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INEEYE
FHICHRmT 2 Bl 1
JTCER S = 0 1 72 2 ok 2
FHR R I OREMPERTE . & DU THESTE % 3
AT TR OO R PR R
P Scl-70 (MARA Y AZ—E 1) Hulk, Hikr ba A THiE, HLRNA KU A 7 —RMHIEONF
AWIRV/IN T e
BROVEHE
H—F@?ﬁ“$ RSN T D 2 L
B PERRHEIE . LRI RS IR ECE . AFBRERMEMINR S . BEIRIA M IEMERE(VIE ARG K TE
RVT 4 U R, AP, A A e e, BEIRIPMETFRIEE, Crow-Fukase JEMEHE,
Werner JiE 2

©® 006

W OHIE

KREHE, H2WVITNEEORVO~GD 5 b 1 HH LL L& 72X 2B MR EUE & 2T 2,
ER

%1 MCP B#iL v bimfric e &£, 5> PIP Fa'@’é’“i D BN LS DIZRS

*2 WIRAICN B AR 2 KU EORRIZRD bivs#, £721% capillaroscopy & 5 i
dermoscopy C4=& PE5E FE IR0 72 AT SRR B 1y 5 #

%3 FHOBERMEEICLDZLOT, IMERLIZE D HOEERL

#OTER A (R 1) (R - MR A 0T 7200, FEBPIC 2 ALLEOIRICRD b5 e Btk &
Y%
# 2 CRT & 570, BMIMEOIIE (RED, W& (B, Hm CRE) 72 &

1. N B Rz s 2. capillaroscopy 14
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\SA
C> R

Medsger &%, HEIEE (severity) % damage (RA[WiY7228{k) & activity (R[iRg7e28{k) OFEN
72 b D EERLTND 1), EEEAIZIE, AREOFESEE & L TIL, modified Rodnan total skin thickness
score (mRSS) MM & 2) . BFEEGEKRFAER D endpoint & L CRHMIIOH L & 72> T 5, NI mRSS
I, —EAICNIER A 72 & & BAEBI L, 1R I KV tigr s IR C 2 b T 5 2 L K0 | 1~2 LN
DEFARERIZITAHTH A 9,

L LD b, BSREARIZ, BN O b MfHEE DO S E R0 b AET 5 2 & K0 | fElx DREFIZIHN
TiE. mRSS OHNPEFEL A KL TND LTV 220, Lo T, AEEEESCIX. OXE. @
ifi, @0, @&, QIHLED S B, b BEIEML score DEWVHDELDIEFIOEIEL L LIZuy,

[scik]
1. Medsger TA Jr, Silman Ad, Steen VD, Black CM, Akesson A, et al.: A disease severity scale for
systemic sclerosis:development and testing. J Rheumatol 1999, 26: 2159-67.
2. Clements P, Lachenbruch P, Siebold J, White B, Weiner S, et al.:Inter and intraobserver variability
of total skin thickness score ( Modified Rodnan TSS) in systemic sclerosis. J Rheumatol 1995, 22:
1281-5.

EH—#

Medsger O LI BAEEFREHIRW TR, FEBD E~~ b7 Uy MEBEH S TWD 2, BB
BHZRBNTIE, ~~ b7 Uy MERKRE ARFLBNTIZE L A LR bR oTelod, KREIZE W
T, FEBDOAZFHHEE & L, ~~ b7 U MEZOW T, ABBETT_EHE O —2IZ/- DT
Wy,

BROMER - BEBH ORI RS A

0 (normal) : normal Ty FERL

1 (mild) D FEAERTIC FERE LT 5%~10% il o> AR E k) EtEE - Q&M (~~ k27 Y v )
2 (moderate) — : FESEATIZEHEEE LT 10%~20% Al o A H D @i/ MEE @ik

3 (severe) L FAERTIC EREE LT 20%~30% i &R E R @ LDH & HAQ

4 (verysevere) : FEIERTIZHLHEE LT 30% LA EOIKENRD ®ILIE IgG il




B FETEAL

mRSS

0(normal) 0

1(mild) 1-9

2(moderate) 10-19

3(severe) 20-29

4(very severe)  >30

ESIE

BRI O IE R A B F i B 160°, ARG 150°, MERAEN 130°

RAv b HE FRIED Ft BT fEEaAn

0 95% LA & 152° Bl k 142.5° Uk 123.5° Kk
1 T5%LL E~95%4&m 120° LA E152° i 112.5° B E142.5° &Kim 97.5° LLE1235° K&
2 50%LL E~T75%7 % 80° LLE120° ki 75° LI E1125° kiE 65° LLE97.5° xiH
3 25%LL E~50%F 3 400 LI E80° ik 37.5° LLETS xiF 32.5° LLEBS xiH
4 25% i 40° Kb 37.5° KiG 32.5° XK

WICHBEEORA > MGG LT, EEEZRET D,

HAESE

0(normal) 0
1(mild) 1-3
2(moderate) 4-7
3(severe) 8 LIk

RS B OB RIT SSe 12 & 2 B fg - BIETRERR ORIL, & 2 WIEE OfdE - WIIZERS 2
LOTHDHI &,



JitiR &

ffa %5 HRCT T;@Faﬁ’%?ri =37 7L = 0 (normal)

Y
v

Hg s HRCT TOIRZED RN Y
1

>20%
\ 4

5 1ETE R (FVC)
T

<20% > 1 (mild)

>70% =P 2 (moderate)

<70%

v

(E R 7L = 3 (severe)
|

Q)]
l

> 4 (very severe)

F9ER HRCT 2 & 2R ED LAY DT

LIFD 5 AT AATILD LBETHLETORE (T H7RE, #@RE, by, £l obvis
BLEOEMBIL A RD GRHENSL) | D DOYEZIREDIRNRY &F 5, HRCT FOIREDILD Y & 557
V& & (FVC) MeREED A B2 MG DY THEEESBHEAIT I,

Goh NS et al. J Respir Crit Care Med 2008;177:1248-54

LY [V S e / Y S8, b .v",_vl”v: L 7- 2 :';\;"_ R 3 ;
1) KERS 156 3) FiiEFAR AR 5) ARl NRE
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4) 274 2 3)L 5)DHH]
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HILBRE
(1) EEH R

O(normal) B

1(mild) RIE FEIGENEEK T (B RAERZR L)
2(moderate)  HEEWAE (GERD)

3(severe) WEMERIER & AU S i T R

4(very severe) FIEIRAZIT K Wi N K

(2) THHEIRZ

0(normal) B

1(mild) BRIERZME D BERE (RREZE L)
2(moderate)  PIEHIELEONIRE LE LT D IHERE
3(severe) WIS BUE B RE 2 1 © (4 1MER & PAZE D RETE

4(very severe) HULMEFIRICEIRILE DS LB



BRE

eGFR (mL/43/1.73 m2) *

0(normal) 90U E

1(mild) 60”589

2(moderate) 45Mm559

3(severe) 30MH44

4(very severe) 2 9 LU N £ 7213 mikEHrE A

B IEE O RN BN EH PEEEELIAA ORB L L TR Sz E,

FEHVERBE T, HREMETT2Z2L03H0 . HREOEEZZTI W AZF 2 C 2Hni

eGFR OHEREAEZFIHT 5,

Bt : (104 x Cys-C ~ 1019 x 0,996 7#) — 8

M (104 % Cys-C ~ 1019 x 0.996 “# x 0.929)— 8
Cys-C: I A%F > C RE (mg/L)

ZDIHETD

A2 B FRAN D,



CIRZE

B RIER D LN I
PLIEREE | E=BRHREF)
0 (normal) 7L 1E i PH 7L EF>50%
1 (mild) NHYA I | IR EZZE L2V HY
R, (G R
2 (moderate) NHYAILE | 1695 2 24 2 VIR, 40%<EF<50%
B R
3 (severe) NHYAILE | 7 —T A7 T L— EF<40%
b LI —AR
— 7 — D
4 (very severe) | NHYAIVE

FHEHAOHEELED O LR EIER SO L EEROREL &5,
PRER A2 FER AR (B 1) & (B0 S B (e ) D b B e>15 2RIk E & E&RT D,



Jit e i FESE

0 (normal) Jifi i i FERE(PH) 72 L

1 (mild) PH®»Y, »>WHO 7 7 A1
2 (moderate) PH®Y, 7»>WHO 7 7 211
3 (severe) PH &Y, 7>>WHO 7 7 X1l

4 (very severe) PH H Y. 7>>WHO 7 7 AIV

T —T M TEE RO RRERTE A 25mmHg LA ED b 0% PH L 2Wrd 208, LA T —T )b
AT CTERVIEEICIE, D=3 —IB10 2 ZRPUIRIHEEN 3.4m/50 %8 2 256 G =R EREN
46mmHg # % 25612 PH L 23 5,



1 R

0(normal) normal

1(mild) Raynaud’s phenomenon
2(moderate) digital pitting ulcers
3(severe) other skin ulcerations
4(very severe) digital gangrene

MRBPIAFE LTS, bo L bHEIEEDOEVIHELE S L ICHET D
*Digital pitting ulcers I, FHTALFEHIHIBIH L 0 L LO/INEBERE &35
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*SCl-70(FRAVAS—E DA, HRNARY AS—E iR, (FIUSRNPHIK)
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7% 1 Clinical Question D% & &

m?

Clinical Question HEE HESZSC

CQ1 modified Rodnan total skin thickness score 1B mRSSIXREEILDF EE=MTHEIZHR
(LA FmRSS) (X R EEIE DHIFEICH B ? THY. ALBLERETS,

DR EFILHIE6 ELLNDdcSSc, QA FELR

BREBILOET (Hy A1 ELRIZEE
CQ2 KD & SLBECIEEDRIEHILEAE 9D FEIEDEH ., FBENET) AR NS, Off
DEIGEEBEZBNEM? ZICTRERELELAEARTHS,. DH5H21EH

LLEFE-THERRETANSEIRET S, 58

;ﬂiﬁ'—ﬁi?ﬁiﬁ?ﬁ%ﬁé%(:#‘éo ___
CQ3 BIE R HATOA NI RHED AR ”c R R e P oL
i FEETD,

. 5| EX /5 & = S — B AIE
TRVAIHHSN BEICE=8 B LERETD,
CQ5 D-RZVSIVIERERILDBRICHR 98B D-RZUSIUIESScD R EEILERELELY
ne EEZONTEY. . BELENEEIRET S,
CQ6 L ORRI7INIEREEIEDEEIC 2A DHOORRI7ERIEEEEIEDAEDEIR
FEAMN? BD1DELTEETHLEFRET S,
e AL FH—M(MTX) (FREEILERES
097 JPRLAY THERERILORRISA 2D HBMARIZROLNTLBA, TOHMIE
’ [FHESLLTULMERLY,
SHORARY:2C, |, oL - _
Q8 DR CRISEILOARIE | 2oayszc. | 2PARIY. BIOULR. 3391/~
DB BN ? MMF:2C. 75 FA47 BEJIFIL (MMF) R ERELIZX I 53R
) ' 'J:/:ZD EORIRBEO1DELTIRET S,

RIEWILIZRTHEMEINRINTLNS

CQ9 VYLV IIIRERILDARIZER 28 N REHEOEEHID., B EEDERZ

BRESERLGALRETHIELERE
2

CQ10 D EMFHRFITHREELDER

1A.
TNFREEZE 4L, +
AT L,

IFNa [EERALGWEFHET D,
TNFREEZE, PO XT T IFNY | IVIGDH

me

SRR LOLEBEN 7 IFNy L. IVIG: |[RTEIKBISMNTRELY,
L
e R Oy el RERILI-HT 58RI BLN TI%
CQI A2 F=T kRO BRI~ 2 < RRRALISH T 2 AMELTIERELS

WCLERET D,

CQ12 ZDMDERITREEILDAREIZE
AEtDrHEMN?

S/HADU A,
FS=35X k%L,
V5 V2 AVRR A DR
VT T4 L

/AU VIERERIEDBEELTES
LIEWIEEHRET L =R R4
D UNTFI4ILDREREILICHTEE
FAMIXBESMNTELY,

CQ13 &M HE (L K FERE L DA

KRIEEEICH T 2EMMEATIN TS

e

s 2A A, REWDBED . BIS L HEHIE
' EECRRL TS LERET S,
CQ14 KBRAR B ERILDARI-A M ’e ERENMEAE LR EEILOHEIE R

THAHEELHY. T LERET S,

CQ1 modified Rodnan total skin thickness score (UL~ mRSS) LR EMELOHEIZH HH 2

HELRSC
HEIREE . 1B
R

BeEREAL A IEfEICE BT D HFIEIIX I E TITHENL L7z b D137 < il
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Rl 2 AF 2 a7 BIRSAVLRTEY , BEMWLN TV LT THo  bAMRIEIELEZD
NTW5b,

BEEBEMICIAS DB TS AF 2 a7 L, Clements © 2K - THF X172 modified Rodnan
total skin thickness score (mRSS) TH 5 1, Ziuld, E’le—‘%f 17 OEAL (MFHE. WFL. maie, m
J:H?Ii EH. RIS, PEES. MORRR, WO ER, ) Ao, ERER L% 0-3 O 4 B CRHMIT 5 (0=1E

1=, 2=, 3=mE), #WiNI 061 LD, AaT &L HBT, HEEZMFHETIXS A, K
F‘%@J;é ETIRE OFTEWEZ TN T 2, EN TIRE ORTEIMEE £ 72 <K RS GE % 3. WIMRZR SR L
TR VROREIEE ST ELONL DA 1 &L, ZOFME 2 EHET D,

mRSS (& D EALEED BEEALOHEITZLL T DO X 51247 9,

FH5 - LfCfREIFBAET (PIP BA&H) & hFHaaifiBIsh (MP B Do CRHMlid 5,
ﬁﬁﬂ&ﬁ < B AR K D B AR T o R fERE L A B L CRHMET .
D BTARES CldZe <BES (BB =00 NHOM) TR 5,
HIJH@#B D AANET, M RSN D TR E T WA E D TR 5,
REES  EEML T, s T Ha i B E CERHMET 5,
KER - THR - B9 : BEML TR AL CTREE TR 5,

mRSS ﬁi*ﬁ%@%@ﬁﬁ‘i]\ D5 LHEETH L2, KEB LI OERED 3 HiklZH1T 5 mRSS OBIEEH [H
EHEhL, &gk CIRERRE ChH o7 &0 D, MR > THZDOEMMEITHRFCE b D L& X
HILTW5 1, F72, Clements HIZ XiuiX, mRSS OBIZLHMEE N 25%, BIEFNEHN 12% TH -
o EME I TWD 2, RIEIXEMME, BETHEBMEEZRL TS, BHEY Uv~FIcBWTHW LT
HFERDIREIE, NN 3T%, 43%ThH I LaE x5 L, mRSS (TIEMME, FIME LS I 07
TEHHEEELBZI LN TN D,

Furst 513, Aifiin 6 OLEAEBROEREIL, AIBEHBOERBO A L A aTITHET 207263, £
O mRSS & AT 2 2 &AW E LTV D 3, ZORERIT mRSS 78 SSc OJFER R 2R RHEIEZ b 2 )X
Mg 52 EAERLTEY, mRSS OZYUMEEZ/RL T D,

Medsger 52 &k DRk AN Z %5 & L7z mRSS 12 L 2 28 OEAEE /7 ¥A1X, 0=normal, 1-14=mild, 15-
29=moderate, 30-39=severe, 40 L\ k=endstage & ST\ % 4, L L7enn b, JEA S TR EMF
FEHEIC K DIBHFEEIAOE OFR (2004 47, 2007 E4RT) (21d, AFBEAEIZF1 ) T, O=normal, 1-9=mild,
10-19=moderate. 20-29=severe. 30 Ll lb=very severe &I & ThHH LIBEINTEY ., ZHIIHED
DRWEY ThHhDHEZEZ LD,

CQ2 LD X 5 2RO O B AL A 1R DWIS & B R HREDN?
SRS : ORE (L B 6 R LN O deSSe, @aud 7 B OHEST (B A2 5 1 HELANIZ B Lo
FPH, FRESEIT) BRO LD, OfZ2IC CTEREMEMEENERTHD, ©H b 2HALM L& 6%
KIG LT RE LERET D, BMEUERFRIETUKR LS EBIZT D,
HELREE . 2D
R -
SSc DRz JEREAIZIEIES], BiLH, R & Vv O il A L D, SSc T AL OFEFHIZ & o T, MUk
fr (B, KBR) F72i3Asp i b & 5 deSSe & PURENL (Fifd, FHREE C) & X OB L3R
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4% 1eSSc D 2 BT/ S D 5, deSSe i TIE, JEIE 6 AELUNIC RS L3I T L, 2 DM TR
IC—E LT, TR B D & OB AR R i HfE S T T D, BB EE(LO T0%03 5
JE SFELINICAE L 5 Lt ST b, —J7, BIE 6 LRI RSN OE(L T2 Z L3 Th 5.

ZAUTKE LT 1eSSe A TITEMIR BUEN LEAF) DL A ) —BlIG OB FHEAITRRITAE T D,
L72i3o T, #ITLTWDREHID deSSe OB LIZIBREOXIZR L 720 | 1eSSc O R JE LI X FEMRAY 72
RIROR G L 13726720, LN LR D, 1eSSc Th - T, TR CTA%ILFIPIHO 82 & /-
TEENDD DLGEITITEROMNR L EZ HRETH D,

PLEX Y, OEBEGHEL 6 FLLND deSSe, @& 72 K ERELORETT (Br A D 1 FELANIC K fERE
LOFM. FRENHEIT) BRO N5, ORI TRFERE(LA EERTH D, OO H 2HHA L LA d
BlEIEROXIG LT RELEZOND,

7%, 1¢SSc TAHWRIAFITH O LG % & 723008 5 Inid, SEJERFRIIBIIR LSBT R&ETH D
67, JL bR A YV AT —F 1 (Scl-70) PrikLHi RNA R Y 2 7 —¥ I HLik Bt Th 55451 USRNP
PURDIFAER B D5 A 1TIE, deSSe (ZHERT 2 AlREMER E VN, —J7, Bk v b e A 7 HuURBG OS5
(121 1eSSe D F F TREEALIZEIT L 722 Al REME BV,

CQ3 & %R&”*’“X?EM’ RIE B EEAL DR AT D> 2
il

HEXEC BAT A RNk, BEFH CTEITL W DAHlIcBWOIAATHY  B5T52 L%
RET D,

HELREE : 2C

R

SSc DR ERFVICRIREEAT oA RRAHTHD Z & & 3Gk Lz liE 1347203, Sharada 512 &
% 35 HlaxtR e Li-MiEL —HERABRCTT 3% A Vit L 2985 (A 118 100 mg, 6 - A )
DAIMEZ R LTSN H 5 8, 1REREE (n=17) TlE mRSS 7% 28.5+12.2 775 25.8+12.8 [ZIK T L7273,
KTHEHE (n=18) TIX 30.6£13.2 275 34.7+10 ~FEIN L 7= & @s ST %, F£72, Takehara [, = |

02—V DR\ NE AR TIES 503, FOFREMEME LA 2 LAEICHEIT LT\ 5 23 Bilickt LT
BAT oA FNRZITo 725, mRSS 7% 20.349.3 205 1 4F121C 12.827.0 IZIK FLZZ L &2HE L T
W59,

ZOEHZ, AT uA ROFGMMEERTHRBHANT — 2 IERIT 508, AT A Rid, BERHT
BUE R JEREAL DS HEETT L O DIEBNC IR - TIIRRBRMICA I TH D L BEX b TR, S H A K71 U1E
MEBEDa B RAEGTHEREE A 2D & L7z, CQ2IT/R LICIERDOXG & 72 5 SSc iBF T L T,
7L F=vnry (PSL) 20-30 mg/HAFIMEDOHZL L LT T 5, PIlEL 2-4 Bl ) <, Rk
DHEBOBRELZE=F—LRNDL, D% 2B~ r HZ L1280 10% T 2> < O iEiE L, 5mg/HRRE
EME ORI E T 5, KEELOEENEYMIEE S, HDWIEEMHBMICA-TZ LB 2 bnnidd ik
LTk,

BIBREAT OA REHIZHT=> T, SSc BE CRICRIBEIC /2 2 OB 7 VU —B 2T 5 AlREME T
H5D, BKIZHRTHAANTITEZ V—EBORIERITE N, CQ4 THERDH X I ITHFITIEE LN S
BehHFRETHD,
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CQ4 RIBREATaA RIZE 7V —BE2FRTLHVARAIBHDLN?

