
13 K92 BE, RIS AT ENEIEAY 10 B B OHE S
PEITHT 0. 1mm, BEALIC Y EEL RO T,

BEFLZ 2B OREREROHEB LRIBE K
IR, P AR EHMICEL bR, 5
T HBLL 7 HURI T2 Do 72,

F7z, BERE R SRR OREIE, 1 FlIIERAE
HIELIR 2 IZHEA TVWDR, ZLOREHNIT, iE
{LDEITIZEE ST, LnL, 3 Bl Flidk - it
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WX 8 A OWEIL S A HN LT,

B RGR D S — e = —=iZ T2 (1),
UVAL DRSS, BB ENREH R LIZEWD
FEBNE2 b DD < OREFIL, BEHZ LY 2
Jii DREAL NI OFEIEYGEL . F DA T O Rl
{BITFED TH T LD LITR<72Y | ik
DETTRMEFRD T, LU 2 BTk, BiE# .,
oo A %I EBAESIICEY, Z0H%bBHR 4
AT LTz, Ffho 2 Bk, FRERTE T, 58
(L DB 72 BB ITFR D FH A TUIAS, IR
FECORBBRMEITIZE OB IHI ST, BEIC
I FoTe BRI AL LRI TUERIRC, R
FHZRD | BAENRGRIC AR o T BT /2D o T,

E. % &

6 FFRRE ECORIBTIETH DM, UVAL BT
L B L E BRI IS TERVSED D,
BALOEITEIEITHZ L T& | KEREIEA
DB 0T,

F. XX #k
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phototherapy for scleroderma in systemic

3)

4)

5)

6)

7)

G.

— 226 —

sclerosis. J Am Acad Dermatol, 43:
670-674, 2000.

Von Kobyletzki G, Uhle A, Pieck C, et al:
Acrosclerosis in patients with systemic
sclerosis responds to low-dose UVAI
phototherapy. Arch . Dermatol, 136:
275-276, 2000.

Kreuter A, Breuckmann F, Uhle A, et al:
UVAI

Low-dose phototherapy  in

systemic sclerosis: effects on
acrosclerosis. ] Am Acad Dermatol, 50:
740-747, 2004.

Yin L, Yamauchi R, Tsuji T, et al: The
expression of matrix metalloproteinase-1
mRNA induced by ultraviolet Al
(340-400 nm) is phototherapy relevant to
the glutathione (GSH) content in skin
fibroblasts of systemic sclerosis. J
Dermatol, 30: 173-80, 2003.

Sawada H, Isogai Z, Morita A: Altered
decorin expression of systemic sclerosis
by UVA1l (340-400 nm) phototherapy:
immunohistochemical analysis of 3 cases.
BMC Dermatol, 3: 2, 2003

ZRE BHE SRR OBUR R Fiie
IRV IR SRR IE(UVAD S Z D2
T A, BEEE, 118:2881-2883,

2008.

W
FSCFER

P,

JEREALIT )T B UVA-1 (340-400nm) JETE—

ZREBE . 25 MERBEDR



12F0ELH—, TA~ (FRF)

2. FRER

o RIMBZA, ZRAIE : EHAMER SRS
L. Ry # v R L A b
KAED2B, 518 EIRRIEMFERHEETF
2. FRTHELALTH, BK

o NEEMS, ZREHAE . 25 YEMREUE Ik
T B APHEDTHE & 165, 5 6 EHRE -
eFEBIRR EREEMNS. 2T
2H28R., AHE

H. SRR PEME D HIRE - BRI

2L

S

— 22T —



B SR v ML S V238 0 B BRI A DB RICBI 55 4%

WHE 08 WP ORI BR R Bh#

[VAE:S B MZE REURCEE SRR AR ER G PIR BhE

W FEEEE  AOURZAE MR eI sRas R Bh

(VAR NRER  HRUREPORGE - (EREfEEAS SR

wh#E FEIHBA—RR  HRORUREEEE A BT i e e LA TR B 6 SR R
HYEEE REER  BOURREFEENERG AR S
PSR — ROURREEHES A ER  Bd%

% INE—RR HORREPRE SR RS BR A A %

¥EBTLE F R

WREEE

REAN R R e A B ST 850 B T TR R B = 3%

g RS (PH) WS8R EIE (SSe) IZBIA TR ARRETO1-2>THY, i & IaRIRIGHRISESRL
72 BAETHED FHITREIIHEL TRV, SSe Tk PH O BRHIRZ)—= F RN EETHDHMN, —
FCEERIE PH IZK DI ADERIT OV TIHEIL TRV, SR A 3R DA T —7 ViR
A CHEBNUET- 27 F5h 7 417 PH OMEITARD 72, FOMERATTE B & il & HEiRSE o B8 A D&