IR RIBREAT oA REEIXBZ )V —EB2F¥E T2V AR L250T, Mtk X OEHKEE
HEEICE=F—FT 52 L aHET 5,

HELERE - 1C

R

RIBEREAT oA FEGIIEEELICAHTHLEB20NLIXE, B2 V—E2#% 3250 A7 »
DIRT L ViR S C& 70, BRI T D 3 DOB%RAREHEICENT, AT A ROMHEEZ UV —E
DFRIEITHENR RO 5N TV D, Steen H L, #—A 3 b —/Uif%E T, 6 » H LINIZ PSL #% 15 mg/
AU EDOATaA RRNRL TWEFID 36% 037 U —EBE2RIE L7-DICxt L, RREETIX 12% Th -7
EHEENTEY (OR[95%CI]: 4.4 [2.1-9.4], p<0.0001), A[ETH AL PSL #15% 10 mg/HIZ#z % &

ICHESE X LT D 19, DeMarco HiE, B2 U —ERIEF D 61%038 % 3 » HICAT 1A RNRA &
Sz LHEL TS (RR [95%CI]: 6.2 [2.2-17.6]) 11, F7=, 1989 /£ Helfrich HDOHEIZIHB T,
ERMER 7 U —BRIEF T, #8ZE2 » HUNIC PSL #5 30 mg/H UL EDO AT oA FHNR L T4
Dol (64%v.s. 16%) & I TV D 12, 7285, Penn HiE, HEsXICHIT 5 110 flOE 2 V—EE&
FHDOHBAMEDITIZE > T, A7 A FOMHOFEIZ L > TEZ V—EDOTFRITITEVILRD T
EHIELTWD 13,

By —PRIEDOY Z71E, FLRNA R Y 25— I HFUEBHEGNIZ SN Z LR ENT WD, KT
L. FLRNA RV X 7 —F I HrROBEHERITHCKIZEESTIRW EHEE SN TR Y 14, HAAN SSc iz
F25E 7V —EBIRORIER & PRI TR,

AT uA FEENBEINDBEIT, BIERY TR & E H 2 WITERICEIT L TV A HITH
LHZE0L, BV —EBOEmIAIHLEEHEL TS, Eilko X 5 I2H] & GATuA FEHIZE-T
F7V—EHHEOV AR ERDENEINICE L UILT LA RTET VA X720 N, AT uA K
BHICHTZ->TE, MEB LB HEZEEICE=F—T 52 LITAHTH D, FFITHIRNARY 27—
VI HiRBE L B 2 b0 TIX 02 EERLETH 5,

CQ5 D-= 7 I NI ERAL DOIRIEIZA Hs 2
HARSC:D- =T 2 01E SSe DB LA W#E LN EBEZ LN TEY HEHE LRV L 2RET 5,
HELREE . 2B
i

D-~_=7 I 13 1966 T SSe DRI LA SET H LS STk 15, £OF MOV TS
SOHENRHY 16, SSc DIFIFICLIFLITHWOLNTE 72, LL2RA B, 1999 41T deSSc F- 1141 2 %t
G LT, KEO D=7 (750-1000mg/H) &V EDO D-X=v7I (125mg/H, EH) O
B EREA T 5 “HEMRBMBRBA I ToN T, ZOME, Z OWBERICIZEERLICABEZITRD bk
Mol 11, ZORBRIIMHE EORENS 7T R TIE R DEDO D-R=v T I Dl TH- 72

B, D-R=v T IUVTATIIRNEZEZOND LI ITR>TWD, —F, 2008 4EiZ Derk Hid, %A
] & DIEVES 2R — MMIFFEIC L > T, D=3 T 2 VORI 2 A8MEEIRE L TW\W5D 18, L
DULRNE, D=7 I VFEIERbEEETH Y . BESL L OFEMENEOAAEICH L THEEN
IZBEZTWDHZ D, BBHICHERTRETIERVWEEZE X LN,
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CQ6 v 7 arA7 7 I RIFLSEHLOIEHIAH D2

WIRSC . 7 B AR AT 7 I RIZEEELOIBIROERED 1 & LTHET D 2 &2 _ET D,
HELREE ¢ 2A

R

Tashkin S, 7R 27 7 3 FRR (1 megkg/H) (FMRRHEE I35 S gk — B EHRRRIZB )
T, 12 7 A% OFHlIRIZ 3T 2 G LO A ERWEDRBEO LN L E2WME L TWD 19, &7 rkA
77 X FEEEZ%1F72 54 Tl mRSS 28 15.5+1.3 705 11.9+1.3 [Z&FE L=, 7T BHRE 5D 55 f

TIX 14.611.4 726 137114 (2L LTcDHZTH oo, 7R AT7 7 I FEGHETIL, deSSe #T
21.7+10.1 75 15.9411.0 & HEGAYR & 2 ZB{b3G8 0 HALTER Y\ — 7. 1eSSe #E TlE 6.143.6 22 5 5.0+4.3
OB TH STz, LLRDB D, 24 7 A% OFHlIZ OV TOHE Tid, deSSe (28T mRSS BT
ITAEEZ BITPRO LN o7 ST D 20,

—FH. YT BREBRAT 7 I RFE/ VLV AREIC LY REE LR SRE SN DN E I DO TIEZINET
WEINTWRY, LR, ¥YZ7ahRA 77 I RRRICBWTIIRGRENZ DI LE2BE
T D& FHES IV AFREABIRT 25 K w%@%%wk%z%héo

VIR AT 7 X RIL SSe DIFHZEDIEFIZEIZHN LN D0, FEH{LOUE LRI TNDTD,
XTm4%@ﬁ%ﬁ%&5T%ﬁwW&&_ﬁbfmﬁﬁ_Eabﬁﬁgﬁﬁbf%;wkﬁz%héo

CQ7 A b b LUFH— MIBEFELOIRIRIZA M2
HR: A b brEd—h (MTX) (ZEERIEZ o S MR 5TV D28, € OAH HATEILHE
YL TR,

HEXRRE . 2D
R -

MTX (ZXxf3 2% “HE *ﬂéuit%ﬁ TimEIZ 2B D, Van den Hoogen 512 LD 29 B & k512 L7=3lERC
X, MTX #57F (15 mg/ill, 24 #) (280 EREM{LASET BN L0, HEZEXRD Hiven

ot@(mmmhﬂxﬁﬁﬁﬁlwrtimmgio7@ﬁTﬂ 1O BTN, 7T AR ERE (n=12)
TIE 12D EFATH-T=, —J7, Pope HIZ LD T3 Hla*tG & L2 hisk IIEA B EMREE Cid, MTX
Bofs 10mghf, 12 7 A) 12X > TERIC L 2REFHMIITAEICSE L7122, BEIC L 5 E7HE
XA EEN 2L EEE L OSEIC LA EZEIT o 72 22, mRSS 13 MTX # 58 (n=35) Ti% 27.7+2.4
N6 12 7 A2 21.442.8 12, 778 AREGRE (n=36) TiX 27.442.0 205 26.3+2.1 (2, TNZENHER
L7z (p<0.17), LML E, ZOT —H X Af ZFFHHIZ L - THITT % &£, mRSS 0% OfthDFEIE

B L T MTX BB W TH ERWENE O bz 28, L7edi> T, BREE Tk, ZOAMETSRES
TWRNWEEDLI D% XV, MOEENES THHHI L TUIEGEEZE L TH L, Lol
N5, MTX CIEREMER ZFET DV A7 08550 T, HRICHTZ> TUIEELXLETH D, MTX iX
ARENZ R 2 PRBRIE LRI 720N,

CQ8 Lo SeIE B3 T R R DI A 72 b DS B 2
MRS : S/ m AR v, FraY AR 33T =) MBET =F ) (MMF) & BRERIKIC T 518
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WEOBERRLD 1 o & LTHRET 5,
WESRRE . o/ m XK Y L2C, #7 m Y L Z:2C, MMF:2C, 7H#F 47U »:2D
R

Y7 a AR UNIR (2mglkg/ H) 13 TAERICKEELAZdE ST L0 ) ZHERBRBRAHE ST
W5 24, ZHUZ LAUE, mRSS 1E15.242.0 705 1 4F#2(1C 11.3£1.8 (p=0.008) (Tt L7z, L2 L722ds
O, ZIUFHE—HEFTO 10 BT 2D ANBEORBRTH Y | Bl CIXELZ OIS N TN D
Elxnz Ay, —, Y7 aRARY VHARICE S TEZ ) —BRFEIE SN LW D WS L AN A
JEICHBT 2 E W MELHY 2526 BEICYTZ-> TUEBEZ UV —BORIEIC OV T OREENLET
boHEEZLND,

Z 7 ) LAANR CFE0.07 mglkg/ H) (3D AE (84) OA—7 3BT o 6 4 Hi CRIGHEL DL
BEHILBRRENTND 26, Ll sb, ZOWEIZIE mRSS 72 EO BRI 2T — 2 P3RS TEH
O FRHINAHTH D, £lo, 7 v AR U ERERIZE 7 ) —EBDORIEIZ DWW THoRIEENLET
bHoHEEZLND,

THF AT oW T, Nadashkevich 5137 vdi A7 7 2 R (2 mgkg/H, 12 » A, #it\
Tlmgkg/H, 6 H) £ET7VFA7V > (2.5mgkg/H, 12 » A, #\ T 2mgkg H, 6 » ) 2% %
30Nz E L, v7uB A7 7 I RELEHETIEI mRSS OUENRO ENT-DIZK LT, THF47 I v
BERTIIRRD N Tz, T bbb 7 afR A7 7 I NIk L THMERRD bz Els LTy
D 27,

a7z /) —EE7 =F /0 (MMF) 1%, BE{LICOW TS DDO®ENRH D, Derk & DA —
VRERCIX, B deSSel5 #iic MMF(1000mg/ H X Y Bi4A L 2000mg/ H (ZHi &, ATEE72 & 3000mg/ H
CHIE) A 12 » AL BIZh7z o TG L, Hiin & IC8IZ2 L7 28, mRSS (X224 726, 6 5 A#IC 13.6,
PRBRAL TIRFIZ 8.4 ITIK T L7z, Mendoza o id, - THRIBEED SSc25 i MMF % ¥ E(EARZE & L TlE
HMCHEMA L (9l 2000 mg/ H) . mif] 28182 L7, 18.248.73 » A #IZ mRSS 1% 24.56+8.62 7>
14.52+10.9 ~E HAEIZIKT L72 (p=0.0004) 20, F£7=. Stratton HiL, FH SSc13 Hla gL L=/ 31
oy MFZET, PiliRiiie s a7 L& E%, MMF 05 g4 1 H 2E% 5 CRML, 1g4 1 H 2 [
HACHE R LT 11 » Ak L72, ZOIRIRIZ K > T mRSS 78 28+3.2 705 12 » HRIZIE 1743.0 & R fEHE
{EOFERUENRD Lz (p<0.01) 30, F7=, Vanthuyne 5. 16 Flicxt L T, MMF & 27 11
KoV 27 a4 ROBRNIROMAGDOEICE > T, FEHEILOFEREENEONZ EWMEL T
% 31, —Jj, Nihtyanova 5%, 109 #filo> MMF # 51 & 63 51 Ot oD S0 52 S| $ 51 2 beige L7z 5 4F
M ORGE D% A Z LT, mRSS OEGITIZZEN o T LR TWND 32, 7pds, V7 AKRY >
vl LA L MMF IASEIC T 2 SRE0E IS 1720,

CQY VY~ 73R DOIREICE N2
HELRSC : R FERELIZ )T 2 HNED R STV D, BRMEOBLEN G, S & 72 D RER] 2 [HE I L
RN T D EERET D,
HELREE - 2B
i
U F <7 RTXNZOWTIE, NS S 7= Lafyatis HI2 X D 20 Hila x4 & Li-A— 7 2 ilBr
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IZBWTIE, REELOUGEEITRD bivianoic Ll S Tns 33, 204, Daoussis bidA—7"
AR AITV, RTX % 6 » ARIR T2 7 — VO 5251772 14 1T, mRSS 728 13.5+6.84 (I 5-H1) 725
1 41T 8.3746.45 ~E A EITIL T L 34, 4 7 — /L DIE#E % 72 8 Bl CHE-HI> 6 O mRSS 78 2 4F#%
ICHBEICSE LT (4.87+0.83 vs. 13.5+2.42, p<0.0001) L& LT 5 35, [AEEIC, Smith 513 8 f5il%
G LicA—7 BT, RTX % 6 » AR T 2 7 — 5 L, m%s#&mw4ﬁ%24 %
14.343.5, 24 # HARIZIT 13 ~E ARICIR T L7z & #HE LT 5 36, F£72, Bosello HiE, 20 /i RTX
17 —nN¥E L, 8 fICIIHE#&S%21T>7-, mRSS [Z#&5R1D 22.349.5 /D 6 » AT 14.448.4
(p<0.001), 12 » A 2 11.247.5, 24 # H 1t IZ 9.9546.9, 36 » A #%IZ 8.1+5.2, 48 » H#%IZ
9.8+7.2(p<0.0001) & 4 EIMK T L7237, & 52, EUSTAR D 7 /L—712 X % 63 Bl O\ & HFZE 38 Tl
Rﬂﬂ@%ﬁﬁﬁ:y%m~wﬁmw&Tnm&3®&%$ﬁﬁ§_k%<(QMMﬁQ%wyzsz%
p=0.03). mRSS DKL HAEICE T L7 (26.6+1.4vs 20.3+1.8;p=0.0001), LA EAS ., RTX X8
LOIERICAEZI TH D Z ENRBENLD, BERBIMVEOR S LH Y | HEIHEAT L2 LN EE
LW, 7238, RTXIIASEIZ K92 PREREIG 1L 720,

CQ10 fhoD L PRI TR EREAL DB ICH R b OB 5702

IR . IFN (I LW 2 & 2R 5,

HESREE © 1A

TNF BHFESK, F U X~7 IFNy ., IVIG OfHMEEH 522 Tlhau,

HELRRE  TNFRHESR : 2L, b U X~7 7L, IFNy : 2L, IVIG: 72 L
R

TNF [HEZICB L CTid, Lam 52X % SScl18 o Alaj& adk— MFETIX, 39 =X kv 7 &
i 2 [A] 25mg F 7213 1 [F] 50mg % ¥ 30 » A #5- L, mRSS (% 6.63+6.35 75 3.98+2.38 I F L
7oy, HERETIER) -7z, Denton B3, BEALMEMIZH S deSScl16 il CEEHEHHIME 25.7 » H)

IZA > 7 U F v ~7 bmglkg % 0,2,6,14,22 HIZH 5 L7228 90, mRSSIIARETH-7= CEWME, 65 H]
26, {aE% 22), Bosello 5%, SSc4 Bl A Y ML —FE20fH LN 6A 7 U X ~7 3mgkg %
0,2,6,14 BIZHE 5 L, TOHTZ X7 |k 25mg ¥ 2 A5 L7-, mRSS (344 O Ctk#EE /R L
k#(%HMJ24Lm%18H$ HE T Aotz 4, Zo X 512, TNF BERIIL G OSE
WCEHTHD LT H 0o BT AT,

PLIL-6 SREHUETH D b U A= T8O\ CIE, BB SE LTz &3 DIEFIH S 3 L OVERIE
FERFZEN 8 5 4243, Z DIFED>, HL CD25 Hilk (N U o~ 7)) WHERTZ o712 &3 54 —7 3Bk (Becker
Ann Rheum Dis 2011) ¥ X OYERIHRE 44, HL CD52 bilk (7 LAY X~<7) S ORY LIIEHHE D
WEINTWD

A VB —T 2a iy lZOWTIL, Grassegger H73, 44 Bla kB & Lz —EERARBOFEEZHE LT
W56, A2 —7xry100pg Ol 3 BIOKL TG 12 » HiZbl-> TiThhv, REE(LOFE
RWEITRO SN o2, BAHIRIEA X — T 2 a0 Ly R ERECAEBRUGENRD vz (38.46
mm 75 13-18 » A2 47.66 mm, = ka2 —/L#ETIE 40.18 mm 705 43.65 mm, p<0.01), —J7,
Black Hix, A ¥ —7 2 all oW T, 85 flaxtg e L ZE MBIV CREM LI TdeE
T, L L AMEREOEANRD NI EME L TEY 47, FETH DL AN & 5,
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s 7 n 7 ) U REREEE (IVIG) T, 3 S0®MENRH 5, Levy HiE. 3410 deSSc I2# 5L,
25T mRSS DX T A2#E LT 5 48, AFTIX, Thn 5 ® 5 D deSSc (2% 3 B AR ¢, 26T
mRSS NME T L= DMENRHD 19, X 51T, Nacel HiE 7 #ild SSc 125 L., 6 » H1#%IZ mRSS 73
29.248.3 775 21.144.6 IZA EIZIE T L (p<0.005) | BIEHEIR & o3t L7z & $tE L T4 50, £ 72 Poleman
5DO#% AN EHIZETlE, mRSS M GETD 29.6 £ 7.2 705 6 » H#I2 24.1 = 9.6 (n =29, p=0.0011),
12 » A2 22.5 = 10.0 (n=25,p =0.0001), 18 » H#IZ 20.6 = 11.8 (n=23,p =0.0001), 24 % H
#%1215.3 £ 6.4 (n=15,p <0.000DIZIKF L, 12 » A TR BEO a2 e — Bt L i LT
BEREENA LN, LOLRRL, BNTITh 7 7Rt T v & 2ME#GEER (400mg/kg/
Hx5HRM, B7—1#5) TiX, mRSS OZ{LIXIVIG #ET-3.324.2 THV, 7T vREED-4.214.6
EHE U CHEZIT R o T2 52,

CQ1l A ~F =T IR EFHALDIBIRITAH A 2

PESRSC BRI LIS A PRI 22 Tike < EALICR T 7R L LTk Lano s %
RETD

HELREE 2A

R

A~ F =T OHREIZ OV T, mRSS 2 L7z & D REFIH ORI ERMITSCA S S TR Y 53
55 Gordon HIZ X% 17 HlOA—7 3 BRTld, 24 » H#%IZ mRSS (EP%@) 2321 706 16 ITIK T L7z
EHEEINTWS (p=0.002) 56, F 7=, Khanna H=° Spiera 52k % (CX 54 —7 B TH. mRSS
DAL T2 ST 5 5758,

—Ji. Pope HIZX D 10H1&xt5E Lz 6 » Ao —HEEMER (200mg/H) 3 L Fraticelli 51
£% 30 filExtg s L 6 » HRlOA—7" 3 Bk (200mg/H) TiX., mRSS IZHERUEITA DR D
5728960, X 52, Prey HIZL D 28BIDT7 X ML EHEMRT Y ha— VG EBRTH, A ~FT =7
400mg/H N7 7 2HRMN 6 # ARG SN2, mRSS OWHEICHEZITALN -T2 61, —JF AAEM
DE T, FEEZIILOETOIAEFENRA T =T THEIIZ b,

CQ12 Z DD IEA|TREMLOIBFRICA R b ORH L0 ?
WIS 2 A 7 U AFEEEA ORI E L CTRE L2 & 245,
HELREE . 1A
WRX: FT=F A, R, VATT 7 4 VORFHEAIT 58 AMEZHL TR,
NFG=FAK: L, "BV HZ L, VAT F 740 2L
i

&%@muﬁ#é:/#4yunWi 1998 FIZ, 11 Bl A—7 L 3RBRIZIH VT 4 FITHAR 1 4
BRI EL N2 RITIEIR L2 E s Sz 62, ZD1% deSSc W61 36 filzxf5 & L CEhuRkA—7
Vﬁ%ﬁﬁbﬂk#\:/%40)/WW1$%®&EEM®&§$tD&:V?iysziéﬁﬁ
BT DIz BARRRRIC I D R EE(LOYER L AT GG ICHBEZITGR b7z 6,

F7=F 2 MITaA R JEEMREICK L THITH D Z L2 5, SSe D EJEMHLDOIREIZH W B
HIENBDHEBEZLNDN, TIVETICHAMEZ RS LR OHE 137 ST,
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T RE ) URBRETEETH LR 7 o ORI T A AMEICE L TE. 2HmOHENRDH
%, Kuhn 1%, 10 floA—7 0 RBRICBWT, Rt ¥ % 1256mg/H % 4388, R\ T 250mg/ HIZ
HAE L C 20 W5 L7= 64, mRSS 13,12 # & 24 i OWf s T G-FNZ LR THEIZIK T L7, Giordano
HOBAMEMIETH, 24 L 48 HOKFA T mRSS OFERIK FRRD LN 6, 728, REr &y
VEAE D B REREALAZ 53 2 PRERIE S X720,
PDE5 BHEI D AT F 7 4 MZBE L TiE, mRSS BME T L7 & T DIEFIREN A HILD 66, 7ok, v
VT T T 4 JATAIET RS D PRBRIE IS X720,

CQ13 M sp R R 1 5 FERE L IR A 0> 2

PEIRSC : 2 JERECIC R T 2 A MED R SN TV DS, ZEVEOBLE D | #7225 JER] 2 [E I L
TITH 2 L2 R_ET D,

PEAREE @ 2A

R

1990 AR & v HEJED SSc FEFNIT KT L CE MBI X 21RO 13T HhiI T 5, I OERIK
RERICBW T, FEELOABRLEENRD DN b OO, @R BHEEENE L /o767, 20D
7o, TNLE, AL ZAMICE LT, BRI ORIRE 71 a2 — L OBRFHPITOITE 7o, A
BRI X 2 (L O E L ME SN TV DA, ITFEILH Mg ns Eicfrbh Ty, =
AUE TITE T ARERER & 236 TR OB ERNZNEN 1 DT ORESNTVD

95 11 A7k (ASSIST) 68 3, %#M%maakmﬁﬁ@%ﬁ&/7mfx77 RSV ZPFHED Z
YE LA =T HEGARTH D | F A AT deSSe, 60 A . mRSS15 LA R Olig#nkE
BV, F721X mRSS14 LITHiHRZAEDH V. FRRERIMEREIZ%VC<45%, LVEF<40%. JEFEMELIRZEDH D |
MmiE Cre f 177 mmol/l1 LA L, 6 BILLEDI 7 VR A7 7 I RoULAEIEOR L, 4 L0 EVEFEIR
T, 19BIBAANGILTZ, GCSFEBLXOV 7 R A7 7 I RESICL VM ESBEEL, 7 kA
77 X Fefifapiiia s v 7 U Al K DBERATLE O% ., SBEZIT - 7o, RYNCEH BRI E
DA S 407= 10 BlE mRSS 28 28 (JRIERT) 725 15 (14E#) ([CekFE L2, a2 b — LB D 9 )T
L1676 22 1 b LTz, 2 e — Al D 5 B L Lc 7 BT 1 R ICEMIBRBAERCBE 0 (1T S
L. 27 06 15 (1) I Lz, daBmiit 2 Tk, mRSS ITAHATO 29 7°6 12 » A#IC
15, 24 » H#IZ 12 ITIK T L7z, SETHlE R o7,

o I AHFRBR(ASTIS)®O (X, F—ur v e BT X D4 28 fiiskiZ L AIEIEREO Y e ha— itk b H
Eﬁm%%@@%&vﬁmtx77iFﬂwxﬁ%(Hl[Lijza—w)@?VﬁAMﬁ—fym@
AER T, 156 BISMHA AN DILZ, mRSS DMK, BB HERET-19.9, = e —LHET-88 LA
BENA LT (p<0.001), @HBBRRECIS T 5 1 FELNOIREREIEIX 79 i 8 il CTh - 7=,

ko Xoiz, AOEMBMEBHIIZEECOSEEICHERTH L0, BHEEEED Y X7 4 H 57

W, G & 7R DIERI A EEIGEIRT 20BN D D, £io, BRI, BEELOARE X —45 v MZLT
179 2 &I ZRMEOBLED DITHEE S L2\, 2236, ARIBIFRIEAEIS X 2 RIS X720,

CQ14 JEAPRIEI IS FEHAL DI A HIH 2
HELESL © RIESMIRIBIZSER L OB ICA M TH 2560800 . 179 Z L 2RET D,
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HELREE : 2C

R
SSe OD&FEEE{K IRETDERARRIRIE L LT, DA ARG E LTSRS TH DA, BT Y 7 L +UVA
(PUVA) . TIX UVAL OF AEO®RERH 5,

PUVA %, Morita & 3% PUVA ®Z=%) L7- 1 #i, Kanekura & 71 (34 H PUVA OZ&E2h L 7= 3 4,
Hofer & 72 3Nl PUVA ORI L7z 4 5l 22 Zn#E L b,

UVA-1 1%, Morita 513 4 234124 H 60 Jlem2 FRET L, 9~29 [BIO MRS CT2FIZ & Em L, B
A BN O W E RO LV LS LTS 73, von Kobyletzki &, 8 il & %512, FHRIE/LIZ®T LT,
30 J/cm2 % 8 WRIME 4 [7], ST 6 JEEE 3 [HoE 50 RS (A3 1500 J/em?2) 217V, 1 ] CHREE
OSE, THICTERRUELRD, BEEA T2 215 205 16.0 IZIK F L7 ™, £z, Kreuter 5% 18
O FFarE{ % von Kobyletzki & L[RIERDO 7' v ha— L TIRIE L. 16 B CREBILASGE L. K
25% DA a7 O FEERHT- (p<0.0001) 5, —JF, Draand 5L, 9 Fl &2 R, mEMEERE Lz,
fER L= b= RREIT T2 AEARETRBO DR T EMEL TND 16, LA LR 5,
ZAVTSEFIE S & 21957)“(’1‘7261/\7”:?5(’)\ SRR TORFDBMLELEBZZ HND,