HBZOWTIRET D,

A WFEEREY

B B i 388 i 5 1fL FE 9 (SSc—PH) Y Al AR
P i A (PAH) OTRBEIE S A LT 3RAE
THFHARTHY, SSc DERBFRAERT
DB AEPLRTH PH OAPHIRE MR 8
(ILD) LW A TFHAREFEEND |, mER
ILD DA BHIHED PHZ RO T, B FHE DT
PEICHEEE U & #R 5T (PVR) 23Rk 2 (2 B R/
BHEEx biv, PH ORHAI)—=0 FHREET
HBHEINTND, flifLE PROBEE L FBIIRE D
IR ER I, BER D 6-7 FiH
BEEIN T THENRE LR BB T 5L
s 2, B ANCBI DR ERREO 5 S Ak
£ (mPAP) 1% 10~15mmHg F2E T3V . 20mmHg
B2 DL Thd, PH OEFERIL mPAP 23

25 mmHg PL_ET#HAA5, mPAP 2% 21~24 mmHg
i PH bEFLIIEAT MM EROEEIIE
TUTBYUIEUIZE IR PH SRS LD, —
IRAOIZIT PAH IZR LTI EHIR R, BENEHR
DEATMHNCEELEZ DN TWDN, BRI
(292 PAHTRIREEE I DWW TIEEERR DS DY |
BE TIZ IO ADOE % R DR
3720, EBEFIROER DS PH ~EITT S
S D HE FE LB B | DWW O B E o7 AR
BTV,

B. Bt 5k

2007 4 3 AHn 2014 4 12 A ETICH LT
—F AR RMAT L Wi LFESE (PH) 2583072
73572 (mPAP < 25mmHg) SSc BE DS B A
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AT =T NVIRAETIATEIRRORE LB 72
27 JEBIERI S EL, 27 FEFIDH L, HIEIET +
07T DELAT—TVETORE N 6 H
A Bl E&Hotz 23 FEBNZ D&, £ DERREIFHE.
MATENREFRAR OIS REDHER J L Y PAH 1R
BRI FLRILIC OV TR M I L, F
¥ Bt &R E (mPAP) I2 XY PH #E (mPAP =
25mmHg ) | # 5 3% B (21mmHg <
24mmHg) . TE ¥ E# (mPAP =20mmHg) @ 3
stage IZ474HL . BB HIZ PH @ stage 28 EHL
TZEBEITOVWTIE PH OEITEESELT,

mPAP =

C. Brgims R
[Fzise

23 JEGIDEERHRHEER 1 TR T, PIEA
AT —T VRO LI FEENT 43116 5K T, 87%
BEMETH Tz, SSc DIyFRIL 7 4 (35%) AR/
BT 16 £4(65%) NUOFEATI Th-oTz, 19 FEH)
(83%) CRIEMEME RO AR AN, o
H SR B OA I VIR E RE R
(APS) % THERIT, o —T LV IAEBERE (SIS) % 6
EGIT, £F TV T~<b—T A (SLE) % 5 iEH
TERENEBL TV, B EFEICOWTIE
SFEF CHUETUERBMETHY | AR RATUE

X 17 FE (74%) THL topoisomerase—1 HLARRE M.

5 FEH (21%) THL centromere FLIBRME. 5 FEH
(21%) THL U1-RNP HUEBEME, 1 FEH] (4%) THL
centriole FUKEMEThH T, FIELH.LHIT—T
JVERD MATENREFERE 36 KON RERE D
RER 21T, 23 fiTf 15 BIRNIEFEER, 8
BINESIRE SN, B OLIT—T T
Lo THEERIE SN IFENARIHE R £ (sPAP)IX
29*£6.8mmHg TH o723, R MIEE L AR T I

BRE (Dra—) L3 ZRAVITEENLFE
L7z#E &4 2 E (eRVSP) 1L 39.5%9.2mmHg &
TeBED RNz, FEE LT —T /VRIZ PAH
RN EAIN TOIESIT ER] (RF7m
AMEIREN+ R 20) Thotz,
CEIYEES
HIEE LT —TAVREBNPLT A0 —T
TR LAT =T VREETOHMITFEE 602
+275 B TH-7225, BB I 7 EEHIT PH
EITAROONT (1 EFINEE ERENLEER
B~ L EEBIASIEH EREDD PH B~ 5 fEHI
(BEFEEE 8 D 62%) N EEFIRAEA D PH B~
FNENBIT), 23 Bl 17 H1T PAH 1RHEEN
FASNIED WIS REEE I 220 R
PHISFLTEHAINTRY, =V RV ZRRE
P RZE Th-o72 (K 1), PH 23EFTLIZ 7
FEBIT 5 EHIT PAH IRREEPSEAINIA, 2
FEPIIRBEATH -7, BIEFIORIEER 31T
Y, FHENIRIE (sPAP 3 XUV mPAP) | fifi i %
FLPVRITH BIC ER 2B 7o, PUREH A FE
(sBP) b LR MEAZF80 7=, MRS RERAICIT
BEREAIRO N 2o, bhra— koD
eRVSP [ 3H BREITFRDONARDz, PH ELT
PROONT T EFIDOFEER 4 TR T, B
18E% 5 FEBIIT baseline @ PVR 23 3.0 ## % T\
720 JEB 2 12 mPAP @ L FIZHEIIRELAE
(PAWP) D EH DFERKES PVR EHIT8RE
IZBFEo Tz, IR T OB EZ M35 B
#)C mPAP, PVR (22T 1 S0 DOHESTEE
(mPAP »Z{t& (PVR OZE{LE)/ #IELT—
TNDE 2 BB AT —T/VETORBER EH
T5& 3 EFITHMERSTOEITEED 1.0
WU/EELL ETHh o7z, FFIZHT centriole HFUAEE
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O 1 FEGIGERF] 3) THE mPAP BYINEEEE 24.5
mmHg/4F. PVR I 5.4 WU/ 4R LRk
TaBD T, A7V —= T THh5 BNP,

eRVSP, %DLCO DR LifnAT B2 (b i
T 5L, %DLCO T4 f) TR L TW/za3, BNP
VLT EBIR 5 JERIDSHME LD UGEER IR,

eRVSP & 5 JERI 2 JEFIN S 2 R 728 PH
HEITE TSR >T2 (R B), PH #1TLIZ 7
SEG] & PH FEMETT D 16 SEGI L ELie 95 & PH i
fTHEHI TIE baseline @ mPAP 24 EIZ &
<, %DLco, %FEV HF KA -7 (& 6), PH
AT WX LT, SSc % 7447 Hi
topoisomerase—] Hi{A&, H centromere Fifk, PAH
TERIREAOF TG B G08780 b
Mmootz

PVR #4538 £ & baseline M%DLCO @‘Fa'ﬁ dEeey
B MBI RIfRE RS (R =-0.42, P < 0.05 [X 2A) |
F7- mPAP HHIEE & baseline D%DLCO/VA O
b B2 B RR A BT (R = -0.47, P <
0.05 2B) . UL E o R KLY basline
D%DLCO, %DLCO/VA X PH #1172 FHRILH D
FIREMEAS RISV, —J5 T, %DLCO DAL &,
eRVSP DZ k&% PVR BN L4 B2 48
BAfREE8D T2 (R = -0.44, P <0.05, R = 0.69, P =
0.001 [X2CD),

D.& #®

SSc BE DO HITITFRRBEITICIVEITHEIC
PVR23 L H U PHAZRIETDEEHNE END,
Jifi /9 AR E 0D FE 28 T mPAP = 25mmHg 37>
"L | FEHI DR E B R EELZ D
EZERALTOLA, BEIEH AD mPAP i1 20
mmHg PAFChY, 21 PA_E 24 DUF OBERIRIZ >