PLED & 512, SSe l2B T 2 FAMMIRIET EIZ TR 8T 2030 5 LTV R RWA BEOAZME
DOHERDH Y | EHELRRE ﬁEFH IRO LN LD, FRZ UVAL JEEIER 28 A TIToTH LW
BEZOND, T2 L, i & OO HITRERERAED Y A7 IZONWTHEET 2UNERD D,
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HELESC : 1eSSe., Hit v b r AT HUL, HLUIRNP Hifk72s PAH O U R 7 R L 725705, $3TD SSc &
FHTHE 1 BIOEMRA Y )V —= 0 T a4 5,
HELREE . 1C
R

KESRA XV ATiE, BEMEMZER (ILD) 272 PH (isolated PH; FgK 7758 Eix PAH (ZAHY
T5) ITRIFHIMOEW1eSSe I2AHBND Z ENZW 10 ILD ZfEb7v PH 243 % 1eSSc JEf D
60% LI ETHIEY hu AT HERNEMEE 72558, ILD ZfEb7e\v PH OMEIXPIE Y Fa X 7HKE
PE. BEME 1eSSe DRI TENRW W, ZOHOWMET, Pk ba 2 7HAEBEME 1eSSe & Hi Th/To Hiik
Btk 1eSSe 1281F % ILD Zfkb7e\y PH OBEENFES /2 Z & 127 deSSe TILD %72\ PH LB
H9 5 HOPUAR L LCTHL USRNP HifA2 st S 189, —J7, TAE T, 1 UIRNP HiikGPEo Bl
JEH A SSe |2 ILD ZfEb72avy PH 2%\ 19, PAH 2435 SSc78 &% X IcHaf L7 5
YA DA TIL, SSe FIE 5 FELINIZZEr S v/ PAH RHIRIERIDS 55% TH Y |
Z?D9HH 16% 1L deSSc Th 7= 15, F7=, PAH FHIFIEW & SSc W 5 FELIKRIC PAH %2 JE L7
B & DRNTIFRRL H CHUEDO SIS EN 2 hoTz, 2O L 52, PAH OV 27 FWFIZIZREERH D |
T LS BEBMERG LR, ZD7=8, SSc BEDT TN PAH OA U AT HEMERRLTE 1
B OEHAIR A7 ) —=v IR SR D 16

CQ3 SScPAH DA77 JV—=U JIZAMRBEIIZEDL SR b DR H 502

HELRSC - SR R (EMIE JL5R), g FAomA (g BNP & L <% NT-proBNP &, i /REIE
i), OERGE RO, FERERER A (W FVC/%DLCO &), D=a—NEHATH Y, TOlufT 2 HEst4
éo

HEERRE : 1C
R
DIEIT—ZONTIE CQ4 &M, ALK K OMRINZ .l & L CiThi - Zhiax R 72 (DETECT

study) iz v, £ < OIREHRAEDOF )25 SSc-PAH DA 7 Y —:y&“z:ﬁﬁﬁiﬁ%@ & LT, R
HEMATIZ B 5 %FVC/%DLCO miffl, BED L <IXiBEOBHIMESE, bt b oA 7HIRREME,
1% NT-proBNP &1, MIEREEME &, LEX EOLAMIRM % H 1 T2 17, FEREERERA CTlE%DLCO
OILTFAEZE T, DETECT study ®=> kU —HHESRHHMEG FLLE)E & HI2%DLCO<60% & L
TW%, Mukerjee 1% SSc-PAH D EHE T%DLCO 28 60%% 2 2 DIE 1/6 (2= 72\ E s L Th Y
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18 PHAROS VYA NU—Ti&, PHDO/A U RAZHEE LT, %DLCO<55%% L < IZ%FVC/%DLCO=
1.6 = R —FEHEL LTWD 7, IMiEFHIMA Tl BNP, NT-proBNP DWWt A7 U —=27|C
AHTHY | Cavagna ©I1% BNP>64pg/mL 72 HRFE A 87%, NT-proBNP>239.4pg/mL 72 & K AL 80%
T SSc-PAH OfFEE FRITE LD L LTCWD 19, F72, [ UHE Tk, BNP & NT-proBNP % iz 4%
ELBETBNPOFNALZ ) —=0 7L LTERTND & LTWD, IMIEREEEIL SSc-PAH O A7 5
flix DJRK O PAH BE BN TEF LTS ZERRESNTEY  RIFV A7V —= 7L LTHH
T2 202, DIEXY, TEF AL LOEOICERIZARVS, EOEEMNL YT A T A AEE
Baoareraob e, #EEEL 1C & LT,

CQ4 AT —T NEHITT HHEREIT?
AR D o — (S CERFWFEHE(TRV)AS 3.4m/s 225, b L <I3HEEA EAEERVSP) A3
50mmHg # 2 28541013 PH Th 5 \HEMER S WO LI T—T NV Z{TH Z L 2R T 5, TRV
3.4m/s H L <X RVSP=50mmHg O%HAITIE, Oz PH 2 8b¥ AN SbUEA LT —T V%
115 2 EEI_ET D,
HEEREE . TRV >3.4m/s & L <% RVSP>50mmHg ®¥H4=2A  TRV=3.4m/s & L <L RVSP=
50mmHg D4 =2B
fEa

ESC, ERS, ISHLT O &RIAA T A 2 kiE =2 — ETRV>3.4m/s L < [ZRVSP >50mmHg
DAL PH TH D5 ATREMNE W20, MEBZKOT- DAL T —T NV EITH 2 EERETH, *
72. TRV=3.4m/s t L <X RVSP=50mmHg O Th-> ThH., BRI SO ES-. A=) oA
R~ it ML O LR A, A OROIER, DEFREO R, AEREEK, MEREHOIEK
EWV ST RLERO HHAI121E PH Th 5 AlREMEN H 2 29, FRlZ, CQ3 Tib~7= DETECT study Tl
TRV DSMCEE R LT I —DNRT A—=F—L L THLUBEOILRZHITTWD, 728, ZZ TV RVSP
XA EE%Z bmmHg EMRELTWAHDOTHY . TRPG Tix 45mmHg [ZAHYS T 5, FEEE, SSc HHF (1
BWTHHRAME TIEIH DA, i 197 HOBEICH L TCLTa—IlLbA 7V —=2 T 57570 & 2
%, TRPG=Z40mmHg ThHh 72364 D5 6L, LI T —7T VEMITTE T2 32 4262 PH 258D 7- 2
ENWEINTEY 29, EFLOh y NATEITRY EEZBNS, —J7, Mukerjee ©i% SSc B4 137
Bzt s Lo a—|2 XD MENIRIGHE L &40 7 —7 /L CRIGE U 7o R AGEIRE 4tk L 72
A, MFITIEOHEZ R L7223 02=0.44), (AGEOA R HT, PH R HICH00bbT K77
22— TRPG 31 mmHg Z i x 72 W MARRME & 7 26158 10% BEFETHZ L2MELTND 1, Z0
72, TRV=3.4m/s L <X RVSP=50mmHg O%HETH->TH, Eik L7z PH 25 5 = a—pr i<,
ZOfh PH %% 5 BRIER, HERITRNH 255 3L 0T =T NVEITH) 2L 2 EBRT 5,

CQ5 EHMEMBVEICME D PH OB T, FHIRPAZEEPVODRFNE DA DAL ? £ OERITAL 2
HELRSC : HED SSc-PAH (T13#944 T PVOD BN ZE 2 A 0F L TV D ATREVED B %, HEE 2T ALk
FORRARIC & 225, HHB CT C/NERIFREED LR, /NEFLED SO T 25, fiEthd U > ~HilER Z2 780 %
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BARICEED Z L ERET D,
HELERE - 2C
R

Overbeek 5%, 8 4 DOIRJE R &AL 4 5 PSR EE (1eSSZ & 0F3 5 PAH BFIZOW T, g7
E DB BB G 2 T L. 8 &4 4 4 (50%)12 PVOD TR Hbivd K 5 722l 5 - g 4 78
O EaEHELTWS 25, —JF Gunther & IZRTEMENE PH 2595 SSc 34 26 4 HRCT Hj{%
AT LT L 2 A, Mif0RE Y U NEIER, ANEHLIED T T R /N ERIIREED LR & vy o
72, PVOD Tl DS Rz @FICA L, 16 4(61.5%)DRETING OFTREZEERD-Z &
EWAEL TS 20, IBIZ, TNHOBHICEWCIEKZRE S PVOD IZHEELL TH Y, 8 £4(50%)753
i A PRI L G L0 BiKIEA A U TR Y, 34FEFED 30%LL F &, PVOD IZRH#H 7 CT frh %
1 DOLUF LA L7222 T OF) 80% &t~ Em TR b A BICE -7, 2D Z L2 6 SSc-PAH (2
XL EOEIEG T PVOD #RIRA A2 G0F L TW D AfREMD & 5, 7272 L. Overbeek & O Il
RS TIEBIRCHE EHIN MR TH D728, BHIEFINIRBITHEMHRLEEMT IRETH D, BIEHF TE
W24 TP SSc-PAH OBFIZH51F 5 PVOD FRIGZEDEPFRITERRIZIT S o LENEB X O3, W
FHIZLTH SSc-PAH (ZiX—EMHE T PVOD BRRAZ AT 2 Z LIFFETH D, ed. FFRARIC
B9 D RAHFZEEE D EFE T 5 PVOD ORI HETIL, [HVEPERE B 72 SR IERiR B-CRRIFUR R B &5
HTEDL] ZENRFRMEER->TEY, SSc-PAH OEFIZAEHT201EHL< ETH IPVOD #HZE] Th
0. IFEMED PVOD &38R D Z LICHEENLETH D,

PVOD B E DA DT, ARk X 2 I12igEt CT C/NERMREEEDIRE, /INERLMEDOT O T T A, it
f@ U o HIER 2R DG E D 1E, ILD OAPERZ2WN I SREDYE Th - T, ZEFRFOBIIR
i 2 38 43 £ O K T 23 & B (T0ommHg LA F) 722 8 & O M B e i & 12 T s 0 F I 0 IKF
(%DLCO<55%) DI AIZ5EE 9 .

CQ6 EHVEREAEICTE D PAH OF#H 2 HE T DK 152
PELRSL AR & OVOMRE)S SSe-PAH O PR ERFTh 5720, ZNHLDORTFA2EZET D 2 & 2 HEET
Do PERICEME), W7 % 4 7(RFEERELR), WHOFC, i BT s Tk 2 HET 25 aTeetEnd 5 7=
W, TNHORFHBET DI &2 RET D,
HELREE © AR, OMRE(CD=1C MR, 7 %47, WHOFC, A& #Hi(PVR)=2C
i

7T UADV VAN =0T — X Tk, HAEEMAT CIIFE L OVMRED SSe-PAH O P4 HLEKR 1T
Ho ., HERIEMW., 724 FRFEFEER), WHOFC, MifE i d % 2 HET 2 iR H 5
EDORERTH -T2, ZEEMIT TIXER(BH) OABEE R THAROBER T TH-7- 27, Humbert
SlE, RSB L THB2Hr S 47z SSc-PAH Tl 90%iF < 28 WHOFCIIE 72 ) LIVEE 72 DIz L,
DT a—CKOBEMAR A7 V== T 2T EFEDPTELRNLTNETZH T2 LR TE, 20T
BOLBURZEaRELTEY 29, WHOFC NP 2BET AR ThHLEEZExLNLD, 2L,
Hachulla %1% SSc-PAH @ EF T2 WHOFCIH E CTh > THZ D% LIX LIREEL L TP%AET
LI LEWMELTRY 29 FCUEITILT L TRBIETHDL I LEZERLARNI LIZHEENLETH
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%, MATENREIZ DWW CiX, Campo B b —[EHAHERE(SVD(CT % 04113 TEl- 72 6 @) & Y PVR 73 SSc-
PAH O P& BEKR T L7025 Z 25 LTV, SVI 30mL, PVR 7.22 wood N1 % 7~ hA7fE & L
TU 5 30,

CQ7 SSc-PAH (25} L CHEFIEITMIED ?
HERC . HODAZRIZHT 2FRAIBES-. PaO: 60mmHg #3570 OMBIFILEEITH Z L 2RE
T 5,
HELERE - 2C
R

PAH |2 DA AL 5E1E, R v AB X OUKEIROEE & & b ICFIRIEOME D B RIER
DWEE T2 HT 2 EIIRBRIICAHE A7E0, FIRAIOE AL PAH O T#IZ5 2 5 8% G L 7Bk
XEEHE S AL TRV, IKERR A M OUGHEEN TH 5 2 & D HEEEIRIEN LA THhILTWAH R, TD
BhR A TR D720 DO HEGRBRIL M STV RV, 5 [EHAR PH ol Y w7 AT, BIRIMERSE 2
J£ 60mmHg VL EZMERFT 2 X9 ICEEMFERIEAEATHZ LR HER STV D 3V, ZOMOSTRHE
HEE LT, XU ABB O GA Ko EEZ ST Z s h T 2 o
ORI G- NEM R 2 R TR R, UXF Y AWANT E=EEROMA = he—L &
HiNE LCTHERTAZ L b dH 5, b CALDAR2EIEE AT 2 RERS E=EHIRCHER BB 5,
F72. PAH OJFEREBICHB/NMIARTER OB G ESIND 720, H< 6T AT 7 U A L D HrEEEE
EMNMTONTE, ZHvE T IPAH/HPAH Z%t5 & L7zaim & sl 1 1, % ARE IS 6 s
TN TV 33, Fuster 5% IPAH BF# 115 Bl 5 H2W 5 12 » AUNIZU LT 7 U U &R LT
78 BlE ENLISND 3T NEZRMEMRFTLIZE A, 3 FEFREUET H LU NLT 7 U BB H O
FINEEIZE -T2 (36% vs T%) 3¢, TPAH Z X5 L Lim K&E AV U AMEFER O F %2 5t L 7= Rich
%@ﬁﬁ@ﬁ?%ﬁﬁ\ﬁwyﬁA%ﬁ%_ﬁTéﬁé&mmﬁﬁ_>#b6¢7w77)/_;5m
BEERIE 2 OFH U7-RENIEORHRE LV 3 FFAEFERNE - 72 (62% vs 31%) 359, —J5, Frank 5IZ
% IPAH % %P5 & L7t Cid, PUEEBIEO A BIC X 2 EFRICEIT eh o723, ZD X HI ﬁ
BR CHUBEEIRIEDO A AN RENTVA R, 2 B TEE SN TS, SSc-PAH A (S ﬂ#éﬁ%i%
Bt L7zt 2508, 2 b 0#ER Y controversial Tdh 5, Johnson 512 LiE, SSc-PAH &
O TPAH O cohort Zfi#HT L7= & Z A, SSc-PAH B# Tix 28%. IPAH B4 TIL 59% B TU L7 7 U D
BHEZIT TR, WIS U LT 7 ) BRI D TRUEGEIRITBD b2 ol D Z L TH
o 7237, —J5 T, CTD-PAH 4 117 4 (SSc-PAH B4 104 4 % & 1e) D Tk & fhir L 7= 345 Cid. PAH
%ﬁ%@ﬁ%%&&wvw77uV@&ﬁﬁ%%%&%é&é%%ﬁ%ok&bfwé%k:n%wﬁ
BROMBERIL, FUEFREDOHEHANEEL IR b TNl & Thod, REeEr 2 idvLrry
Y ‘/@mE{JY&%EM&Téﬁ\ INT7y xR Ta AT )= EOURHITHILDO Y 27 % FiF 5, FF
2, TARTaRT )= ETNT 7 U EPFH L 31 B 9 fil (29%) CHREH M 238D 7= 2 & 23
HIhTns 39, —J7, ESC, ERS, ISHLT O&FH A K7 A Tl FReafiEmika NI & 5 EiE
$1C PT-INR1.5-2.5 72\ L 2.0-3.0 UL T 7 U UEHZHER L TW5 29, 20, BURTII=T
VALV OE PAH RO HAEL L. BHIEVRSCH Y IRESURGYEZ: SFrkiAz D U 2 7
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A DIEFRCIM A TIRMRIE ~ — U — @B & O BT U 2 7 D& < WA 3B E R IE 2 T
HTENEFELLY,

CQ8 AHVEMMBIEIZTE S PH ICSE B EITA s 2

HELEIC 1 SSc-PAH (Tt L THIEMBIFIEIITORW I & 2R ET 5,
HELERE - 2C

fE.

Sanchez ©HIZ X#UiE, SSc-PAH 8 £ % &1e 28 4 CTD-PAH EHFICxH LTy r/ur 74 A773I R
(CYC) 600mg/m2 @ 1 7>H BOBIKAEE L FEELL EO AT 1A FOFFHQ@2 Fl)E721% CYC HAt(6
BN L DIREE AT o128 2 A, &MY 7~ F—T7 2 b L KREVERE AN Tk 20 4 8 #ilT
FEWICIE > T PAH OHETIH S 7z DIzxt L, SSc-PAH TiX L AR U Z—IE 1 il b Do 7z 40,
Z OREFR %521 T SSc-PAH 1Zxf L THIEMBIRIEIIIEN TH D LS TR0, Z0%RTOH A%
Matd 2BIE L A E1TThbu T3, Miyamichi-Yamamoto 5723 13 4 CTD-PAH @ B (2%
L CREMR ) S e iR IE O B A& Bt L7285 O FRiz 141 SSc-PAH 288 £ TV A3, £ OFERIZ0I
D)V VARUVE—=ThHoto 4, LIEL Y SSc-PAH (Zxf L CRAISLEIHIFBIEITHELE S v,

CQ9 FHENIRE 2355 sk & E(21-24mmHg), & 2\ iZ WHO FERE/YSE 1 £ OJEFN 5 L THEAIN AT 5
NEN?
LR ¢ FHENIRIE 2555 FUi(21-24mmHg), & %\ % WHO BEBESHE T FE DREBII %9~ % FHIM A DA H
PEITFE S v Tuviguy,
HESRRE . 72 L
R

EWNS D PAH A R5A v & b ICHBEIRE B RS E(21-24mmHg). & 5% WHO HRESJE |
FEDFEFNZ X D FAN ANZHONTIE, BURTIZT — 2 B oofiln b Tunzan, 72720, Ziix s
O DIEBNZXTT DIREN A DD ERG Lo s 3 md ThhnwZ ik bsboThy, 5% 7
TET VAR T AUTHERRE 3L - T 2 HEMENRH D, FEEE, BAETITOh T 7 1 X Mi
RO & A— 7 BT 44 Bl 6 BIS FC1EDEFITH Y . 7 7 ZABIOH 7 fNT T ENE S
TV WA, SSe &L BFURIERICTIX 12 H% O 6 M TIHEERARICSE L 92 R
X PH #5887 < Th, HEEIHZIDOA PH 2380 % X 972 SSc DEF XL D% 19% T PH Z#3JE L, %
JE L7ZREFID 5 HXEUT 5 LI LT D EOME L H D 8), Kovacs Hid, mPAP 2 IEH _EIRFE
F£(15.5+3.2mmHg) Tdh > 7= SSc B 10 A lZo X, 12 M A MEEE TRIBEIZE L, 0%k 6 AR
YU B EEToTmE 2 A 12 A %I213 18.0£3.2mmHg & A E 72 mPAP O EF 27BN, At
VHEUEEHIZEY 15553 1mmHg LR T ERDI-Z EEME LTS 9, ZdD X 92, SSc-PAH [Tt
ITHEDIRREL B bND 2 b, L0 REITIBFENAZIT ) 2 LI MATEES PH# 2 E TE 2 AlhE
PERH Y, A%OTET U AOER—PE-ND,
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CQ10 WHO BERE4E(FC) 11 £ @ SSc-PAH DI IV % 3E41% 2
HEIRC : = NR ) U AEEHEEERA R 2o T TV AL VTR Y) RARY T
A7 77— (PDE)5 ERKC AT T 40, ZXTT V), AT T =Ry 7 7 —8 (GO HIILEE
(VA7 7 R)Z WHOFCIH D SSc-PAH (Zxf LTS5 Z L 24335, 72, XTI 7m 2 R
Z ORI Z WHOFCILE @ SSc-PAH 1% L T 5 Z & 2% 15,
#ESERE : ERA, PDES5 [ESR, sGC HIIMIE=1B XTI 7m X ME#FI=2C RT7 7o M@=
2D
R

Rz ToT7 VR E S TR UNT T T 4 BETT g, VAV TT MEnT
At WHOFC I E D B# % & RCT THAMIVREN TG 4949, 7272 L, WHOFC I £ D B IZRR
& L7= RCT MTb=DidRt v % v DA Th H(EARLY R, Z ORBRICEK T 2 EEFHMEEH 1L 6
r A% OMMAERPIL O 6 ESATHEBEOZITH Y . 6 SEISATHEHI DWW TIT Y 7 B RBHCH LAE
ET2MHmICE EFEo7208+11.2m vs -7.9m, p=0.07), A EERIUITA B ¥ VB THARBRRUEL R
72(-16.8% vs +7.5%, p<0.0001), & DAL D FANZ I\ TIL FCU LA DO EIEE O BE & T TV 2D3,
W OIEF S FEFMEEICBW T 7R L THBERUELZRO TN D, RV Z U RO~
T Z SN ORBRIZE T D FEFHEH E X 6 SRIBTIREOZ (L TH Y, WITh b T T B AREEL L
LT 12 72 L 16 B D 6 S HATHEZ ABEICIERE S5 2 LAVRINTND 49,4049, F1- | <
T VB ATOW T EE B E B S ERAELRAE T TOMETHY . T T ERBEL L TERICHE
B RA E TOMMZLER T 2 EVRENTNS 40, 7272 L, Wb SSc-PAH O HBAICRE L
7o B CIE7e <\ SSe BEIZIRIE LI TRHIT AT DI TWZR WA 2V T F 7 4 T DT SSe-PAH
D iEE % 45% 7Ty CTD-PAH MBHFIZHR T 2V 7R 2 Thoi, 77 B AREEL LT 12 %O 6 /rfFd
1THEEfEZ 55m FER S, MATEMREL ARICKE L 50, —F, R ¥, v 782 (= Kk
UV USZBER A KO B OiFEZHET 5 ERA, HFEEOZOBIEFFHEBENPIEINTWD) KT LT T
7 4 )V OIEBHARE~ DA AV A FRE L7z A 2 b Cld, K423 SSe-PAH #4875 72 5 CTD-PAH IZ
BOWTCIIABERESMAREOLFIRBO SRR o7 50, Lk Z £2v5 PDES LERGC VT 7 ¢
V)% WHOFC I £ K OVILEE O SSc-PAH FBFIZHIT 55— BIIKE LTV DR D & 5203 59, K IEA O
BRI A 1T o 7o BRIIAFIE L 222 | EREOFRARIUTRENESCL M e E AR AR L TT
IRETHDH, X7 T A MIOWTIERKIN, KEDOZNENTITOILIZ 2 5D RCTITBWT, £OF
RAPETWT NG 3~6 A E WS B OEBIMAROKEICE EF0, 2R RO AMEE =~
T FMATEREROBE LR ORINST T LD DHEREE TR 89,59, LU, & ORIRKGH M 7T HE
LR Z OWIEAIOA BAVEE B L2 ERNRBR TR, BSBRLART & LTS 12 BRI B 2 E B
KEEN A TENRE Dk FE A RO T2 42, KRBRIIA—T > T VRO DT BT A LoULEFIAS,
44 517 28 $1(63.6%)3 FCUEDHBEETHY | XT 7 A MERKANL FCUEDREIZLAMTH D ]
HEMENR® D, F72, SSc-PAH IZBRE L 7= 7HEHTIEA T T 7enAs, SSe-PAH 6 il & ¢ CTD-PAH
19 Bz 20 TRTICB W T H, 5 12 BZICHRE R 6 M TIEROIER 2380 7,
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CQ11 WHO K¥RE/YHEILEE O SSc-PAH OIEHE I AV B FAIZ 2

WIE : ERAGR® L %2y, 7o Vw2, w50 %0), PDES HERGC AT F 740, ZXF
T4, VF I T R, 2RTORT ) —L#E, FLT7 2T o=V TR, A a e X N AR
WHOFCIIE @ SSc-PAH (Z%f L T35 2 & 2HELE5 5,

RZ T AN M7 aRT 4 =EEEZ WHOFCIIE @ SSc-PAH (2xf L CTHAT 2 2 L 218%T 5,
Fio. T OFEAOYIOFRREZIT ) Z L bIRET D,

#ESERE : ERA, PDES BLES, VAL /T b, =RTu A7 /) —#iE, L7 BAT ¢ =Vl FE, A
n7uaA RMEA=1B XTTBRAN, bLTBRAT = AEE=2B IHIOFHEE=2A

R

WHOFCI @ SSc-PAH DOIEHEIZH WD AN >\ TIE CQL0 2B, RE % iZ-onTik
EARLY & LV Haic WHOFCILE X ONVE DB 2 %14t & L= RCT A1 bi, 16 #lkIC7T 7R
FECHE LA EIC 6 DA THEEZ IER S8 5 Z EAVREN TN D 59, SSc-PAH BFIZIRET 5 & AHE%E
EBO DN Te TR OO BEEP DI TH Y (IR 33 4, 7T BARRE 14 4). Z DR
WZIXEERNECTH D, =Ah T aRT /) —/u X WHOFCII 2\ LIVE D PAH B3 2% LT 3 2 RCT
THMAMNRENTEY 3059 55— CTD-PAH OBE LR E LIZHLDOTH D 5, Ziuik SSc-
PAH #4 78 4, WHOFCII¥ 87 4 % & tr CTD-PAH H3# 111 4i2x L CEBIBEIC= R T e 27 )
—NVHEZBINT S Z L OFAMERF LA —7 7LD RCT THY ., =R 70 AT ) — /LR
INFIEREIRIR O A ORI U 12 % OEBNMARE R CMATENREZ A EICWET H 2 LAV RS TN D,
N7 7B A MIONWTIEL CQL0 DfFFEZZROZ &, ML 7r AT ¢ =)V FEICOWVWTIE CTD-PAH
90 4(19%). WHOFCIIEE 396 4 (84%). IVEE 34 4 (7%) % & e 469 4 735N L7z RCT MM1hoiv, 77
TARFELLEL 12 8% D 6 pRATHBZARIIER SEDL 2 EPRENTWD 9, £, LOBHFE
ITHEERGFEICRELS R Z b MESNTND, M7 B AT 4 =/VEHEIZ DWW T B [AEBRIZ RCT 237
biv, 12 #% O 6 /rMBTHEEZ 77 R E I LARICIER SE2, HEE2EDERRAEEFEFEN
L RE LT TORBUIEFIE L /e o7z 60, ZD7=®, b7 u AT ¢ S AFHEIIRZ NI oICE
BLUTYI ZEZBETH, A 17 A MEAICOWTIE, WHOFCII 72 LIVEED PAH J OV ifn 42
FERRMER B L ESE OB 2 x5 & L7z RCT 2MT1hoiu, 12 %O WHO HEES B OUEK O 6 BT
FEEED 10%LL EOIERAZ LV ER L7 FEFHMEHBICBW T, A/ m 7B X MIZT7BRBEICH L THE
IRUEN R A TR T 6D,

Flo, WERIZLAITOIRBEIRE RN D 36 7 A Z & IHEAAZBML TV BIROFEREDHESE
SNTEIZR, HIONLEBOFEREZEKET 5. PIHOHIREOEHEL®RE SN TS, Galie b,
TrTVRBE TG T A NEGMNGIEHT A L. ENENOBEAROIATEE T T VR H
HRIRE, 2457 0 VHEFIREZ 2111 (B T) & e CTRRAERRGET:, PAH BALIC X 5 ARz, fRiko
AT, RIS T D RFDRVARCA, ICEDEET FRA U FELTERDY X7 % 50%(K T S
HDHZEERELTOSHAMBITION R ER)62, X512, 2015 DK Y 7~ F % Tik, AMBITION
ABRD CTD-PAH IZXF3 2 ¥ 7T OFER DI FEFR a7z 69, 2z LiuiX, SSc 118 4 4 & ¢e CTD-PAH
187 ZIZHBWTH, DFHHEILHAIRE & L TRRIRAIRIRD U 2 7 % BT%KF =&, NT-Pro BNP 72 &' d
BIRT Y RARA  MZOWTH, BAREL L THFIBECR D SE L T\ e, 2o, WHO #aE/ A
I D SSc-PAH (15 L IO IRIE AT 5 2 & bIRET D,
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CQ12 WHO HERESHHEIVE 0 SSc-PAH DIGHEIZ W % 313 2
SR . WHOFCIVE D SSc-PAH (24 L ClEmAR 7 v 27 ) — VEEEZ#LE 5, ERAGRE Z |
TNk EY T A Y) PDES BRESRGC AT F T4, EXTFT T 40, VAT TT M, b
TRAT 4 ZVETFEROEE, An7r X MEA, 2o OEFOPMOFRERIEEZIT) 2 & bIRET
Do
WRREE : =R X7/ —UiE=1A  UII0FAMIE=2A  ERA(REU %2 TUoT7 kU2,
<~ T ), PDESLERC AT 7 40, ZET T 40, VAV T T R, LT RAT 4 =)LETF
ELROEE, A m 7 X A=
fEa

FIEAOTET RO TIE CQL0 KW 11 &M, WIHIOFHEEIC S W TITE A AEZ R LT
RCT M72W 2D BT A LY UIRWAS DRl D50 A1l & OFFNT > HIXE OAF A RS &
%, Sitbon HiE, 194 FCIE 84, IVE 11 K L TR T B AT ) —LiiE, Rer&r v
NTF T 4 T K DO PREZATV. 4 AR FAMEINRED 65.8+13. 7TmmHg 75 45.7+
14.0mmHg £ TR F(p<0.0) L, ZTDO%hHEi1x 32119 MWARIO 7 0 —7 v 7 HEE SN2 L &
WELTWD 6, £72, K& 7 0 —7 v 7HICT26 WHOFCIHELL F & 72> TRV, 3 HFAEMFRIT
100% T ->7-, F£7-, Bergot b, % A X OfFHT Tlidd 5755, French PH registry I8 ST 5
SR AEAHE P HRGE TV PAH BB TR 70 2T ) — AEREZITHOITZ 78 4ICHOW TN L7z &
A, TART AT ) = EELOORRE I TN BN R D PRB R o721 AR 92%, 3
EAAFER 88%) 2 & A LT D 65, b OFHTIZ SSc-PAH DI E TV 72nA, WHOFC
MEKERIVEDORENMO TTFHRAIARETHSZ ENnD, SSc-PAH O RBE TRV TH EEFNT)T L TIEf)
O IEEBET H & ThH D,

CQ13 SSc-PAH DiA#E HAZ L ?
HEXESC : WHOFC 1 W LI, Lx=a— EAEKREOER(L, AL8 T —7 W THREE<8mmHg
T OVME%0>2.5-3.0 L/min/m2, 6 741 THEEE>380-440m, BNP % L < T NT-proBNP IE#{b% Hi% &
T EEHRET S,
HELREE : 1C
i

55 AR PH R Y D A CHRGE L7 PAH OIRRBEIEZ 8177260, 72721, ZiuH1% SSc-PAH (IZ
REL7ZbOTIEARL, SSc T2 HHEABTH D Z s WHOFC X 6 /rRIATHEEE, BNP 72 &1l
\Z PAH OEJEEZ XML TWD LD TIERWI EICHEEDPLETH 5, EFE. CQ6 Tikx7= X 51T SSc-
PAH D EF IZ2Z2WR WHOFCIE THh > ThZ D% LIFULIFEEL L TPE AR TH S L 29, Mathai
SITMATENRE X RIFLE D BEIEE TH > Th, SSc-PAH OEZE OS5 IPAH 0oFBEE LY L HEIC NT-
proBNP N2 & 2 fiE LT 5 6D, Mathai &35 0O#E T, BEKRAIIZ %@Z?)éﬂid RO 6 53
ITHEBEOSEE % 33m & LTV D 2 & 69 TEEMHARE D BN D 53 TR T R 2 42 30m
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PLHIERESE D Z EREEE 70D, 72, Mauritz 5%, PAH £ |Z%F LT NT-proBNP % 1 447- 0
5% LWESED ETRPSET LI L 2WE L TEY NTproBNP [ZHOWTIEZhZ AfEL 50
DRV 69, L a— R LEOY A AR OWHERED EFALA HEE L 72 553, I, =R I lmibIHE i
BEhIERE(TAPSE) 23 47 DA RE O 72 1 & L CHEH SN TEX TEBY, SSc-PAH 2B\ TH TAPSE
=1.7cm N TPHARROTRR & HEINTWDH2®H 0, TAPSE>1.7cm &35 2 &nb=a— LDk
WHEDO—D2 LD,

CQ14 MIEMERIHZEICHE > PHALD-PH) OB A A& iR 2 T2 & ?

HESESC : ILD 129 PH IZxb9 % PAH 1GRIEOMAIXHEEICIT S 2 L 2% T D,

HELREE : 2C
R

Mathai % SSc (Zff:5 PAH39 & ILD (215 PH20 filz&m &2k L, ILD ([Zff:5 PH @
HfTPHEAEL (P<0.01), BV AN 5 FEWZ E2ME L W, ILD ST 5168217 L b
12, FRANSCEE SRR & ORBERIEZAT O 2 BRI NN 72 2O A%EEZ R TR IT RV, —
J5C, ILD (25 PH (2x4 2 PGl ®Al, R % v YT+ 7 0 VORMEICET 505707 —
ZITBIRE T2V, Minal &3 SScd iz Eie AL Eod ILD (25 PH19 fllc=AR 7w A7 /) —
v (n=10) £FRErZrM=9%#5 L, £D 55 15 HIT 6 4TI 50m ML EEE Lz
L aHE LTS 8, Ghofrani 1% SSch fil & FieH4EELL L ILD & mPAP 73 35 mmHg Ll -
DO PH 2675 16 a7 X L2 2 BT, TNENCZR TR AT ) —)L YAT T 7 4 VEE
HLizEZA, VT T T A NEBEOBIT ALZRONHENE E L @, —h, =R a A7 ) —/LEETIE
¥ v MR RN HHUMGE X A~ T K L, BREFENMET Lz, RO T A MR D
BLIARE U X THHE SN TEY ., PAH RFEESBRELLZEBELLSEIAHREMERH D, Liohio
T, FEEL EOILD A7 561~0 PAH 1GRIEOMFIXEEIIT I LERH D, I HIT, FeFsMEm
MHOEAPPREZXGE LT v 7V 2O " HERRBR T, 77 B RABEIC L CEEHTHE
(ZPER AR BEE T D AR %<, T DL EVMHERAR H - 72720, RERIZEHIcHIEE o7z 0, 20
72, HEEL EO ILD 2535 8BE~OT 7V o2 R HEITEEICHET 5, —J7. [FEEC IPF
BEEXNGE LIV T 7 4 VDT ¥ MEZHERRABR T, 12 W% OBREE SR 53 1SRRI 3 O
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KET DL LRSI T,
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PR FIAES R A Le 2 E N E Ar o Tz, Z D72, A ~F =7 1386 PAH ICHERATHL AR H
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LREIIHIZED 6

A:2D

R EICL>TELDBIED TANAFEE
[CIFMTADAEEHET S,
EERMOHIRREICERMRERKFE
EHHNLBFIENIED TANARELGE
PEELEDTANAZRIGEIL. AT
AR £ ERELRENFHEDOHAZRR
BRD—DELTIRET 5.

CQl AFEFED LT 5702

HEZESC: [RIRPESREUEIS, BRARAVRAE & AR RS & L WO/ Y O = F A2 232 R L 72 Padua

Consensus classification @ 5 Jg7 |

->F% ¥ circumscribed morphea, linear scleroderma, generalized morphea,

pansclerotic morphea, mixed morphea |29 % = & 2 fE339 5,
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JEBL S FEAREIE STV D 08 M4 Z O EST R 7R /0T 1961 4512 Tuffanelli & Winkelmann (2 X 0 #2718 &
T THhD (R 1D L FSHETIE, ANEIFRZORRE L 5AIZH-5% morphea, linear scleroderma,
generalized morphea @ 3 SOJFRUZ BFHIN TV D, K% ORI OFHIILL T D@ TH D,

Morphea (BERTFZIE)
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FHOLRZA L, WRITIZTA T v 7L FHIN D RIEZ K L2 AR E2 9. RATRBZVIRET
b0 ST B - SOEIZEICEERBE AR,

Linear scleroderma (BRiK58FZIE)

ANRE KO FEFICEBEICAE U BT, /NI U D IRBPETREIED 40-70%% L 5 478, —fi%
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i E LTamT 2, W7 73 a2 afllino 7oz md 720, (KT A 7 BARED —KTId7
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OEMEMERE E L CTHBL L, BEIIREFETLREZA L, 206 (BRILEZRTHLH D) LD,
SHTEER D> & BTAESSC T CThF%8 L, RIAMKSRAZE (morphea en coup de sabre) & U 9§ 23T H LTV
Do AT E ZITH, B HOIWIT ENBZR L, I E T XK SWEDSEIIER. Bl DA FERTR,
WHN DB &bk, WA m A AR &S E . Parry-Romberg JEE#E  (progressive facial
hemistrophy, HE1TH: A MIMEE I ZEMDE) & TN S (CQL0 M),

Generalized morphea (LRI R Ry 78 K2 iE)

RIS PEFRBIE DEIET TdH V) | BIZDBERILDBIRIL N 3D &3, (R - IR ISHEFIC 2 FE LT
bLOTHD (EHAEIZOWTIRL),

Tuffanelli & Winkelmann O 731X IEH IS CEAE L9003, il 2 OFR B 058303 L b WAk
TlX72\, F5IZ generalized morphea (Z DWW CILFEZE DR 7 B AREZ B L Q0 5D, ARRE RISV T
1%, 1994 4E(Z Sato b W RIMIEFHIZRBLEND bR Y LB OO NFHAEZRE L T1D (£ 2), Sato
513 generalized morphea D73 FEEUEZ [ BB S BRIRTL DERIRTL N v 77, AR 3cm LL LD B
AL LD Y ZANRMED 2 SLLEOFEBICAOND D] LEDTWD, REMHREIEICHET 58
PUADEELFHERITIE A U THLR, ik X b HURITEIZ DR K ORIZ OGO S Lk
LIRS ARBI L, BB DX A 7 LITFB Liavn 1010 ESo /iy EEENER VD & generalized morphea B
“Cl% morphea 5535 L O linear scleroderma 855 & Hlg LT, Hib A R LA A EICEHE IR S
D0 DFY | [RERIENE T 0 E ) B A S 2 © FEIER O generalized morphea 8 & JE UL fh Y
TETHY (KA 87%., FrfAL 74%) , JRAERIZRBLE NG b2 AL B b D,

—J5, 1995 4F|Z Peterson > 2%, Tuffanelli & Winkelmann O35 % X 0 ok L7z ka5 Lz (%
3) . AOFEATIE, FE /2% & LT plague morphea, generalized morphea, bullous morphea, linear morphea,
deep morphea ™ 5 ORI LN TEY | ZNENOFREUN L OO HRNR TR SN TN D, ROFHEITH
726 Db E O TIRFPEFRIEDFH T 2 w72 < fLall L TV D BARETH L8, KIED AT T L L
LCartrd2ngs5n TR HA (atrophoderma of Pasini and Pierini, LM ZSHEME S RE, AF BBk
lEAE) NEENTND Z &R0, 1 DL EORR DR A 7= 3 RER 2 & ORI BT 20 2B S
TWARWZ LR ENMBERTH T, ZDT2, FORITHER I N im XTI, FIFEIL—H ks LTl
HAENDZENEhodz B8 2D X5 e, 2004 HTERIMNINE Y 07~ F 20D H N RER Sz

(Padua Consensus classification) 3, = #7574 i, atrophoderma of Pasini and Pierini, i {b PS4 M 2
UFERERVEMIIEZE O 3 AT S, S HICHASFRICIIE ED N % B 4L, —J7 T mixed morphea (2 >
PL DR OHAT) OBEED N Z H4u, circumscribed morphea, linear scleroderma, generalized morphea,
pansclerotic morphea, mixed morphea @ 5 JHMIZ/33HT 5 Z L MRE S L7z (3R 4), 2006 4F, R/
IR FPEFRBIE 750 I COMFHT LV . 15% 0D #3412 mixed morphea DREEN Y CTixE L Z 2@ LT
W54 B, MR BRBEENDZL DML TIRZONENRZTOEEHNLND D, HDEWVIEE~ D
FIZEY —HHE L THWLR TV D,

Tuffanelli & Winkelmann D23 3EICIEFRHE S LTV RS, Peterson B D434 KUY Padua Consensus
classification (ZFC#k SV TW 29 - BRI DFHEIILL T OE Y Th 5,

Plaque morphea/Circumscribe morphea
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[Peterson & D 53%H] @ plague morphea & [Padua Consensus classification | ¢ circumacribed morphea I,
[Tuffanelli & Winkelmann ®73%8] @ morphea & A% TH 5,

Guttate morphea
PR E /N S e I DM O/NRH 23 %53 5 5 O T, [Peterson & D435 Tl plaque morphea @
ARSI TN D

Atrophoderma of Pasini and Pierini

I 28 DNFEIE G A 7> LRI L2 JRZE D b DI SN DI/ 4 Th Do Z DIREIL, R & B AL
ATV BT s AL O RS 5T superficial variant &z S TR Y 131920

[Peterson & D 43%¥A] Tl plaque morphea DA Z A {E-D1F 41TV 5, [Padua Consensus classification

IERCHEL STV R A3, circumscribed morphea @ superficial variant (2215 S 315 & & 2 5115, morphea

& atrophoderma of Pasini and Pierini D Bi# % 3 Ff9 257 —4% & LT, circumscribed morphea @ 20%!Z
atrophoderma of Pasini and Pierini 23595 Z & 19 circumscribed morphea @ 9 IR E D8 £ TITHRME
{EDRIE LT A0 TIEERRIC BRI E N ERTIZ LA EREE 2N &, 2R ERET LA TY
%2,

Keloid morphea/Nodular morphea
raA ROIEEMERHE L LR OREZ AT 5 DT, [Peterson & D435 Tid plague
morphea O HAZ ATV D

Lichen sclerosus et atrophicus

ML LTERB EEZ BT L0, R BAHARAG DS BRBPETR BOEITEL TV D Z &Nz, FRIGYETR BE &
AIEDE OB ORENRH D Z Lo B O BRI A iEim S LTV D 225 TPeterson © D433 ] Tl plaque
morphea D HiAY & (7 {E T H AL TUW D, Stk 7 aIpT R0 - BMERAPT RIS L 0 Wi A 8 L K o
LT DR D DA 242627 HlIR R TIXMR B O B FIZ OV TRGm IS D TUVL72R0,

Bullous morphea
il circumscribed morphea (Z7KIEROND A& 2 355736 ¥ | bullous morphea & FEIEAL, Ji BRAR ARG 1T
A b A T B R L L D 28,

Linear morphea/Morphea en coup de sabre/Progressive facial hemiatrophy

[Peterson © MD43%H] @ linear morphea (%, [Tuffanelli & Winkelmann ® /338 3 XU Padua Consensus
classification| @ linear scleroderma & [Fl#8Cd 5, [Peterson &M 43%H] CTik morphea en coup de sabre &
progressive facial hemiatrophy 7% linear morphea @ Hi! & L CTREd S AL Ty % 2%, [Padua Consensus
classification | TiX Z 415 D4 OFLHk L7 < | linear scleroderma i3 Trunk/limbs & Head @ 2 > d Az
SEENTWD
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Deep morphea/Morphea profunda/Subcutaneous morphea

—f%IZ, circumscribed morphea TIIARHE(LIZERICBRIE T2 A3, linear scleroderma CIEIRZS X E L D A
T, REOTROMEEE TR 5, —J, [Peterson & D434 @ deep morphea (X, R ILFE D
TROMAAZ T 23, linear scleroderma & bl 35 & | JHAEDIER D IXE VIR, BRRITIEHA L7220y,
ZDO XD REEBIZE-S &, [Peterson & M43%H] @ deep morphea | Padua Consensus classification] Tl
circumscribed morphea @ deep variant [Z /08 ST\ 5, 72385, [Peterson & D43¥E] Tlk. deep morphea %
AL DN T AARRIZ R 9~ % subcutaneous morphea & B¢ f§ & Bz Tk i /712 K 5 morphea profunda @ 2 -5
OEANCSEL TEY, S DI FHEMBRICIHEN LKA TS &3 58505, eosinophilic fasciitis &
pansclerotic morphea of childhood % deep morphea @ HiHIIZ/3FH L TV 5,

Eosinophilic fasciitis
MNELUTeRIBE B Z BILTV 5723, [Peterson & D434 Tl deep morphea @ variant (2533 S 41TV
%, Eosinohiplic fasciitis & [RRMFEEIEIT LIX LIXEOFT 2728, MEEORFEN#Him STV D,

Pansclerotic morphea/Pansclerotic morphea of child hood

Generalized morphea @ 5 &, S DETHEICIH A DBIREIC KL, 5, BE, BZ2RTH0cx L TH
WHNDIA TH D 2, BICHHHTRIET 2 729, [Peterson & D434 | Tl pansclerotic morphea of childhood
EWVIIIFAPHNDILTWD DR, O HIZARANRIES 23 H S S 41, [Padua Consensus classification] Tl
pansclerotic morphea &\ 5 %44 CTRLHL S AL TV D 30, Bz J i b LAY 48] ~C VDU FEe oD (] & fARER L HA B L
HEATHRICHS b B O 2T ORI 2R L, BfEioWfE, £, 85, ARK(bE Rk 298, HlliiiugE
R8I I T ENH D 3233,

Mixed morphea
l'Padua Consensus classification | (235 T, circumscribed morphea, liner scleroderma, generalized morphea.,
pansclerotic morphea @ 9 5 2 DL EOJFR N EAFTH 0L L TERZR S NI,

Lo X 91z, Tuffanelli & Winkelmann O3 FEIIAEAERY 72 BB DIEHRE & /AT I HD < — o) 22 i A 1
TR SN2 TH 2 DIZx LT, Peterson © O 53%A 36 & U Padua Consensus classification (3522 D HE
EAT DI T  FHARFIFFBIC HIER L TR Y, 2 DOFMEEHEIC LS el > T b,
Tuffanelli & Winkelmann O3 %1%, —Ici972 55056 T d 2 3B 3 CRUR L9 0 DS, BRRIOIC i B2
RYREBICIRE N K SEE Z R & L TR L Tnne n ) RENSH 5, Padua Consensus
classification 1Z — 72 /356 Cd 2 DSBUE 2 OIFRTRLOFERDPE TR L 72> TV D03, Rk 72 5
Y& Nz % Z & T circumscribed morphea/deep variant <> pansclerotic morphea &\ 72 i AR 1 85 2 72 Ji Tl
ZHREICEANC L TV D R CTEBRICBWTHHATHL EE X N5, BIE, RBMEFREEDHT A
& L T Padua Consensus classification 23 FUEHE L L THWHNTW D B BT 5 &, AIEIT
circumscribed morphea. linear scleroderma, generalized morphea. pansclerotic morphea, mixed morphea ™ 5 #5
FNZAET D Z MRS NG, BB, TETF U A L-YUIERWR, YH A R4 U EEEEDa &
PHAOL L HEREEZ 1D & LT,
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% 1. Tuffanelli & Winkelmann & 7348

(i) Morphea is usually characterized by circumscribed, sclerotic plaques with an ivory-coloured centre and
surrounding violaceous halo. Punctate morphea is considered to be a variant of morphea, in which there appear small
plaque complexes.