TR AR RIS d D TR BE OB 1L RSB 28,
PH I > TORVIRTE LIRS D, SSe D
BAROROHEITIE CH AL L, BERIR o jBE 1
P20 PH ~EHETT T DU AT IS EOEEE W B8,
BRACD IT AR T A Ll ik B B 22 D L BE
PEICIEE AL TWAEL OO S IRIC x93
PAH TEHEEE DA IHELES L Cuvipvy, PH 2
V—=u 7 GiEEL T RS QWD B I
Da—{2 kb eRVSP OHIGE, MR BSEEREIC
BT DIEHEE (WDLCO °%DLCO/VA) HIE,
BNP i (> ik NT-pro BNP) 23 L& T
WAIR, PH DTG bl T —T IV ELTD
NEET DNy AT EEE IR IET D EN
i b D, S EIRRELK 23 FERID SSc BIE
DG THERITPHEITZFED . EIIRE LA~
DFE-LLT PVR O LHBEEDIER]E PAWP
RPN EEDIERIAE T, SSe Tidin
BIRE DT LI LT L& RS
DIEERE T L TINREE A& T2 L3 E
MENTRY, IBREEIC IV A EILRRIE
B EFTDE PAWP EHZNLTmPAP 13 E5F
T, — 5 CRIBE MR ZE OEITIZ LY ik
REFEE DN EIT I HE%DLCO 1K T2, 20k
912 eRVSP, BNP, %DLCO I PH #1TLASDE
EL R D720, MR PH BEOv—H—&
137257 PH OREEZENIIE LT —T Ve
FTOMEND D, HDLCO=60% 7> FEsRHIE 23
3EEB XD SSc BEITBWT, 2 BRI —=
YD PH A7) —=0 A A ChoTo b
HEINTWo, T2bb, H 1 BT
T, %FVC/%DLCO 1#., telangiectasia D F &, 1
centromere HLARDH . NTproBNP i, JREEME.,
DERIZBIT AR OA HETREILL, O
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Ta—DHEIGERET D, TLTE 2 BRETIX
Dra— EOROEEEE S RFFEREEICL
DANAYRTERIR AT —T NV EITHIET AT |
ra— L ThB %, 4DLCO 25 60%% 8 Z DIFEH~
DA AMEIFEEAESI TRV, PAH SEED
AVAZBETILERRIATOZ LB HERI N TVD 4
SSc BEFIZRWTIX SSc TR DEEHILAL
PAH J&JE D BIEIZ OV T, HT centromere B
HBRETHEENBEWVEINAN, EOLIEH
centriole HUARREMEBIT PAH ZEHHE N EZ
LEREL QNS 5, SEIRLRSTIEGI DL
centriole FLIRBEME TH ST BEFTIRD 1 ERFNITC
139 1 ELIIC PH ~ETTL, L3S RBUIET
DBERO BT, centriole HFURRGHED SSc BEIZ
DNWTHEE R ThHho T REARENZEEL N
AIREMED DD, PH 2SHETT LIZEHIIL baseline
D%DLCO RRUFEV 2LV IEMETHY, ¥DLCO
RUFEV BF LRV MEFNT DWW T PH EEED
VR BEWEEEE 2 bIve, PH EITOYRIH
BEVVESNTH LTI, PH #E2 BB T
BTEDE=FI T HEPBRETHY, L=
—IZ&D eRVSP HIEDHERIBEEL TRBIA
QERLTVD, 4 EOH L DRI TH
eRVSP [X3EBED sPAP L3RV VEBIRILRIZHY | 1
FEDFIELL T eRVSP O _LF1E sPAP © L5
LHBHBREDMBEBGEARD LN (K3), —F
T IEBDENKREL, A E PHBMET U THES
IZRWTh, eRVSP TIIEEAEZ A ENTE
RIS TIEFISBHoT-Z D, IV k%
EREICZWT2ZLIIBRRbHDLEE I LN,
Bk PH 0%DLCO AMEV VEFIZ2 L 13T A
IREWATEEMERHY . ZTNHDREFNZ OV T
EHIRR A DA T — T VREBIZ XA MATERED

BHRNETHHEEZ LN,

418l 23 FEFI R 17 FEGNZRE F PAH TRHESE
DBEASH, 95 12 ERNZ U R BV R AR
PEPEAIN TV, =UREY L PAH &
SSc DA DIFEEITICE S L TW\5, KB
VREVCRFEEREREZ 1T PAH 15K
HTHY, EARICIEARL T ILEIRIEAL
MIRSHEFE S VE A 28U T PAH OJSiEHITE
PHILTWD, —F5T SSc IZRITBHRIBRIE
BOMHNCEIRRHY ¢ M CTIEEBI R
WoTNWB, TRV R R EFEREOE 51X
PAH EITIHICH &5 T 5720 BRIITITE
FUREE CITETMRICE D ThD LB 2 IS,
K FRITEAMEOBREN R THLME L, <t
FBEFEZREL TRLT | EIEALD PAH 1R
HPEITIHNCFEL TOELEINITONT
RIS TERY Y, ST 95 PAH 1R EE
DEZEEH W 272D I TR0 AT A R BR
BLEEEZBID,