(ii) Linear scleroderma appears in a linear, bandlike distribution, and scleroderma en bondes is a synonym of linear
scleroderma. Frontal or frontoparietal linear scleroderma (en coup de sabre) is characterized by atrophy and a furrow
or depression that extends below the level of the surrounding skin.

(iii) Generalized morphea, the most severe form of localized scleroderma, is characterized by widespread skin

involvement with multiple indurated plaques, hyperpigmentation and frequent muscle atrophy.

3% 2. Sato % ™ generalized morphea 73 ¥A L e
LI 2 A oW 5 Ziifilz L= %6 . generalized morphea & 73387 %,

1. BE3mM U EORZBN AL EHD (RBOZ A FIIEERM T HERAMO EH 5T LV

2. k& 7T oo S, £ LB 78 B, AL 2B (RERRTE ., ARErgm) (oL L E
Feiz8 2 SOLL E ORI /54 LT D

Llbo 2 SOEA Z RS- S WA, BB ORI LS E morphea & %W 3 linear
scleroderma |23 ¥E9 5.

7 3. Peterson © D 43%H
Plague morphea
Plague morphea
Guttate morphea
Atrophoderma of Pasini and Pierini
Keloid morphea (nodular morphea)

(Lichen sclerosus et atrophicus)

Generalized morphea

Bullous morphea
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Linear morphea
Linear morphea (linear scleroderma)
Morphea en coup de sabre
Progressive facial hemiatrophy

Deep morphea
Morphea profunda
Subcutaneous morphea
Eosinophilic fasciitis
Pansclerotic morphea of childhood

7% 4. Padua Consensus classification
Circumscribed morphea

a) Superficial

b) Deep

Linear scleroderma
a) Trunk/limbs

b) Head

Generalized morphea

Pansclerotic morphea

Mixed morphea
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CQ2 PR ERITRZI D 7= H D~ 2

WARSC . [RAVEEEIEOBB OIS, KEEREITS Z L 23T 5,
HELREE . 1D

R

FRIRMER BE O EER 2R HEIT . FRIF L 728D K 3 X OV O FIROMMEDOEE & 2k 3 587
HfbTh Y, ZOMRRICITACHEREG L TND EZEX BTN, ZOREEL KB LT, Mk
VERIE & B LR BRI E 72 D03 W b AR ISR A 72/ 8RR T L Tl ey, E 72, W L 0 /Efk
GENT Do DFE Y IR TIZRIED FRTHAHEITZ LW, BARRIE H 2 VTR RIC K 0 IEE
W72 R0 TR TIFRMH LD ERTRIETZ LN Z ENZ, 0D & 9 ISR R E ORIk 2 1%
ZERMED 8 D DT, KON AT 9 BRI EZ O ERIR A 721G E 2 B8 L CRE BT AT 2 M ZE A
B b,

WA CIE, SIERNC I M B B O FHEE 72 AL ER DR 2338 60 B D O NKH T 5, Taniguchi
ST RNAPRIERIE 16 BIOFKR IR 21T > T D A3, A JE B ORI 7o S E iR Moz <, B4
AP S & O TREZBMRIT K SBARENE - k70063 T3 L O E B O FRE 72 a2 23 LiX LI
RO B, NS OEITITEEPEDEVIRE TRIZIRWL Z LS ST 5, BRMEE (BIERRHE DY
{b - B84:) 1%, circumscribed morphea Tl X EZIZ[R)F9 25 23, circumscribed morphea/deep variant &
pansclerotic morphea "CiI & o T IR DAL IC & #RMEILCRAED KON, linear scleroderma <> generalized
morphea T HIEFIZIH L SHEZRD 9 D,

B AR, BRI AL L TV AR & OSERICAH Th 5, IVEHEORE GRS 5 EZ 5 L
T FE AR REPE B FEE I BB % zosteriform connective tissue nevus (%, Z#L2#L circumscribed morphea.
linear scleroderma (Z A 23 EIELI3 %, keloid morphea 13477 1 A R<CBEMRHE (CHERIT 5, FIERB O
circumscribed morphea CREL M- &V L7aWGA X, BEIRERESC R m R SR G 0N 1 3 5 5
AENRD 5, WEMETY 7~ k—7 A% circumscribed morphea/deep variant, Fi (24 U7 linear scleroderma

(Parry-Romberg JEMERE) L #ERIZ2 BT 2G50 H D, ZILH OEBIZNOTIL G RS 7o i B 5 2 52
T D570, MERFEOICER N ARETH D,

— 77, FRJRPEREZAE & 00 BRI AN STV DB, MR 25603 8 5 O TIHEE DL
Th D, HEEERMIEMESR L, MRIH]CIIAF R BRI & A A 2R & U7 L SRR 23 | I BRERIRE A
RoNZ2WEGEE S < S LIZ LSRR, R TEICRE XS0, B§O TIROMMEIT E Tkt
MEALDS e 555 A 7 DR R MR EE & MR PRI R AR e 5 503 5, M LIEZEMEIE SR, ER O
PRAEIL DMK ZENE & BV & FRIE 5 B FLEASE ~ &8 O IEN R C & 5 23, bullous morphea C
VIARAR G DAL 3 2 72 ORI SR 22 3555 3% 5, Atrophoderma of Pasini and Pierini 13, E 7 FLEAE 25
I IRIR U 7= A L 2 5% & 4~ % 23, circumscribed morphea (1235 T & BRIRAOIC AR L 2N BR B T B b s
DEERE 22D X5 I8 TIHEE Lk 2 =756 03 0 . [AIJEIL circumscribed morphea D AN
& %\ superficial variant & & 2 Hivo2o&H 5, —J, Parry-Romberg JiEfE# (3 linear scleroderma o> — il
BLEZHNSDH508 (CQI0 BH) . % < DIERI TELITIZERF 137 < BJE D T IR DR D ZEHE D 7»
NERO HND -0, MEEANIEEIED & 5 RFPEFRAE & OERIZTEETH 5,

FRJE MR B2 AE & 4By MR BAE I XERPR I 72 RA8U S L W SRR ATRE T 523 (CQ8 & MR) | FHik=ZMlz b 2
BRd D, RHVEFREUE TIX, S LITERREN GIAE  BEERE IS > TR S, — 7, [REMER
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FEIiE CIXE R ORMMAL DO AP T AN L 0 k2 TH Y | KEO FIROMARIC F TREMES RO
%, A VESERE CILm e 8 PR s & PR BE D RS ER 2 EIR & L RIEAMIIIRE 280 228, [RF
PEBR R E C I B P UIE LIRS 2 Bk & R & L RIEMIIREN R 55, £, linear
scleroderma TiX, T B Z & O TR EROWIRENE, AR TR, AR P oMl 121 2 78
W25 3%, Z 0K DI IRFMEIRBE TIXRIEMILORIE D /5 — AN 8 2 23 TEEMED 72\ B Tk
RIENZ LD REPERBUE & O/ TR R ERNITHE L < 725,

P& 0| RBVEREEDOZWICEE L CREERITAH TH D2, Wl L 27k 2 2957
O, BREE HEE U ECHBRB AT 2 NERH D, Fio, AUE L ORENFEG STV D IR
BRIMEARIE S, A2 B e, atrophoderma of Pasini and Pierini I3AL%FACSERIN IR 22555 03 8 5
DTHEENLETH D,

BB, TET U ALUTRWAS, A FTA MERERERDa o 20 L #EEE A 1D &
L7z,

CQ3 AJE DLW BT ENE O RT3 H 2> 2

HEBRSL . AE D BN DO TRERF RAED i WA FT LI 7200, HL— A8 DNA HURITIAE D) 50%
THPEE 220 | RATEENWE & FURM BT 258082 02, AEORBIREEO~—h—L LTS
BT DHEERET D,

HELRRE . 2D

R

PR SR HER B O EE 2R RE L. BRJE L2 SEI DO KB B X OV O FIROMIROEE & 2 kiR 3 5%
HAETHD, TOBRIITACHENEEL TS EBEX LN TS, MIERRERT RIZBWTHZ DN
REA M Lok 2 R BRE RO O L0, —HMOMAMEITEEOEEEL L OFEMELHET 2 2 &N
W ST o,

FRISMEBREZAE Tld, & DSER72 68 i % KM U CHUEPLIRDS 46 -80% TRt & 72 5 35, Fiz, Hi—A
B4 DNA FLIRIEH) 39-59%%, Hit A F U HiikiL 36-87%103%, U v ~F K FiL60% THRIHEhD 1L, Zh
5 O B CHUR ORGP E R T R G A OFPA & FHRE 5 Z & 234 < . generalized morphea TiX U 7~
FRF1EL 82% Ttk & 72 v 37, BIHER - BB RO TRIR 1 & 722 4, FRABTEEMEZ KT 51EE L LT
b BEE 2 H OPURIIPT A DNA HUATH 0 . Z DOHUAMEIEZ < DIERFNIZ I\ TR BIGFEIMEF X ORI
POl & R ZE O ESEE LAEBE U, BRI 2 S U CHUMEIAS T3 5728, BEE HA R dEiE L 2% 3
8, Fiz, Bl A M UHURIZERZ OB oG LR 570 L BAEE A K 5 10,

ML OWRRE R RS~ 2 MiE~— D — L LT, 1 BT nad—47r CRii7 e X7F RELIO N BT
o a7 —4 0 NRIET 07 F RRZEF 5573, generalized morphea TiX 24U HIXmEEZ R L, BEAEE
DIHE L 70 % 3940,

Z O, BRIFPETREUE CEBEIZE O b2 MR AR & LT, RIMMAFERRERE L, To~rm7 )
VR, RIAME IL-2 A EE, MmbTiE, R IE, ST SARETUREEE R £ 5 5448,

LLE XY | IREMHETREAE DR AN DP AR LA 70 MIBAR AT FLIX 22 WO AS | AT B M & Bl 3~ 5 15
BEE LTH AR DNAFURITEH Ch 5, 7eds. Hi— A8 DNA HUIERD iR BIGEE & A L 72
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LBabd b, RRAMRTD < ETHREFEHEZFMT 5 LTOZBHRTHY | EERICB W TR
BIREIE 2 R 2 BRI IR ARIER OFHME AR bEETH L Z L ICHETHOREN D D,

CQ4 AJEDTRIE DN Y OFHAMA H 72 B IR AT AT > 2

HELRSC : [RIRPETREIE DIRAE DR E R L OVE O FIR O (AENHERE « /5 - B - B) ~DJRA Y Z 5
THIZE, EBEMRIBEOR Ny 77 —BEEPAHTH D, FFICESOREDILD Y & EfEICFEANC =
LR, &R MRl 2179 2 & 2 #5532, RIAIRIREUE Tl IMRA L+ 284& L LT CT, MRI,
i, SPECT % #4425,

HELRRE . 1C

fiRE

FRIBMERBEIX, FRIF L 72 SEIRO 3 L OV O NIROMBROEE & 2 UThiiss 3 2 MMt 2 Fes &
T 5B TdH 5, Circumscribed morphea TIXEZSR RG22 P12~ LI O JRjifi Z JZ Rk L | linear scleroderma
TIHERARSSCARIR MRS 2 WIFTHIRO T 7 ¥ o afliih s Rma BT 5, KIEIZBT HH%E
DIED Y IXAIRET R L ORI L0 HIRRIA G IEHi C & 223, KO TR (B - /) -
- B) ~OREDILN Y Z e il 2 X EERE RS R AR T D,

AIEDIFHZED RN Y OFHIIZIBN T, &b A AREBRREITEY MRI Th 5, KE. Bk /.
i ds KL OVEIZ K ST 2RO T subcelinical 72 B 28 & & 60 CTIEMEIZFEATE 92 2 & 23 A BETd %, Schanz
5 48 1% R JEME 58 R E HR s 43 451 (circumscribed morphea/deep variant 9 151, linear scleroderma 19 5, generalized
morphea 12 f4il, pansclerotic morphea 3 {5, F-2JeFim 42 ik) A XIBITIER MRI 21TV, 2RO 74%, BHEH -
IER AN > D FEBID 96%. BEE « FHAEIR D3 22V MEF] D 38% TRy E RSN 23880 (B2 T DIREENLE 65%.
ISR 60%., s TR 2h S 53%. BAEIVENRSE 40%, METEMIE 21%., jM5)E PHE TRZh 5 16%, 777¢ 14%,
AT BT 7%, EHERZ 5%) . 55 CiE pansclerotic morphea TlE4:fl, linear scleroderma @ 68%.
generalized morphea @ 50%. circumscribed morphea/deep variant @ 44% CHEFFTR 27807 @A LT
Do TERTSEIIBEHE - FER A EDRVERI TS 3BRICHHBEHIFENRRBD LN TNDH R THD, Tl
5@ subclinical 72 F-HIFEZS ASRGE P R AER 2 £E 5 B IZE A MBI OWTIIRATER ., B0
BEREE T AU CLE ) EIREMED CIREEZ 720, 20 X 5 72 WG A D D IER] Tl
< R % BT S B R FIEOMEMEIZ OWTIEEICRFT 208X H 5,

AE R A T, BBV OE S OFHAATRETH Y | Flem a—ED LH° Ky 77— T
MEEEIMNZ MR 2 2 &2V KRS L ZDO FIROMME BN - 75 - ) OIRZEDILH D OFHMA F]
BETHhD, =a—EO EF-CMEEINTIEENEORRZE TIERR® DRV, SRR S
FPEDOFHIIZ A M ThH 5 4752, BMHEERAITEBRIKRICISO THBIEEIZIT) 2N TE, NETH -
TH MRIREDOBED &5 REFIIAE Th LR EEBET L L. TORMAMITIEFITE Y, Eio, &
AT LV — RO R E 72 & TR MRI ST TE 2RV RIL TR, IWEDILNR Y 25§ 5 L TH—%&
RO L 725,

FIAPRIREIE CIIMRE O FBIZ OV CRHMER LI TH 523, BEE CT 88 L OHHES MRI 134K b, 4
FEYOR, i, RIEREZBETLDICHAMNTH L, £/, CT X° MRI TIEOZERY 2 R E TR 720
BTH, M CHRENZEFESRESNAEAB LIZLIES Y . SPECT IZBWTHBFEFT AN LIZULIE
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D BHILD %3,

B, AIEOIREDILNY 27§25 L TOFAMEIC O TR CT L& MRI & bl U 7Zfiahid e
WIS, ABPERBAE R RHE IR O TR EUERR R ERE(LIZ BV T 1 Bl T i%é?ﬁ\ﬁ%‘@ﬁﬁﬁ‘@b?th;ﬁiéﬂf
WD, ZTOWREICED &, EY CT TIXIERZIE - RIED D\ ITHHE L 2 8 2 2L B FRBIHLER 2GR 8
SNSRI . BERE LB TE o722y, B MRI T ER X O FoMfkicks
TR « RAEICH S T 2 B /s B b ive & STV 5D, FrICiER MRl TIXRE « RIAE &
ML ZXBITEHDOT, WEDTEIEOFEICLAA ThH oo LW STV D %,

PLEX D BRIBEEFREIEDIREDRIER X OO FIROFMBEA~DIRN Y 23l 2 121X, E¥ MRI B
FOBEERENSAHATH Y . FFIEHRE bR TR R T MRI D TH RS &V, AIERR R
BJiETIiX, CT. MRI, iz, SPECT MR DFAIZAH Th 5, 7o, =BT A L-ULTRWA,
BHARTA MNEREESZDa 2P ADE & #E5EE A 1C & LT,

CQ5 AJEITHANTRBTFEIMENSHET 22 0 d 5702

PEIRSC ¢ [RJDMEIRAE T —MRIZ 3 - 5 4R THI 50%DIEF] THEBIEEIEN 2 < 72 508, kT 2560 H
%o BRI/ NEIIFEIE ORRRIRBE TIXFHRER & < L BINCO TV IEERSRMAE 7D 2 L 2 RET D,
HELRRE . 2C

fiRE

FRIFPESRERE DRI P 2IB L Tl DNEBIFEIES] 2 T I EE O M Z AFFEORE R S ST
Do

Peterson & 5i%, KEI RV ZMANLAT v REDEST — X X—2 &2 HWT, REVETREE 82 4

(ZIBrREAFE i h il 30 73%) 2 XIBUTBERRAE ATV (CEH%) 9.2 42, &R 33 ). 50%D B T LRw s
N ET D F TORFHIRIL, 2K TiX 3.8 4, circumscribed morphea Tl 2.7 45, deep morphea Gl 5.5
HEThoTlcHELTVD,

—J7 . NRIAFEIE O R JS MR R E DO BT IOV TIE 4 DD KB 2RI 03 T T 5, Christen-
Zaech & 8%, / — AU = A X U RFITBUVN T/ 136 Il 2 R GUTHFT L. 3.7%DFER] TIEHE T4 6
A UL BRI E LT 1% TR & U | FFIZ linear scleroderma (227> 7= & 45 L CTu %, Saxton-Daniels
B SIX, TRV ARFPEHEERE ¥ —ORFMEREE L 2 2 b VI8 7z 27 41 (linear scleroderma
20 4, generalized morphea 5 5, circumscribed morphea 2 ) % xf&UZMFT 21TV, 24 6 (89%) (ZF\>

DWIR IZHT BN A DO HB 2780, 841 (29%) TITAkHAICBIZ A HIL L, 16 5] (59%) Tid—EETAF
L72RICHR L (FRRE COMIMIL6 - 184) LA L TWDH, FIUTIX 9 ikRFIZFAE L. 50 FF i
FICHR A 3 MV IR LTIER b & N TW5D, Mirsky 5 8%, B FZI2B T3 » AU EAY FLF
H— M K DI E 51T 7=/1N2 90 51 (linear scleroderma/limbs 48 3], circumscribed morphea 26 5], linear
scleroderma/head 23 i, EEHBIH V) A RGUTHRFT L, 28% CIHFH IEZIC ) 1.7 FCTHBRZRO, 7
PROTRR - & LT, linear scleroderma/limbs, Z&WFEER 2 w2 & (BRG] 9.25 ik, FEFHIAMGET 7.08 %)
D 2 DHZFEIF TS, 72%5, linear scleroderma/head 1L PR m MM 2N 8 5 Z & | TG CIIFEFRAHI
IZHEARTA Y bt — MR DREMENEVEAICH S Z &, AT a4 FREFRIEITHRICEELY
B 27202 &b #E STV 5, Piram & 51X, I Z 20 T/REHIFESED linear scleroderma 52 i) 2 %}
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BUTHET ATV, BERIEZAT - TEG S & 8 THAE 5.4 - TIEEMWEN 22 2R o 723, BRI fRE 2 AR
THEF S H Y 1% TRIE 10 FFRICB DT HIFEMER S -7 EME L TV 5,

VL, BRBMEREEIL—&IC 3 -5 4 THKI 50%DIER] TR ABGEEIMEN 72 < 7 D08, R iR 4 e
FELT2RICHRT 2560 H 0 | FR/NRHIZEIEED linear scleroderma CTIXFH&E N & < . BEMMICHZY
HEEERS R Z 7 40 —3 50BN D5, 708, RIFHIREIED R P#ICBIT 2 %M AR TIE. A
HOT— 2 3G B DIEFIDNEBR SN DEM 3 H 0 . B 0 IEEMED & 5 IEFIC AR A 0 K
L CWDIEFIN IR D HIVTW D AREMEDR B D, 2072, EEOFMRE LD b & < FHli 41T
WD ATREMEDY B 2 IR E L TR MNERH 5,

CQ6 AFEDVERE T N & GPHEIX[TH 2
HELRSC . B O TIROMMRITIRZAE D 8 LSBTk, TRIGRERE - 7 - Bt - 5 05 - Bk bz X 2 B3 -
FRESR . RIAPMRIREIE Tl IR IC K DER, IERZ T 256085, £z, AREF LIX LT
OB EREEEEESIL, UV u~T R EHIEOSA S generalized morphea CIEXEIHI25 - BAHET & £ 5 B
BEV, LIRS T, AEOBEICH > XN OO HEOHREEITH Z L #1RET D,
HELRRE . 2C
fiRE

PRIRMER BE O EE 2R HEIT . FRIF L 728D K 3 X OV O FIROMMOEE & Z Uk 3 547
ML TH D | ZOWRITITH CRENEEG L TWD EEX LTV D, AIE TIEZARZIERDRD B,
EINLEAIHE L ERT DNTERDB DN D, T 2 TR LSOOG E - BMEic X 20E
REEIELERTLZ L LT 5,

FZJ& O PR OMARIZIHE N L SFA, % 0 circumscribed morphea/deep variant, linear scleroderma,
generalized morphea, pansclerotic morphea TiX, #4 A DHENAE UG5, 2 b OADHEL, BN -
- - B OEE - BHHEIC L DRER, BRZEIC K SRR, IRFERIC KA E N D, Eo, [REMETREE
T UIX LI B O EEEZ AL, U U~ F RN & 72 5 JEF]S° generalized morphea i BI i
2%« BAETR 2 8 5 BEE D &V,

OREMG#ARE « 5 - B - BREEIND Z &I X DIER

SESEES ChiUE, FIROIBIHE - /5 - BOEMC L 2L (A - BICHL L) D)., Bk
FNZ LD OWHERFEEL © 5, IREFHOMBITIHRZEN I L5 IRERMAM, AR PR, AR M T 270
EWEL DD, HBEICRENRKRS L. b ZOEF, RZERT . WHOEY, WIRZEN, A HiEE,
WAL 9 5 %8, WU ChiuX, [FERIC TIROABIFAKE - /) - I - B OZFEMENAE T, FRCBESOFMEICA T
AR, BAERVERESE, MRS, BAETMESE 0 5 5, Flo, BOEBICE THREANB IOVEHRZET
AR5, NEOMICA CIZBKOREREL X719 5,
@I L DIEIR

FIANRIREIE & 5 | ML Parry-Romberg JEFERE T, K9 2002 HAER 2 A 0F 92 45858, b EE 224
PRI, T A, REUE, IrRRRREE (PR, OB, &7 L) Th D (CQ22 M), MRdER %
FED7RVER S EH T, CT, MRI, 4z, SPECT TITavER. e BN EMEE RIS (CQ4
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ZH),
ORRSELR

RIBIPRR BIE & 2 VX Parry-Romberg SiEBEHE T, £ 15%ICIRIER 2 &0F 42 %, BHEICEO b
FEIL, A BEROM L & Z KT DRIIRBEORIE, S EIERTH D, HIREORIE & 5L 9 HRIX
UIX UIEEERME CTRMIETH 5 %, IERD 25813, IMIRED ) 27 BNE< 720 2 L ST
vy ZD 59O
@ho> B SR B D& B

AR DR E TR BE B Tl A LR RB OB OHHEN SN 2 L DN ER DO THRE S TND 47,
— 5. /N ORI MR E B CIEE ORISR B OA DHEE T/ A & i L CERR N E TS L.
ZNETOWMENRDH DT, Elo, INRIIFIEDORRRPETREOEILH CREREDOFEEENRZ < | ADRF
PESREZE T H QR B A A0 L TV 2IEFNT/NEFIRER RN Z 0 EHE S Tnd 47,

PR IR P58 BOE Tl MBSt Y CIEE A R S D, Sato B 013, BRIEMEFRECE Tid IgM 720
L 19G LA NI AV & HURIE 46%, L— 7 ZHUERE K 1% 24% TItE & 72 0 | AR Ot Tl
VYAV B PRI circumscribed morphea @ 30%. linear scleroderma @ 35%, generalized morphea @ 67%
THH SN, V—7 ZHUEERE K13 generalized morphea D Z& T S T1% THMETH 72 & A L T
W5, SHIZ, Hasegawa & B 1E, HLU VIREHUEAD—>TH Y | —7 APulkE K 1527585 5 &
BRHCHETHLII T+ A7 7 FUNt ) 7 a ha s Uik b BRISHETREAED 17%Z/5 M & 7220 |
generalized morphea CIE 27%IZfiH Sz LA LT D, Lo T, BRFVEIREERE OBRICH T2
ST VIEENKROEEEZRET S22 ENEE L, BHEOLAIXMREREDO RV —=v T %
1THONETHD,

OBk - BAgiE

/NRBRIEGHEFREE 750 B2 x5 & Lot Tidk, U v~ FRFBtEE < IR - Bk oS0

DAHBIZEWZ & 4, generalized morphea CTiE 40% CRIEIR Z 1L Z EAHE SN TV D 317,

CQ7 AAE & [ Jay e R A L 4 By PR3 R i 1 R — S F A 2

HERRSC : [RJRPETREE & [R5 R R L A B MR BUEIX R R DR TH D,
HELREE . oL

R -

FRPETRAZIE (localized scleroderma) 13, BRJE L 7= IR O & 36 L OV O TR DR OB H & i
BT DML R E T DRBTH D, —F, SFMEMEIE (systemic sclerosis) 1M feE & gk X
OWIERE AR OB L 2 FF T 2RBTH D, L HICRERENZOREICESES LTV EEX
BNTWD, MRBITEEHLEFSRET DD REE] LW RBHMET2IcELdbR T
DM, RIEEALD A 34 < Barp B R0 MR R R BOE CIR M BEE & NI A 2 K< R END Hoh
&9, TOUFICHLREILE 2> TRY, JIRETH D,

A B PERR RE ISR EREAL OFPHIC L W 2 SOWRRUCE SN D, EHMEMREEO K FHLIZ TN 6
MHE EEVEICHER T D8, BEIRA NN 2B A2 TN RS S O OE AR ER LT 4 5 Vi BE

(diffuse cutaneous systemic sclerosis; dcSSc) . BEIRZA DT L 0 bimArlZ & & F D & O AR R (b
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2 HPEFREZAE  (limited cutaneous systemic sclerosis; 1cSSc) T 2 81, >F v | [RJE R G 4 B M ii
FE VX 2B PSR E ORER CTH 1 | [RIFMHREE & 132 B 2EBTH D, RHETIETZENETNOER
D FZJEWEAL. D I3AT OEZ N RBL L7z Tlocalized) & limited) &9 AGEAEHA SN TS 23, H
ARFETIEEDEWZRILT H@EU 2 HFEN 2 < LI TIRF) ERENTW D, MREIEE DO HFEDHE
EIENSERM S LIZUIER—FERTH D iS58 LTV D0, 1BIEG# - TENE BARZEERTHY, =
D XD RIS E E R T T e A,

CQ8 AJE & REVESREZIE & OEERINZ AN HT BT 2> 2
HEXESC . BRIDMERBUEIR, TR, LA 2 —BlR. TENEEMME ORE, WIRZE. 25 PR EE
ICRRA e B PR Z R e EICHE LT, 2 MWEE LI\ 5 Z L 2T 5,
FELEEE . 1D
R

PRIEMETFREAE L, BRIF L7 SEIR O KB 3 X OV O TR OMBROEE L 2 hIThids 3 28 b & R &
TLORETH D, —F, B MERBIEITMEEE, FH OO D> THEGEIT IR D LA FRMED
eI L, fiziX Cw &3 5 NIkGEIRRR OFFEL 2 FFM L T 2B ThH D, & bICRERE DT ORI
B LTS EEZ LN TEY | FRCRMEMAVE CIIEEREN R IE TR 2S5, Lo
T, WEARIE, REE(LOSA, MEREOR I, NIBHRA ORI, Mg R E OZL TR ATRE T
b, DFV | REHEREAET, FHEEL, LA 2 —BIR MERBEMME ORE | NBHEEZ K< KT
LHVEREUE & XIS D 2, REVEREIE CIEBUEHUARD 90%LL ETHMEL 700 | JRABKER
PED R < OPRBREZIE CHIE WTREZe B CBUA & LT, HLRAA Y A F—E | (Scl-70) $ifk (AARADA
B PETREERFE O 30 - 40% TEEME) . HLRNA AR U 2 Z—F Il Hifk (HA N2 PR R E B DK 5%
T NEF N5, E7-. Pik/MEFUA (BT USRNP FLIR, BT ThiTo Hilk7e &, BARAD G M
FEFBFE OF) 5% THiME) b B MEREE ISR BRRMEN BV, — 7, iy b 2 7RI MR RO
MNZBWTH LR UL 725720, FHUERBEMETH - TH 7272 BICRBMER I OB W 2 G E T
% HOTIHRY, RFMEREE TIIPUEIURITH 50% THiME L /e 528, O EEARISHURIZE A b
ThHoH R, Flo, RERMEIIIERO GRS DNA HUAD 39-59% Tt & 72 0 | £ < DRERITIEZ DHL
PRAM 23R RIS B 2 S35 35,

BB, TETUALAYUIROR, B A R T A AEREESOa oAb & HELEE A 1D &
L7,

CQ9 AJEI TR MEREIEICRAITT A Z DR H DN
HEIRSC . BRMERIZIE & 2 MRREIX R 2BEETH Y | [RHMEEEIEN S MEREZIEICBITT 5 2
el E VAN
HELREE . 7oL
R
PRI METREIE X BT MR E & 132 B2 2B ETH S (CQ7 M), 2HMIREIEDIRIER TH 5 [R
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Jei B2 JE AL 4 By PR B E VX R SR MR TR B2 E & B MEL T D 7D BRIGMETR BIE & 42 B P58 BOIE D
FER & FRGE LT, IRIFPEFR BE A Rl I HAE R O OV E hﬁfgﬁﬁﬂiﬁ”éﬁ“%ﬁﬁﬁ BT D LR S
NTWDLEENR L2 HD, ZOX ) RRRITBEOAR L TEMIE LIXTUITRD b8, WEET
HONZITEPERRDEETHY , ABRICEELZALZIISEL RN H 2 O TRICEE RITIER 5
AN

— 7, MEENEHT 25ENH LD THEENKLETH 5, /NRWNTIIE U 7o RIF MR BE O YN

TIIH Eﬁ&f AT OBENRNI ERMLNTEY 47, BTldd DT MREEL &0 2
Babbh, LnLeib, ZHIEEHTH Y | IRISMIREEN S S PERBUEIZBIT LIobT Tidiauy,
FEER, NEIPEIEDORFVESREE TIE 2 - 3% THL hARA YV AT —F | (Scl-70) NPt THD Z &
DN LTz 3 DO%MEMMIETIE SN TEY . ENODRERFD 5 5 1 4l linear scleroderma % F&JiE L
TS 17 R R 72 R B PERBOIE 2 380 L 72 2 & 3 ST g 4657,

F o BYVETREED KRR & LT, EORBHIZBRIRIREIERREIZ 2D 2 & 03d 5 O THED
EThDH, Soma b 8L, RFIZIBWTREPEREIE RS 135 fil 2 I GUTEt L, 9 61 (BRJE R g b
45, OVE A SRR S ) 123\ CEESR AR 2288 LR 2780, 20 b OB IR K OHERE T
BN BRI METR FE & BRI RRE CTH o 72 A LT D, Z O LRI & £ - T o 5 iR E B E O
BRI 6.7% ThH D, —MAIZI T DERBMEREIEDRIESE CRE IR Y ZINA NV LART » REROET:
T =B R= 2 & AW RETCIR, BRERITAR 10 5 AH 72 0 4 2.7 A 80 mkRFIC 51T 5 A =1% 0.2%
EHEINTNDS) KDIEDENCERTHD, LI -> T, EEMEMREED REERO—> & L TR
SREERRZ D HBLL TV D EBER D RE LEELITBERL TV D,

ek, AR ED A L LT genelarized morphea-like systemic sclerosis 238 273, ZiuEdH< £ T

EHMIREIETH Y | BRIBMEREIE DA TIE WO THEENLETH D %,

CQ10 AYJE & Parry-Romberg SEMERE I [R]—F& B> 2
H#EARSC ¢ Parry-Romberg SEMERED —HES1 linear scleroderma D —#iRI & & 2 STV 5,
HELREE . oL
R

Parry-Romberg JEGERE(FHES T - AIMEEE T ZEMEIE & W 9 B 2R3 X 00T, BETE O ey S HEF TR I S
T OB TH D, WHEFHECITRD T KO T H ORI & AkEM BT 08 ’%%L BITIRE D
B A THEDOER 2 KT ONRFETH D, MREEZEUT 2RS0T 7 v 2 afilino THfiT 572 L,
R gL % P e W R DM BRI E R 2 E & il 2 RS AT 5, £, mwﬂmmmﬁ@ﬁ@M%
TRIAPRIREAE 2 A DR L. 25% TR « PURZ O linear scleroderma &0 L T\ &+ @ELH
circumscribed morphea H /735 Z LR H 25 53586, X 5T, [RIGMEFREE & [FIERIC Parry-Romberg JiE {5
FETHZO STICHBHANGETH Y . BORERREE L TOWD R RE SN TV D, Hi— A8
DNA HUR, LN A Y B HUR, VU~ b REF22 EDGMEE 72 556 6% < . Parry-Romberg JE{E
REL RV EI T BV @ U 7= A A9 5, L7223 T, Parry-Romberg JEGERED —ERILFR A58
BRED—HM L X 5 DNRRYE & —RANICEZ BN TN D

723, Parry-Romberg JEMGERE & HICAE CT-IREMET U 7~ b —F ARG LT 528, RIEH DR
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ZOERRFT R, TREDIRINY | JHEDSAR, MRS OE R ECTERINFTRETH S (CQLL &),

CQLl AJE EGFRIEMET Y 7~ b —7 ZAOERNAZRSL DT R 2

IR RAEME ) 7~ b —T R X, ORIEMNER A1 5 R MRS 2D . QORISR L7z &
JETH Y | 0BT EITRIT R0, @7 7 v 2 afllif o 20 R e @ZRE N 15 B %
LA P ERIRE & IR % 1 O /NEYERB IR ZE L RIARARR DM - e 7 U AL E RS E T 5, O
— T AN RT A RPN 60-T0% TR L 725, 72 EOSICHTE U CIRRMMAE & 80T 5 2 & AR
Do

IR . 2D

R

AT Y 7~ b —7 A%, IR & 20U 5 BBk D ZEM - IE DR A2 Frif & T 2% ETh
Do B, EREMAl, B2 Slarg L, 2 <UIER A D BT & L CHIBL L, IR & 1T BE ORI
HETT 5, WIEMETY 7~ F—T RIXZORECHBIREEB E O BERH Y (REIHABCIREE % 1
ILDEERIEMETY T~ b —T A, LN DENL—TAEME EXKT 25508 5). TOHAE
IR BVEREE & OEERINFIBE & 725 2 Lid/e\v, Los L, JEifkR & GO O R OBEIZ LIZL
VEBR R BR R E & ORI NN EE & 72 D, BRICHEEICAE U= 8A1% Parry-Romberg JEERE AR5, WiE
XORIEH D BB DERIRFT R @QIFEDIRN Y . QIR D534, @ BALRRG D1E 72 & TN FTRE T
Hb,

RIEFDOERIRPT R Ch 503, JEIR D &b 5 K NS & 14 5 G 1R E = U 7~ b =T Ao 5, |
JRPETREIE C B IR EIT T 5 RIS BZ IR O TR A-0E AN BT 2 2 & 13d 508, JEREEI KT
TG 2 32 2 L IX 7R, R DREREIZOW T, BRIFPEIREE LRI DM - i - B 1295
ENKOD D08, AR Y 7~ b—7 A TIIRIETENHERICIRE T2, L7ed- T, @& MRI 72 &
TR - i B RSHAED R TE AL, IR REEA SR I RIL 70D, RBOSHATHLN, 7
7 v 2 IRRTIR o THAE LTV D355 1 XBRRMEIREE & 88 S RILE 72 5,

BRI R 2 G G IS E AR OFT AN A TH D | MREFANCET T 5 Z SR EE LU, RIEET Y 7
~ =T AT, BVERNCIRAF P ERIR & g A 1 O /N IEMERB IRk & IRk D ZEME - T Y
DB TH Y . L—T AR KT A ME 60-70% Tk & 722 5, IHEIPED 2oV iR ClIfEf Rk > 2=
i & ML O ZDFRD B, Z DA IIBRFMEIREE & O FH 28RN IR EE L 72 5,

CQl2 ED X 5 AR IRIFEI G LT HREN?
HERRSC . IRENMED B D R FERZAIL, RITRE - REFRIEIC L DIRREIT O 2 L A HERT 5,
TEENED 72O B ZS 1T, FERERE AR IR X L CHEL PRI/ IR A I D —>2 & LT
R T 5,
HESREE . IREMED B DGR - 1D, IREMED A EIRZS ¢ 2D
i
IRBPEFAE DOIBHRIT, DRERIEEMEZMZ 27200 & T8 LIZRZEIC X D REREREE « 331
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FIREIZ R 2160 D2 DI TE D, LIed o T, HEIEENEZ IEMEIFHE L 72 L Tt 160 4 %
W& EPEELRD,

BIRFR ClE = B 7 o R EES EBIEE I ORI R HE I 72 A3, 2012 42 Childhood Avrthritis and
Rheumatology Research Alliance (CARRA)® juvenile localized scleroderma CORE workgroup 73, 1825 o STk
b EATER LT BRI R S E A R LT D (R 5), S /N OBRGMEIREE 2 %145 & L TERK
SIICHIETZS . BRABNC B BEICATRETH 0 . EEIR T ZOREEZ S Z 1T L CREGFEMEZ M T 5
&R, BRI, 13 22 A BINOFHBUIRZE O HBLE 5 WITBE AR ZDOJER  (ERAHERR) | THEE D
LEEDREE (T4 7 v 7 Eie) o2 WITREATEN) TEITHEOTRIIRE OFE (FRIRPTR. ERR
GHE., MRI &2 WIBE CHER) | OWIT N1 o&§-Z30, HDH0IE 130 HLUNOBEIRZE O H
Bldn 5 WITBE R ZEDOIER (BT L 2. WIizkiD ) ) TRJEIR B TRUELEE ] TRZE % O H
FENDEEORME) 185, BE. BEEOREOHET (EMICX 268 ) ICK O LR (KRIELS OJFTE
2L Db DEERS) ) NEEMEZ /RS 2R BT ) @ 2 B 2 DLl &z 356 IS TEE M
b EHWrTHEERSINTND,

PRIETEIMEZ M T 5 L CERERESREL LT, Y—E7 77 1 —, @EE. EE MRIBNET L
%, CARRA OREHETIIRIEZ M T HHAD 1oL LT [EER B BT Th 50, B0
HIZRBWTH—E7 77 4 =N REFEHEZHI T 2R E LTAHTH L Z LR ENTND ¥, [
FRIZ, BEHRE S REEIEOIICA A TH L Z EAVRINTEY 792 KHZ Ry 77 —{EIC L DM
MOFHIITIHZEDRIEDOFRE 2 LKL TR Y #EITOTFRIRF L7225 2 ERHE SN TND %, &
MRI Tid, B L OO TIROMM (TR - 75 - B - 1) ~OWEDIRA Y I L OVEEMENFHAL T
&5, WA N HITTEEMDH O &I 225, BE R TIEEFHME T E R2VWEIRZE bFHMIiTRE TH 5 6,
CARRA DARHETIIMIEIRAERT L & LT CK mEAME IR SN TV D2, MR A Z W TRtk
DEARHY | ZORFE AL 5 D2 AGELSNOIFREN WAL, HilEd 2 WIIIC L STHEEIMEDO &
DIREL L TWDH AR EZ B X H & Th D,

TEEIPED & D285 LT, JRPTERE (BB RE AT v A RONVHSE, & 7 1 U A ZSHEE, ERRE)
B et RIBREAT v A ROREMHIZEONAR) OS2 flWr L CIHRE21T 9, SNRIESL
FBRIBVEIL G DESNB D HAER T 272D JRZED B O TIROAFKIZIRIF 35 & 9 72— circumscribed
morphea/deep variant TIFIRFENRITIER N EZ X B0, 20 K 9 7o fek7e M 2 bR, /pmREE—
AT R TOIERNZ LTRSS H DIER TH D, Lov L, AIEILEEIRINCIER IZZAREDR H D720, 7
FITRRIE DM DN TR, BB OEML, B O AETEEECHSHPIRTL, BIVEH ORREE | RS IFEDIRED)
R (BHRIEOHEICHHLD5E) 72 E2BE L., Hx OIEFNIS U TRIKICHBT 2 0ERNH D, BHIF
EOBSNZ DN TUIZ BT U RS B/ T V3, BRICEVSEZ LR HHERERINT
W5, PR S 3813, ORFRANCRIERT AR, RURICIER L T\ D, OREEREELZ > TW0oa M, &5
WERPRAVICHEREFEE DNVR S SN D . OQFPRIICHEREENRE SN D, OFFRZ ZE S, HL—A8{ DNA
FUEADREMEZ R T OWTN L DA\ THEIIAT oA REFRIELBETXETHLLELTND,
%72, Zwischenberger & Jacobe® %, AV hLFH— FBEMBHHWVTAT O A KL RAERXY FLFH—
N OPFFRE AT O L LT, OB FIRHRE. FHEE. i XS, ORERERS 2 kWA, @aH
(ZHEAT, & 2 VMIAFETHIC R STEEWMED & 590 . @ONHRIE THREIGEEMER I 2 S nIigs OLHUE
o D WITHSTE T 6 - HUWNIZ, FBR A B 2 WITBEFR A DIER) . DWW s 1D % il
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THaE e LTnD, 4%, TET VRIS R FEOMEIS EEDOHEN SIS 523, BiRER Tl
IO OEMEESBZ R FEOREISEHINT 2 Z ENREE LU,

BB\ IEE MR 72 < | FERR LT2IRZRIT K 0 BRR IR O A RIRIEN B 2 56013, 2 DRER] D LBV
Ji& U CHSRIEOA IR R 2 a3 5.