HIEIS 7 —7 T PH 28807203572 SSciE
23 H 7 BT PH OHEITE RO T2, T PH
RUDLCO AMEVMEFIZRETIEITY R 7 D3 m v /]
REMER R EN , ZIHDREFNZ DOV TIE S
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Fz1. BE(N=23DEEFRITE R

o 43.7
sex F 87%. k] 13%

type of S5c limited 35% diffuse 65%
duration of disease 16.2 1.6 year
oncomitant CTOD SLE & SjS6 APS T
Lo Y B3%, M 17%

BP 035 105.2 pg'ml |
F 583 102 fepm
: H5.0 :

A 23/23 (100%)
topo-1 17023 (T4%)
entromers 5/23 (21%)
RMNP 5723 (21%)
MNA polymerase 0/23 (0%}
centriole 1723 (4%
S-A 5/23 (30%)
S5-B 1423 4%}

F2. A=A LAOIFR RS MITEREETR

ystolic BP
ERVSP by UCG
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% 3. EEHI(N=23) I2H 154 E L EBHFFD /AT A—E2D 1L

Pre Post Unit P value
HR 68.31+10.2 70.610.2 | bpm NS
sBP 127.7%+20.0 | 135.4+23.2 | mmHg | 0.09
BNP 108.2+22.6 | 70.2+14.6 |pg/mi |0.18
eRVSP (UCG) | 40.5%8.9 39.6£15.8 | mmHg | NS
sPAP 29+6.8 33.610.7 | mmHg |<0.05
mPAP 17.8+4.4 20.2+£7.3 mmHg | <0.05
PVR 2.9+13 3.1+2.0 Wu <0.001
co 39+14 3.8+1.1 L/min | NS
%VC 83.6123.1 |81.6+23.0 |% NS
%FEV 85.6+24.0 |85.7+248 |% NS
%DLCO 63.3£20.6 |62.7%245 |% NS
%DLCO/VA | 9192284 |89.84+286 |% NS

paired-t test (\ZVIEYE A LLisR T

4. PHETEMOMITHEHRBERET —4

. mPAP PVR PAWP ARl mPAP  |PVR PAH

=l pre ?mPAP pre PPVR (pre) P PAWP (B) [HEhnsEE R A B
fEHI1 ] 19 4 3.0 | 0.8 9 3 11 45 0.9 HY)
SEFI2| 16 11 1.5 | 04 8 8 26 5.1 0.2 7L
FEFI3 | 24 20 39 | 4.4 7 1 10 | 245 5.4 L
FEBI4 | 24 4 5.6 | 2.3 3 2 25 1.9 1.1 HY
FEBIS | 21 5 39 | 1.8 | 8 0 18 3.3 1.1 HY
FEBI6 | 24 1 3.1 | 01 8 2 31 0.4 0.0 L)
JEHI7 | 23 7 46 | 04 8 3 27 3.2 0.2 HY

BT (mmHg), PVR (Wood Unit), #4038 2 (mmHg/4E or WU/4E)

£ 5 PHETES TONEEERBEORZERY)—=2151Z (BNP, eRVSP, ¥DLCO)DHEFE

JEH  BNP BNP hnp lervse  [ERVSP hepysp [PDLCOPEDLCO ) g
post post pre post
fEFI1 | 261.5|94.4 | -167.1 25  BIEAEE 57.1 | 555 | -1.6
fEfl2 | 78.5 | 57.7 | -20.8 |BIEARRE| 21 64.1 | 59.7 | -4.4
JEBI3 | 20.5 | 62.8 | 42.3 51 90 39 37.6 | 331 | -45
GERI4 | 143 | 9.9 | -4.4 60 48 12 | 214 | 139 | -75
FEHIS | 16.1 | 13.5| -2.6 45 50 5 35.5 | 339 | -1.6
HEBI6 | 36.3 | 23.6 | -12.7 41 47 6 56.7 | 55.7 -1
HEBI7 | 65.7 | 68.8| 3.1 44 38 -6 35 322 | -2.8

BAAT : BNP (pg/ml), RVSP (mmHg), $DLCO (%)
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