R AEENED B D AT A REIC OV T, T ET VA L AULEERW Y T A KT A AR
FREDarveoPRAOL L HEREAL ID & LT,

7% 5. Childhood Arthritis and Rheumatology Research Alliance (CARRA) N5 L 7= /N W2 BR R 5 K7 iE 0D 2 R
TE B R AL Y

Active disease definition for comparative effectiveness studies

Group 1
New lesion(s) within the prior 3 months, documented by a clinician
Extension of an existing lesion within the prior 3 months, documented by a clinician®
Erythema of moderate or marked level in lesion or an erythematous lesion border
Violaceous lesion or border color
Documentation of active or progressive deep tissue involvement; documentation can be by clinical examination,

photographs, MRI, or ultrasound

Group 2

Patient or parent report of new lesion OR extention of existing lesion occurring within the prior 3 months. Note:
this ONLY applies for new patients (i.e. first visit to clinician’s office)

Lesion warmth

Mild erythema of lesion

Marked or moderate induration of lesion border

Worsening hair loss in scalp, eyebrow, or eyelashes, documented by a clinician

Elevated creatine kinase level in the absence of other source

Lesion biopsy sample showing active disease (i.e., inflammation and progressive tissue fibrosis,
microvasculature occlusion, and increased connective tissue macromolecules [e.g., collagen,

glycosaminoglycans, tenascin, and fibronectin])

* Patients can have either 1 item from group 1 or 2 items from group 2 to qualify as having active disease. MRI =
magnetic resonance imaging.
$ Lesion extension observed in serial photographs or tracings, or documentation of >30% difference in lesion size

(maximum length x width).
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CQ13 FZJEIRZEITRT L CRIBE AT v A RAHZEITA )2
HELESC . TEEMEDH DIREITK LT, BIBRE AT v A AT AHELET 5,
HELRRE . 1D
R

PR RSB B2 RE O B RE IR SIS T DRI RE A T v A RO IEOH A& MF U 72RO #1372
W, RERAE DT a e BT ATV E B VYR N ALK OBLA IR O A7 N
L7cHiim & A —7 RS HE ST\ % 8, [FEWED ® % 2% A9 % circumscribed morphea 6 51 (15
-597%) (ZRFL T, [FAMASEEZ 1 R 1-2[E8 L, 3 7 HRICEHIEI L7 & 2 A, 6 619 5 B CTRERAYIZ B
LD LFER R 6, 2095 2 FITITEEFRRE CEMEOUELHR LI LHEShTnD, X
T A RSB O A AHEIC OV TRET L2 E 1T RV, AT a4 FAMNISIIRIAEZ M L, Bk
MR OHIEZ N 5 Z LI X0 FHHLIER 2R 2 DB TS 0, LR - T IGEED® 5
circumscribed morphea (Zxf L CHHZHIFRD D AT 1 A RAAFEE ((RERCTH LT very strong 7> strongest 7 &
A, BEIZIEmild 7 7 R) OFEHNELTWAHEEX BILD ™, —J5, linearscleroderma %1% U —#xIZ 4
HEOE G & 72 29T LT, SMVIFEREOA APEICET 2 MEHI T T s TR ORI
FD—o>L LTEBLTED, BB, TEF VA LYUIERWR, YH A FTA AMAEREERDa
PADG & HEREEA 1D & LT,

CQl4 ZJERAEICHRLCH 7 a ) AASNVHIEITH A2

HELRSC . {EEMEOHDIRAICK LT, #7 v AR HIEITAEHTH W #ESET 5,
HELREE . 1B

R

Circumscribed morphea (Zxf9 % % 7 1 ) A ZSNFEO A MMEICE L Tk, 77 BaRx R ZEE M
AR 1D, A7 RN 2 oE SN TV D,

Kroft & 7213, i&EMED & 5 Fis #8569 5 circumscribed morphea 10 1] (CEHJ4ERS 44 1%, TRIF IR
1-94F) k5L LT, 01%% 7 1 U A2 HFEOHAEIZ OV TG L7 7 7 B AR M EE M
REBOMBEEZRE L TVD, 2HICBWUEEINEOSH 5 2 > ORBZRINL, —EHEM N2 0.1%¥ 7 1
ULAZNARD D NI T TR E2ZNENORZBICT H 20 12 B8BAALIZE Z A, 77 2R REECIER
BRET%R CRIZICELITR Do 7oy, B TR A BICEE L WS SN T D,

Stefanaki © 7|, circumscribed morphea 13 ] (41-74 5%, Wm#I 2 » A -34F) x5 L LT, 0.1%
Z ) AZANHEOFGREERE LA — 7 VRBR A T L CDH, 1 H 214 4 ARSI L., {6
RGOS < ALBE A 1 0 WA TIXEN B BT, LA TRVIRZ TIERISIEZ Lo & @& LT
Do E T, MRFHIRRETIX, B O R ORHE(L 2 R BB TR R I RME(L 2N S 3 2 B 23
HY VU OW TIIRERTOREBIZ DD 5T LTz EHE L T 5,

—J3. Mancuso & ™ 7%, circumscribed morphea 7 {3 (22 - 72 %, #HEHAM 3 - H - 74) 12 0.1%%
7 a ) A2SHFEE LH 2ESNE L, "EOSHZIZOWTIZODT & LT, A —7 07 7RI
R AT T D, 77 B RBETIERBRATR TR ISR SN2 - 7208, EIRBECTIXIAREATE 1
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s A UINITHIBE T BB I8 U, 3 7 A ORI RO 3134 THR L CHEBEIC B IZIEIER O
BRI R - 123, LSRRGS TR D BEEN R O T2 b O DOFEMORBE R R - 72 LG LT D,

Cantisani © 78 /%, circumscribed morphea ™ #7323 L 7= generalized morphea 1 #1235 T, 0.1%% 7 1
U LASHIIZ L S ODT % 1 H 2 [BlEfT L7 & 24, 8 JEH CHALBEIZIHIR L, G L OSEN A DAL,
5 o ARBRICITERRINCIZZER O EIZ /e o 7203, TR O B TIIE L ERD b oz Ll LT
W5,

PLEX Y| circumscribed morphea (2% L C 0.1%% 7 1 ) AAANHIITHFHCTHY . IFEMEO H 5 %
WZBWTHRHZZ O RITE <, ODTIZ XV @WIIRBIGEOND FREMERH D LB X BiLD, —J7, linear
scleroderma 72 & £ RIEDEIG & 72 DIFAUTHOWTIL, 0.1%% 7 1 U A AN A MBI 5 it
FE SN TRV, ROBRBREDO—2L LTHERELTIVY,

CQI5 HEHREIZH L CRIBREAT aA ROLERGIIAHN?

IR 2FRIEOBIGCN H D EFHREICKH L TATu A REFFIEIIAHTH O #EET 2,
HELRRE . 1C

fiRE

FRIGYEFREZAEIC T 2 AT v A RELFEOR AL, WA KE O TIROMMIC K SR & x4 &
LT, FimE A =7 3BR e B EHEN 1 >TomEsh T g,

Joly & "%, HEDMRmMFRAELT 17 B (RIGPKIREE 7 51, linear scleroderma 5 fil, generalized
morphea 5 f5il, 14 - 63 ik, MM 6-96 » H) A RIC, AT A REGEERI (oSS RE - H
AL O L) OFRAMICO W TRIME 4 —7 VB 217> TW\Wb, BEEEISS T T 7 filik 05
mg/kg/day. 10 % 1 mg/kg/day T 6 HE[E# 5 L7212l L, 5-70 » A ((F4418.3 » A) FH-Zfkft L
TWDHN, FEZHLTZ4BITIEL-3 » H CRIGHEEASELIZU®D 6-12 7 A TRTORBMIHL, o
13 BNV T S R LIESE, 20 TR OB R IR L, 18K T% %368 » A (6-114 »
) OBZHIRTe ] (35%) ICFBH Y . BWEANI&EIMLE 2 6], BERW 161 L @E ShTnd,

—J7, Piram & 57 (%, /NEHIFEIED linear scleroderma 52 iz %f5 & LT, A Y FL X — L&A T A
RRHFEDOF I OWTHEM EITHEF 2170 (XY M X — MM 4 6], 27 v A REHEHR
Mgl A PLFH—FEXTuA FEGFREOHM 20 6. £OMOIGHR 24 1) . AT v A NERE

(24 ) TIXATEA FIERGRE (28 #) ICHRXTUHEBTIRENZVMHEBN D 72 LW LT 5,
Fio, BTN T v > TREGEREEFIE LTz LTI, BIERICEEE(LOSER AL TN D,

728, Zulian & /N ORFPEFREEES 70 61 (linear scleroderma. generalized morphea, & 2%\ &
mixed morphea) ZXIZiZ, AV hLFHP— kL RAT oA REHREOREDEEAL " E MR
EAToTHLN, ZORBRTT 7R (24 #) ICHVIRONTZBEEIL. AT A RegEE (LR
=Y 1 1 mglkg/day, K50 mg) OAHT3Ir AMIBEREZZIT. £D% 9 » A RERF CRIBEIZ I
TWo, =777 4=, AF L Z2aT7 THRFEDROFFMAMTONA TN D0, ZOBEHTIIVWTH
DIFFEIZB W T HIRHEHLE 3 » ARICBWTHERKELRO T\ D, B, TO®RITIFFHEEE &b
(IRIED R LEE8 L. 1R BHLAH 12 » H ORF R CORE CIXIREN IR Shieho T i s
W% (CQle6 &),
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PLEDOFER LY, A7 a4 Feg¥5EE 05 -1 mg/kgday THITHD EEXONDN, A TIE
0.5mg/kglday # B2 L 95, 7B, TET U AL-YULHROR, B HA RT7A MEREESDa v
A2ADb &, HEBEEA 1IC & LT,

CQL6 RISt L C o pni 38 I3Aa A A 2

HEARSL . 2HRIEOHEISN H DEEHREIZH LT, A Y hrFdh— k2T a4 REFFEON L,
DODAEMRERRENTEBY , WEOBRIKO—>2& LTIRET S, AY FLFH—FEM 7 m 2R
Y. 13T )= ABEET = FOVEIRROBRKE LTRET D,

HEZERE : A Y P LY — R L AT oA FEGFIEOHMFEEIL 2B, A Y FLdh— MMIZ2C, v/
ARV F2D, 2 a7 ) —ABET =F L 2C

fiRE

BEJR M 58 B2 iE 0D B R IR 25\ k- 2 S B iSO A FIMEIZ DWW T, FHITIRE DB O TR ORI &
S E G LT, AY XY — e AT uA FEGREEOHFHBEEIC O W TEERA (L HE MW
RS 1 D, AY FLFH— b eXT A FEHRIEOHHEES LWIEA Y b — FEMREEICD
WTCHTIA & A — 7 V3RS 4 S, BRIEHIFN 7 oWmESINTWD, £/o, Ia7=/—ABET=F
wmowfi%5ﬁ%ﬁ%ﬁlo 7 aARY AZDWTL 2 BIOIEFIHE R & 5,

Zulian & 783, /NEORFEMESREZE RS 70 61 (linear scleroderma, generalized morphea, & %\ 3 mixed
morphea, 6 - 17 . FHIREEHIM 2.3 4) Z2xf L LTEEAME-EER I, AY FLF¥—1 15
myW(%kzmm)%5wi77?$%u_1iu2¢ﬂﬁﬁab\im_7vF:me1mM@®y

(K 50mg) ZHfD 3 » ARBEH L. MM TOBRBMRICONT, P—FE/FT7 4 —L AF A2
7 CRHli 21T > TV D, WTNOFHMITAIZ W TS | IR 3 » Tl L bABRUEN G L, A
Y b UF Y — METIIZOWMBERIRN 12 » A £ THER SOOI L, 77 B RT3 R4 12T OIEHR
RITRDIL, 12 7 HRITITIREBRLART & i L TR ERBGEIIR/ bR sl b iES N TN D
T3 HHRZELBUZ SW TR THEEITRD 5T 2Ruy,

4 S OHAE A —7 BTl HEMED H L RFPEFREERS 70 61 RN 24 4511, /N2 46 i) 12%f
LT, AY PLFP— MEMEEDL D DIEA Y P L XY — hE 2T a4 REFEREOHFAFIECONT
BEtshTng

Seyger © (X, A 91 (genelarized morphea 7 i), circumscribed morphea 2 f5il, %) 48 %, TR I
6 » ARG D5 VITIHEMEDKIZH V) ZRRIZA Y R ¥4 — b 15mg/week % 24 R O#EE L (12
TR D TR R DA 53 DYFE 13 25 mg/week [ZHE &) | 1ERZICAF A a7 L VAS T L 5 BT
EDOFHIIIAEICSE L L HmE LTV D,

Uziel & 8%, /12 10 f51 (generalized morphea 6 41, linear scleroderma 3 15|, Parry-Romberg JEEHE 1 4,
¥ 6.8 i, EEIREFRHIR 4 4) 1SR L T, A Y b LS — | 0.3-0.6 mg/kg/week Z %0 #H, 9 BIlIZIX
w®AID 3 7 AMAT A RV A (30mglkg, 3 HfH) 20L& A AV FLFdFY—1&2 14, HT
ik L7z 1 6l&ER< 9 BRIV T, TRl 3 » H CREB{LOBENFG LN LH|E L TWD, 2
B, AMEBADDOTD A Y ML XH— Fa LAETHIELTIERITIX 2 » ARICEHRN R i, 1RREMG
10 7w ABITEAL L7IEBNE A Y P L — MEE+ZT e A F/7OLATHEL TWD,
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Kreuter © 8 (%, hk A 15 5 (generalized morphea 10 4, linear scleroderma 4 i, AIFLIRGERAZGE 1 51, 18
- T35, YRR 8.7 ) IZXLTA Y FL¥H— | 15 mg/week fE % 5- L7 ETE AT A RN
LA (1000mg. 3 HRE) %26 4+ AP L, 78 ha—A%25E L7z 14 Hl0F L A 8T, KIE & LIE
B OPAE RIEEPE DAL, MR XL OB ERIC L D CH SR E LM TE L LG LTV D,

Torok & 83, /N2 36 31 (linear scleroderma/limbs 12 {51, linear scleroderma/head 6 f51], generalized morphea
12 15, subcutaneous morphea 3 4], circumscribed morphea 3 {51, F&JEARMEN T AE 7.86 m%. TR HA R o i
19.15 7 A) &&fGeL L, AV F L& ¥— |k Imglkg/week 2 FiE (Fck 25 mg/week) & 7L K=Y 2
mg/kg/day (K 60 mg/day) TBALAL., AV b LFH— MR TFEX 24 7 AMERF L7 RICRR D GICA R
LT 12 » Hiflkle. 7L F=>" 1 3 L T 0.25 mg/kg/day % 12 » H Bk THam L. 26 il
PHBICYE L. EEE CoMMOPRMEIL 177 7 H) c@E LTV,

RE. T OO X HFSE 85657838 T3 JRENMED B B [RIFIESREIE D /N 397 Bl A KR, A Y b L
FH— FEMEESH D WVIEA Y b XY — hE AT A REFEREOHFRAFEIC OO TR SN TS,
B GEN—E LW D BTN 23, A Y b Ld P — MEMGERECIX,. 7L =Y o U OHfRE L
e U TR —E L ZRWEA D BTV D,

U EOREHEREID, AV bL¥Hh— 1 ERXTa A FEFEIEOIFRBIEOGIMEN LR EMEI RS
TR, FRRBEEESZ 0N, IREK TRICEOFE THENRLNDN, AV FLXTh— T
L DIBEMENEWE RNV MR H Db, AY i — MNIEDICEET 2 L
DHERE SN D, 7235, AFIZBNT A Y N Lx¥— MIRREREEIC S L CRBE I < BIFEH O
BLE D bARFEDOIRIFEIE E LTI L L TW R, LIER-T, B A RT A MEREER
DarwrhADE LHEREL 2B L LTz,

7 a AR Y 3N O linear scleroderma IZ%f L CHB TH -7 L FIHEN 2 2H D, WITHH I
WIENESTHY, 71 ARY » 3mglkglday ODHNAREIT> TW5D, 12 B o KEREE O linear
scleroderma TILIRFERIAT: 3 W CTUEN RO, 4 » A TRBIZZERICHE, BEPIEE 1 AFRIITHE
BRIR o e L E S TWD 8, —J5 | 7 i R ORIAMRTREOE CIIEHRR % 3 - A TRUEE bIXE
L. ALBEIFIHIR L7228, 160K T 18 » HRRICEHBRL TV D 8, W b RIERITHE ST,

Martini & 8 (X, JRFIPIE 4 » HRIA Y L ¥ — M 2T 04 REFEEONFRIECIRE LT
NER L) B D WX EIED R EIMER Z £ - 72/ hNEBREPER FZE 10 5] (pansclerotic morphea 2 i,
generalized morphea 3 51, RIANKIREIE 3 i, POEZ D linear scleroderma 2 4, E¥JFRIEEND 8 ik, YW
JEHAR 18 » H) ICk LTI a7 =/ —/LligE 7 = F /L (600 -1200 mg/m¥/day, RS 20 » A) @
ARAMZBAZICHRF LTS, 237/ —ARET = F ML DIRFEIEeH T —E 777 1 —
WL DFHI CRIZOIEEFMEOIR TR A G, AY MrXHh—hERXTaA ROF D DV IETJED ATEE
Tholo, BIEMIZ., 27 » A M CRE DT ARED 1 I CRD BNIZDHTH D,

TOXHT, VAR LI aT e ) — AT T = FIUIRIBIETRRE ORI A T H 5 ATRE
MRSV . AEOHIN R L DBET RS,

BB, THEFATY ATONWTUEIAT v A FEHEIER LOERONIE LI L TR R D72 &
T 2IEBIRE Lo 503 0, HAITOIRBEIRICBET 2 @EIT R, # 7 1 U ARTONWTIIAMNHRE Tl lE
ER b —EEBRBRSITHON TV 52 (CQl4 2I) . NARERAITOAAMEIZET o8& TR, v 7
BARAT 7 X RIZOUW TUIIMARELR & 1 o 7 E T S - flndd ST s (CQ23 &) |
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FeJERE L%t L CHAITORE A B LIz#E 13720,

CQL7  FZJEIRZR LTkt U CORRRIEEITA Dy 2

HELESC . BRRMETRBOIE O B &R 28, HF1Z circumscribed morphea (ZxF L T, UVAL, broad band UVA, PUVA,
narrow band UVB IZA I TH 0 | 1 DOERE & L TRET 2.

HEXERE © UVAL (3 2B, broad band UVA |3 2B, PUVA % 2C, narrow band UVB (% 2C

R

FR SR PE TR R |k 9~ 5 e o A A PEIE. FEIC circumscribed morphea & %42 & LT UVAL, PUVA,
broad band UVA, narrow band UVB (NBUVB) 22\ T < ORFIBRITHOIL TV D,

BRI PEBR BERE (2 ek~ 2 ek O FIPEIL, 1994 4212 Kerscher © T LV {HIC#E Sz, PUVA
TR LT 2 BlomE T, MM L OB SIS X 25Hl CBE RSELZRO - L HEIh T
%, Kerscher HIEZDIERBETFIZIHBNT Y T L UAIARETIZARWMNEF 2 | BEITREER LTHIZB N T
UVAL O A C 10 FlZINHE L, FEEOFIE TRV THEEZRO T L s LTnD %

1995 4ELIRE, PRIFPEIREAE 2 UVAL TR L7o il & BB EEEE ST g 99, b5 3Et 121
5l (FIZ caucasian, 3 - 73wk, MWHIHE 6 » A - 20 4%, circumscribed morphea @ ZC7x < | circumscribed
morphea/deep variant, linear scleroderma % & ¢e) T, Z® 9 5 70 55 low dose UVAL (20 J/em?, 5-20 14
M, #aRR4S & 600 -800J/cm?) THRE I TWDAS, BRIRFT R, MEFRIPT A, J KX OV 778 & CRF
MiAfTodL, N TUERH LN TND, 2B, T b DM ITIE UVAL O RUESFTRE L iR RICBET 5
il & A — 7 AR A AL LR R HRERER S 2 O F 4T\ b, Sator & 7 (X, circumscribed morphea 16 11 %
KIGUIETNED & % fiiB % 3 OIR L. low dose UVAL J&%E#E (20 Jiem?, #MRES & 600 J/lcm2) . medium
dose UVAL {5 5&HE (70 J/em?, #a RS &: 2100/em?) . FEMST = b — VHEIC 0T THRET L7 L 24, i
ST 3, 6, 12 7 HIZIBW TIRIERE CIREIR RN TR BICSEN A b, BEHIC X 27HE T
I% medium dose UVAL @573 low dose UVAL L 0 b EZEDUENRE DA REICE N To L @E ST
%, Stege 5 B %, [R/EMEFREIE 17 %1 (circumscribed morphea 15 {51, linear scleroderma 2 1], 4t 9 - 72
Ry TERHEART 9 » A -6 4) Z %512, highdose UVAL (130 J/cm?, #&MREFE: 3900J/cm?) & low dose UVAL
(20J/cm?, #aFRSHE: 600J/cm?) DB A 1T TV DS, BERAT A MR . B KOG T R o4
23T high dose UVAL 1% low dose UVAL L 0 b E Rt #h 52~ L, FFIZ high dose UVAL T“‘(L‘féi? L
72 10 il 4 BITIIEZITERITIHIB L, 1R T 3 7+ H ORERT, 18R RIT 9 Bl THERF S v Tune
k%&iénﬂ\é VLB X0 | IRJSPEREIEIZ AT 5 UVAL OIREAIRITA B L s h T g

F FERRAL MR B 381 2 WAL ORI & skintype OEIFRIZOWTIE, Ee D 20@$&¢ﬁ>3@5
Jacobe & 1003 h|gh dose UVAL THIE X7z 101 Bl (BRJSPETREZAE, B MR AAE . BHE F g 290
7F5~m%@KWTAQ@@mF,ﬁﬂﬁﬂi%ﬂ@ﬂ@ﬂ%%Eﬁ%ﬁ%ﬁ@:owfFMMWW
skintypes | 205 VT THRRZV R ZHaT L T D, BIERI CTOMG. BRFMIEZAE 47 ] COMET DWW
FTHITEBWT G, skintype B CIBEIRIIZE T 2o SN TV D, — 5, Wang B 10113 [RF
PERREE, R PETRZIE, B *HE 95 O B3 18 #il 2 %412, high dose UVAL (130 Jicm?) & 5\ i
medium dose UVAL (65 Jicm?) %3 3 [F] 14 R L CHiFET L7 & 2 A, high dose UVAL Tl skin type
WX 1 Bag = b A= T —5 2 OFR BN RF L OV matrix metalloproteinase %8 B %8 20 5
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MERDZEEZWMELTWD, DF V., FEOARELS 2D1ZEDRNE L ARIRLS 251 EDRITH
<725, £72. 1B H ® highdose UVAL {EZIZIZ I RIS IOV N AL =2 Z — 5 0 OFRBUKR TN A BI85,
3\ H® high dose UVAL FREHZICIZZ DRITA ORI o722 E b HE LTV D, BLEDOFERNS,
FEHOIT UVAL OIRRIRZ S < T 5720I2iE, HEETIC X 2 2008055 2 01T 5 72 0121 A BREHT T
NETHDLEHREL TN D,

Broad band UVA [Z 2\ TiL, PUVA & %\ X low dose broad band UVA (2 DWW TG M THOIL TV 5,
PUVA (2D TIE, 2 DO & BFSE 102 103 |2 F5\TFF 30 #] (PUVA-bath 17 i, PNk PUVA 11 %, 4+H
PUVA2 f5il) DIRFERNIRDHRE S4L TV D A3, 80% DAEFI CERRANIZ Y LTz &L #E STV %, Low dose
broad band UVA |25 Tl, El-Mofty & 104105 73 2 Sl & Bk 217 > TV %, Circumscribed morphea
ZHT 5 12 BNk L C, low dose broad band UVA (20 J/cm?) % 20 [BIfREF L7= & & A, FERRET xR FE
%L U ORI 21T - T2 B 1T 2fdE %2788 B, £ 7= circumscribed morphea % 435 63 ffillZxt L
“C low dose broad band UVA % 5, 10, 20 J/cm? C 20 BIFRES L Chuiik L7= & 2 A, BRET R CInmshRic
FEEZRBORPSTERELTND, BB, 20 2 SORBRTIE T7T% TRRIBFRDENME ORI L &
ncund,

NBUVB (22U Tid, UVAL & Ofif[a) & A — 7" B2 (L Feigoe BGABR DS 1 S S Tuv%, Kreuter
5 1061%  BR Ry B E 64 451 (circumscribed morphea 50 4], linear scleroderma/limbs 4 f51, linear scleroderma/head
4 151, circumscribed morphea/deep variant 2 5], generalized morphea 3 i, 4F#5 5 - 73 5%, B 5 » H -
39 4F) Z%f5 L& LC., lowdose UVAL (20J/cm?), mediumdose UVAL (50J/cm?), NBUVB (Fitzpatrick skin
type 11 /% 0.1 J/em?, Fitzpatrick skin type Il (% 0.2 J/cm? TBAZA L, 0.1-0.2)cm? § S &% B, =<
AUl R 1.3J/cm?, 1.5)/em? THRSS) 238 5 Bl 8 WIS L, 7’1 b a— &2 58 Lz 62 flefilic s\ C,
WTILDIRREIZEB WD T H MM PR & BERIC L 2 CTAREICHEN o L HmE L TnD, 7
B, 3FEMOIBFNEOHELTIZ, medium dose UVAL i3 NBUVB X 0 A EIZE WIS R Z /) L7203,
low dose UVAL & NBUVB 5 J UF medium dose UVAL & low dose UVAL ORICITA B2 72 <, bk
fit | L3970y NBUVB 13 low dose UVAL & [R%EDRIR D & 5 Lt iT b T,

7o, FRIBMETREIE Tl 50% CHUSEHURMN M & 72 2 723, 400 B1LL D32 ¢ photosensitivity (3 1 141
LEWE SN TE LT, AHRFREIILRIITADIREE B R b D,

LI E Y UVAL, broad band UVA, PUVA, NBUVB [ X\ 30§ R RMEBRECIE ., KL circumscribed morphea
DIERICAR LB Z BN D, UVAL DIERZIRDE <. TONRITHEKRFETH S, Ll UVALIE
PG CE DHigk N7 < IR/ 30 - 60 202000 % Z & D EERICEBW I T 5 O h E
LWORBLRTH 5, —J7, NBUVB [FHERZR S & L TR0, B b < ERRRICBW TR D
LRLTWEBZLNDN, BIET —2 083072 ZOFRAMEICOW IS HROERLIBHNPMLETH D,

7235 ERRREII BRI METR B VPR 0 A A3 7 < | 1R e BT B E R R RO KR & 558 T 5 i
BRIERH Y BRULELEISEL TR G D5, UL EOFH NS, UVAL & broad band UVA (3 EL#
GBRCHHAMENRENTWDNR, YA RIA MEREEEDa B A0 EHEEEL 2B & L
77

CQ18 RBFFRZITxt L CRIBRE AT b A R« Sl - SeRppiELIA CHRRIBIRITH 5702
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HELESC A I FF NMAVHEE, WAV R DY A=Ky - XZ ALY T aed BT AT VRSN
AN RNIZ AN, A7 VR~ T A ~F =7 BRIMEERICEIEZ IR ORI E L TRE
T 5,

D=7 I I AP RIR SN TWD S, BHEROBR IRV & 2RET D,
RPN L, ALy bV A —b, A o F—7 = a Uyl B TR CTH D Z L AVURS
NTEY, WRICHN W L2 HERT D,

HEBERE © 4 I % RAMVHZE : 2C, VAR R U A —LKfly « _RE A XY o7 a et VBT A7 Vi
AHMHE 2C, BV R RNV ZUA 1 2C, A7 U FT~T L, A~F =7 e L, RIMERRL
Wrik 1 7L, DX=vT 21 2C, RPDGRAIFRE 1B, A AV P A=V 1A A F—T =
oy 1A

fiRE

BRJFPEFR BRI 63 2 BT ZRIG RIS OV TR, A I FE FAVHEE, DV TR b U A —uoKFnl - <2
AR T TaCF BT AT VRGN, AV AR NI A AT VXTI AT =T
HAMEBRD A, D= T v RFDERATRE, OV A=V A =T zu LT
7 EAVEGIERNFZE, JEFIRE. H D W IF B ERBR & L THE STV 5,

Dytoc & 1073, PREPEFREZIERE 12 B2 X501 5% 1 X FE K7 U — 208 REHRFTL 15, [FZE
Ze R EATIZE 3 EIZMNT L AAEMEDIS U TR AL T 7' h a— L TIRREEIT > TV D08,
2 TTIHH 6 7 AR ORER Tl L, ALBE, BEBANUGE L, BIREOXIRES L Ok a21T 572 2 JE
BN TS IR CH R R UEDHER S 1L, TIRATER TR 21T o 72 4 JEBITIX, RIEL
HHE LR 2 TlE L Tz A ST\ D, 72, Campione 5 198X, circumscribed morphea % 7
% 2 BN LT 5% 1 2 %E K7 U —24% 5 HESMIRIC 2 AT 5270 b= —/LT 16 BHETER L
A HEITEEIZHEELEZ EHEL TV D,

Dytoc & (X, VTR MU A= LKF L RXE AU Ta A VR AT VORGSO H H
P2t L7zhim & 4 —7 iR 217> T D, EEMED & % circumscribed morphea 6 il (15 -59 i%) 1Z
KLCRFEZLIRAL1-2EMLIZE 2 A, 3 7 A12IC 6 Bl 5 B CERIRAVICEE L, 2 fil ClIEEkic
LM CTHLENRBDO LN EHME LTV D,

Cunningham & 2093 JEEMED & 5 BEIRIREIE & 2 W TBRIR IR R AE RS 12 Bl 2682, 1 B 2 B h
VIR B Y 20 ODT & 3 4 4TV, RLBE, R E, BMLEI6E, RESARICSE L H]E L
TWb,

Diab % 10X, 66 i generalized morphea F2Z (21 7 U %~ 7 % 5 mglkg/month T#H 5L, 2[AH
B G RRA DTN IEE D | 4 [R5 %IISEM IS OUEEDR RO bz L& LT\ 5,

A7 F=TIZOWTEL I FOHEN S H, Moinzadeh & L, PUVA, 7 B AR v AT aA K4
Figih, THF AT Ul EOIRRIISIIED generalized morphea BB (74 5%, FESHAR 12 - H) 1%
L CA~F=7% 200mg/day T 6 » HEH G L. 5% 3 » H CHERARRHMIE L O E I COFEm T
SGERF DT, TR 6 » HAZRICHBR L7 & #dE LT\ 5, Inamo & 21X, generalized morphea @
AT (3% 1Tk LTV K=Y Imglkglday, A kL F%H%— K 95mg/m?week, 1 ~F =7 235
mg/m?/day CIEEZ B L, 'L R=Ym 033 » A Tl Ik, A ~F=71L 14 THIk, Y FLX
P— ME 4 FERIkEE L TIRZITV, TR 1 A O RE R C RS R b O B 70 B & BIRE vl sk o
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BEDR RO, RTOWEFRE T LT LEZROR R CTHRITR N> T2 L HE LT %, Coelho-Macias &
WX, ZFZIEIEE % 1 5 generalized morphea D AB (50 i, FEFMIM 10 4F) I L TA~F =7 %
12 » A5 L (200mg/day T 3 » H. 300mg/day T 9 » H). HLEFAEEAL & B35 IC K 2 EHmic s
TRFHEACDBEEN I B AL, KRG HIEHE L, BIEi s s s L7z LiE LT D,

(RAMEBERIEHIEIC DWW T, 3BIOHE A 5, Cribier © 143, BEHEDOMRDIEFREERE 2 Tk L
TENRE 2 iifT L7223, generalized morphea (&35 CIZIAHERI4E 3 7 A RIS KM SR TE 22 VIR
A WrE L7223, linear scleroderma M (22Tl 16 » A MITEHR Ak L. BEBALITdE L & Wis
LT\ %, Schlaak & 15 (%, AL bullous generalized morphea (2% L C, R 27 =/ —/LfEE~7 =
Fv 2glday 5L, S OICHSMEEDURIEZ AT L& 24 (2 B Z L1 2 El@‘ﬁf“ﬁ’@ﬁ\ 67—
AL T X0 ra IR A IER L Cilkle) . TaRBRMe 4 % K D IEAUGE L, 10 & IZIZE TORE
DR L. ZD% 6 » ARIKIEEOF L e holz Ll LT D,

Falanga © 6 (X, BB NHaPHIC & SHAEORFMMEERE 11 flzxRIic D R=vF I 2-5
mg/kg/day D AMEAZRE L T2, 111 7 61 (64%) 123\ TC 3-6 » H ClEN L HAL, 7 HI4AfT
TEENED 8 2 BB A 72 < 720 | 5 BITCTITEE ORALA /L B v, /N 3 il 2 61 C I3 28 5 DU O 1E 5 72
ERRD LAl BEEiE - Wi bdeE L tfiE ST s, dEEflco 51X, 2-5mg/kg T, 15-
53 » A TH Y, 1B TRIEBRE, B 3 FITEED AMEERREZRBD TND, B, D= F7I0
A HAPEIZBIT 5 Heloe GBI 70 < . BWEZBE L CBETIXIZ L A A ST,

Karrer & Y7 %, MiOVERICIGINETH o 72 RFPEIREE 5 BllCK LT, &7 I/ L7 U (5
aminolaevulinic acid [ALA]) % H\W 7o RFT AR 1 FIE AT > Tvd, 3% 5-ALA 7 VS #IZ 1-2 A6
T3-6 7 AMBHZITo72 L 2 A, REMLOSEN S LI, BIEMN & LTt aBikE 2R
bl WiEShTWwW5b, —J7, Batchelor » 1813, 2 LI DRGNS 2 A3 5 A ABRIRIEBE 6 51
e RRIT iatﬁﬁurﬁ%t@ui&%ﬁ%ﬁoﬂ\é 20%5-ALA 7 U — 2% ODT T 5 B #MH L 72 512568k
RS 2T OIRELE 1T 6 BT o7& 2 A, IRIEK T 6 MH%ICH W T, BRRFAN CI3a ERG
PN RITHER CTE P, MR 1 I CIEENRD SN 5 BTl EFE T e o T LA LT
Do

Hulshof & 1%, [R/EMEIREAEBRAE 20 Fl &2 %5129 » HM ALy b U A—/v (0.75 ng/day % 6 » A .
125 ngiday % 3 » H) H25WET 7 BRZREOEKG L, RFEKTH 6 » A7 41 —LTWAHR, AF
AT OYBERITWFETEN RS, a7 =7 BN 0D L ME~ — —I2 b Z TR o T &
HELTWD,

Hunzelmann & 203, #EITHEDORZBEHT D 24 Pl BRI, A o F—T7 vy E (100 mg = 5
H [ C 2 B G-, iV C 100 mg A3 1 BT 4 RS, F otk 18 HRREL) 1 LD mIES
EZEEBRARRZIT > TV DM, HEDKE S, B ELORE, 1 =5 —57 2 O mRNA [ZOW TR
BEERIRBECHE AT R o WA LTV D,

CQ19 eI Z & L CHMZRIBIRITH 5702
HELESC : Linear scleroderma @ F292 O TR OB EMEIC 1L, PO AR O —> & L TIRRET 5, M
MOMREREICIE, Ay U XARRREZEREO—> L LTRET D,
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HELRRE . 2D
R

RIS MR BE I I B DM 2 £ D B E R H, ZTHET 7 HloMWMENH 503 12125 2575 linear
scleroderma (linear scleroderma/limbs 5 4, Parry-Romberg JEMERE 2 ) T. B D FERD BRI ZE D
HHR &[RRI AR 2 72 OGS H (AR, it R Y 72 &) NHBLL Tnd, &I THERIZ L D
P T AL TV D A3, Z D ELE X dystonia, neuropathy, continuous muscle fiber activity, neuromyotonia,
BERLEZETHY , RIFMIREIEICI T 2 i OF N E—Cldhn 2 E R S5,

Taniguchi & 3 285 LT\ 5 K 912, linear scleroderma C 1357 & A Mk AR 1 380 TRt i &8 [ oD 4%
SEABEZE A L S AL D ORFFETH 575, Kumar & 128 [ 3#5%E X T neuromyotonia 73R8 C & 7 fiEFIIZ
UWNTL AR OO BB oD B2 R ZE OREARAG T Fo VN TR JE BH O ABIZIZ I 2358 6O B LT L RE LTV D, 44
T L ORIENHHIT K A TORWEF THHOIFERERRDOONTNDE 2 Enb, Dl &b —EDIE
BNZ I TUIHRREE DS FHAER O B2 BK CTh 2 ARRIENRIE SN D,

Linear scleroderma (2351} % IE WiHAR<C /) D ZEE 23 SRR IEEIC LV AL TV D LT 50GR1H Y |
[FEIZ BV THIRZ - #RIR 2 2 R A L 729823 T Ty, Saad Magalhdes & 126 %, /NE®D
linear scleroderma 9 51 (linear scleroderma/limbs 7 {3, Parry-Romberg JEGERE 2 f5]) % %R EX & F7~72
LA IO TREOIIC 8 FlCIEinEMZE . (Parry-Romberg JEGERETIE 2 1] & & THMEHH O i U 28
t) . 1 B CHFRIFMEZA L 2788, MU OGEBFRE & AR ORE I |2 B3 5 e Tl KRR OB I
IR DN M AT D linear scleroderma 1l FllZ W TREARBD b L e LTW5H, 2 b ORERITWT
NWHIEEMEDH 2 BZI3A LT 67, MENAT LIS L7 fiERITRD b Ty, FH HIL,
linear scleroderma Tl (2 X % subclinical 72 —IREIFHIREDNETUSIFEL TE Y . 2D A
I OWAERH 25 S 23 L HEM L T 2,

— 05 BRIEMEBREEIC RIEE I AT —2 5055 2 L3 H 0 | IV E TITHZERIC L 0 BRFT ALk
RBCETRIEN: I A TF—Z2 G 0F L72JERI2 10 451 (linear scleroderma/limbs 4 5], circumscribed morphea 2
i, linear scleroderma/head 4 f4i) #i SV TUND 127134 FRfiEik & LTk, f MK T S I7R. AhZEme s
ZH, 10 Bl 1 BB W TRERENHE STV D 138 Lo T, [REMEIRRE B (B IUHE o H
RO LA X, BHENEERZOWEBIZEEG L TV DAL E X RELZED DL LERH D,

BRI OWTIE, FURsE, AN U XAFREOFHAERN R I TWD, BEICHEINTHDHH
DU R H A > 7= linear scleroderma/limbs 5 #1105 6 3 FlIIHUREIE (T == A 24, FHF=D
161) MER LT & s ST g 2112824 - 5 - Parry-Romberg SEBERE 2 FllZ DWW TIE, WTivh AR
VU RABREOBIEIC L VEBIIRLFICT > b — Uk LG ST 5 122125

Linear scleroderma TIHENEDRIED B 2 e il OULHE R H TR DRI £ TR ATV D AlREMEZ
TAERT 570, AT A RRHRIECHREIHISE OIS 2 KT 2O BET R L e D ARetEn & 5,
IR T D AT B A REHFIECHEMHIEEOIERD ROV TUIARATH L2, fiikoRY U X
AmBE TR 3 Fo— /) S iT- Parry-Romberg JEMERE 2 5100 5 B 1 I Tldk, AT 1A REF#EiE
EAY L Fx I — FOOFHBEIIRE IR B Th o b E SN TN D 125, s, LRI
DHERTENIEL, AT v A FEGPFELHREMEIIKOWES & B2 b b8, ERio 10 FEFTIE, 9 #lic
7L R=vmr (5-70mglday) 23 5-SN2HITHRH Y SHNTA Y FLFH— b3 E S 36T
Kby, t@EINTND
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CQ20 BAHI D Jit ihFhtfe - FIENIBHIBR I 63 D 1B 13T 20 2

HESESC  IEEIME D & D IR IIT 2T IFIEAIT O 2 L 2 HELET 5,
TEENED IRVWR B ITIT B FIRIEZAT 9 2 L 2B D—o & L TIRET 2,
TEENED B 2RISR 21T O RN 2 L 2 RET D,

HESREE « 2 ORYE - 1D, BEERIL - 2D, SMVEHAUTEYRE ;2D

R

BE i JE 24 U 7= circumscribed morphea/deep variant, linear scleroderma, generalized morphea, pansclerotic
morphea Ti%, BAfiOJE #iFfE - ArEhkfIR A F 5, TN Z 5 LIRS HBL L2 581%, ek ok
IT2IHT 572 RIELZRLNTEAT OLE R HSH (CQL2 BH) 388, ks, =B TF AL
SRR, ¥ A R T4 AMNEREESDa v A0 & HELEREAZ 1D & LTz,

— 77 BEIZ5ER LT U & - 7= BEE O I i Fo i « rTEhisifil RIS TP FPIRIEZAT 5 2 L 05% < DOFm S THELE
ST 21015156 Rudolph & Leyden™ |%, J&JEf% 6 4EA3 M L CH 3-5 Fa D tidaia, FEIE DO
TARAL, S BEE o i B 7 RTENIEHIBR 2 £ 5 /NI @ linear scleroderma (14 %) (2xF LT, BETZENE X
OREFIA b Ly F & 1 H2BHT-o72 L 24, VEBRIIIMN B o rTEMIIER & 700 | FEIH & 5B
O wl B IR © B 2 HGE L L LT\ b, BURES CIIELRIE O A A9 5 Hefgech FRERER 1
T TELT ., TOARAMEIZOWTIEH L TIEARWA, A URRHEMER Th 2 25 WiEAUE TIdfE
O Jet B 1203 2 BEERIE O AR ST D 88, L7eidoC, [RBMSREAEICAE 5 BIH o i i
P« FTENEHIFRO TP - BB\ TH, EBRRE A EMINICEAT R B N5,

ABHRIRIC OV TUIAE IS oRFI SN TR 6T, ZOAMMITIA LN TIERY, LarL, EEk
D& DRI U THARINRIRZAT O LB LS5 ATREMEN H 2 D T, £ OIS IHE ISR 2 42
WD, 70F5, Chazen © 139 (%, BAENATEhIEHIFRIZ6F L CHBIEGIBHS KA 72 & DAVRIHEIIR R 21T -
T[RRI BERE 7 I OWTHRRET L. 2B OABIIRRITZNIRB 20D & 5 W BT vl i 2
Bl ElsHmE LTS,

CQ21 HHif « SO R RT3t L COVRHTEHR I FE A T O UGB A H )y 2
PEARSC . RABIEIIMEN % HE VTN DIRAICKH LT, AR OBED =D, SRR 2 R O
—DOL LTIRET S,
TEEMED & 2RI IIRBER 21T DWW 2 & 2R ET 5,
HESREE . RBRITEIMEAE DB VTV DIRE 2D, {EEMED H HHA 2D
R -

RIAIRGE FZ IESC Parry-Romberg SEBERE CTlE, AR OB S BT R E w2 A -> TR,
PRI L OMEMIIIIZ QOL MR E S EEFE SN TS, LR T, RICERmOBEEZ HIE L L TER
SBHHIFIR M T 5,

Palmero & 403, /NEORIBIRIREIE & 5\ E Parry-Romberg JEMERE IS % L CERIMEFMT (B FIEN
HEAL Medpor 1 > 77~ B AV MK DBHEBAM, EBEREETR) 25T L7z 10 fllcmEicT

- 144 -



Y= FREEZITO, BRICEDAREK, BEEER. WUDRENRFIRCEA > FERTHD Z &,
BENPED QOL Z# FIFT\5 Z &, 2fFIENMFRAMRF LTI, thoBFIZH FINABID I\ & [E
BLTWDHZ EaHRELTND,

PR OB 2 BTS2 2 SIXREECH 53, FiTo = B BITEE ORREY 72 1 2 B0
RS 2 THY , ZORDDITERNBFINIAARIBRORIEO—2 LB 2 b b, 2B, IFRICH
BT 2B b HE SN TEBY | EEIEBER 2% HENTH L FIICEAE 2 02w & B 2 6 b,

CQ22 MMIRZE %t L CHARIBIFIZH 572

PRI . BRI L > THE L DBIED TADAFIEIIZFIC AP AR EHELE T 5,

TEEHMED & 2 I 2512 M MR IEL T & D WIRIRIERIRE U O T A AFEER EHRERELL LD TA M
EFED GEIE. AT aA RELRE L GEMHERRO N 2RI D—o L L TRET 2,

MEIREE . PICAMASK  1ID. AT A REHEE L EMHEEOFA 2D

fEa

FRIFMETREIZ B W Tl b MBI 2 DI 5 IARIERIZT TADLATH D . BFEFLTADPAIENTA
DAFIEOIREIZH N LN TG WL LR P L X AIAREE L, 7= /L E X —)L,
N TafgEF ) A FETv—h ZanFLh TN = b TEBRA BT RV
FT L, ZEMNIFCREMEAINTEY, BIEGFTIZHLTANAIIT 18N DIEFIZIVNT, TAM
ARIEO Y ha— UWIZEHThH o7z MBI TN D 152,

EfEPERE M AEIED 2 WDITIEFRIRPUIE O TADARIEIL, S MERIENLE TH D, Kb EHEE
SN TV D DIFRIBREAT oA RTMEOREH TIL 80% THHINTEY . 90%DHRh=: &
A SAUTUN L 127142, 143, 18147158, 154 | a L | B E AT v A REMTHEE I TV D OIE 1 fFlo A
Th W 2V hrFxY— N2 LIERID 4 ] 142143146154 7P 47U o 2 ff i L7 fEFIAS 3 45
125120181 Ly maR AT 72 REHLEEGN 26 YW, 337 ) —LBRET TN 192 (L H—7
oy RE s a7 ) REFERIE 158 2O LIERIA 1 BT oWmE SN WD, %Es a7y
¥ REFEFRIELAN CIIER OSE N 7 B LT A ST 188155

FRGEIERS 20 C A0 AU HERERY KN BR BIBRAT 2 Jaf T L 72 1 51 198, YRR D TAMAZIEICRT L C
WAy BB YR A REAT L7 2 BISsiE ST D 1B WP LIEROBGER A LN L S TWnWD, £
Ot BEATYEL BN AERE, A, RIS RBEENRIEREAT 1A RCRIFICa L hr—LT&E
FEBI NS ST S 198160 7= R FFRBLIC DWW T, L BIE AT oA RV ZnA%h, 16257
aA ROV REGRET a7 ) REFHERIEN ) Th o 72 & i ST 5 198161 B PSR o i
IR L CRIBREAT A R, AV hbFxH—h a7z /)= BETTFARENTHS T
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