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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. ] Rheumatol, 1995; 22: 1281-1285.
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1 (mild) 1~3

1832 @ HpEz%&ws 126 (10), 1831-1896, 2016 (-1 28)



YRR DM - ERERE R - BT NI A Y

[ 2 capillaroscopy &

G By PR B PR
) 4 s,

x3 EHEESE 25K

0 (normal) - normal
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PHZE O LA

T L ERIR AR 2R TR D L B2
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eGFR (mL/43/1.73 m*) *
0 (normal) 90 Ll I~
1 (mild) 60 25 89
2 (moderate) 45 725 59
3 (severe) 3005 4

4 (very severe) 29 PLF F 72 13 MLEANTE A

Bk D IR R A3 A B PR B AE DAL OB & L CRBI
SNh, ZORETORbED SBRNT 5.

Y UIREETIE, HRNEPKTI2ZE05 0,
BAROEEEZZTIZCWI A F Y Ce v
eGFR DHHAXZFIH T 5.

B - (104 % Cys-C 1% 0.996 *%) — 8

7P (104 % Cys-C ™ % 0.996 ™ % 0.929) — 8
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1 (mild) PH®» Y, 7> WHO 75 A1
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3 (severe) PH®» Y, »> WHO 7 5 A 111

4 (very severe) PH» Y, 7> WHO 7 7 A1V

Ho A 7 — 7 VAT TE R O30 B) IR 2% 25
mmHg L ED b D% PH BT 528, H0AT—T
VHEAT T E WA, LTI =285 =R
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46 mmHg # 2 28;46) ([ PH L BHi¥ 5.
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nERE
0 (normal) normal
1 (mild) Raynaud’s phenomenon
2 (moderate) digital pitting ulcers
3 (severe) other skin ulcerations
4 (very severe) digital gangrene
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LI T S
*Digital pitting ulcers (&, FIeITFREIHIBEEI & D
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CQ1 modified Rodnan total skin thick-
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FRE AL 2 RIS ER T 5 HEICIEINE T
WCHESZ L 72 D137 <, il 0 A TR AL % 20 i
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TWw5.

BUEEBRIIZAE CHWHNR TV DR AF Y 23 T3,
Clements 5 12 & - TF % & 1L 72 modified Rodnan
total skin thickness score (mRSS) T& %”. T,
Sih% 17 offhy (WF4R, WFEE, Wi, kb,
BH, WS, MEES, WiOKMR, WRRR, WEE) 1240,
FEALE 0~3 D 4 BB CEHiig 2 (0= 1E%, 1=
B, 2= AR, 3= EBE). MEHI0~51 &%, R
T EDLEE, RMEMBHETIIZI A, EHOES L
TIRE OWEIEZ AT 5. EEATIRE oW E)k%
F o7 RSB % 3, WL FHLIE VAR R
JHiZos72ELbhsdboxk 1L, Zodlz 2L
HET .

mRSS 12 & 2 I OB BALDFEIZ LT O &9
A7)

Fig  ECIREI B (PIP RS & o F4RHEim
fiy (MP B35 D HOIEH TEHIS 5.

milE - FJbE AL D AR T ORI L2 AL L
THFAl S 5.
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CQI0 MOEMEHRATREBLDA  ~UXYD  BU, IFNa@EBRUENC EAHETS. TNFRSE ~YUZY

BCERFEDDGHD ? EOE . IFNy, IVIG OBRMIZES N CEL).
IVIG : 7xUL
CQll ARF-IEREEILDARICE oA RIS T BEREERASH TIaE<, REBLICET 2
mAh ? aEE LCHE5 LB &R R 2
= Y4o0UY 1A - . N _ N
s A (TATVY A = 50 RREE L DREE L TRE RN &
e . ST W A S b7 SV R T 1
MELZZ B T eERmitEssh Tl
CQI3 S MEE i 5 L DA oA R T B EEDTRENT VDM, ZRMDEED S,
CHRD ? S 15 BB B ECRIR U TS O & w1 e .

CQI4 K= R L DAE(C B - RSB SR L ONE CEATHHBaN B0, 17

me ST ERRET .

EESL (RikE, THEE ) B X OBHmICMALASE
J39 % 1cSSc @ 2 BLZ 3 E N5, deSSc #E T,
FEHE 6 4E LA B2 AL ASHEAT L, Z OMEATHREHIC—
BOUCTHl, WAL, B, O & OBREHRZE R B th
FRE A LTS 5. HEE B B LD 70% 23FEHE 3 4D
WIEL L E#BEIN TS, —F, 5 6 ELLRELC
R EAL S FHOELT A2 2 L3 Th b, kL
T, 1cSSc BHETRIENH (BE»LBTHE) oL A
J =BG OB EMALIIEIEITAEL S, LA T,
HEAT LT 2 R deSSc o Bz JE AL Ix if O3t 5 &
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DEXY, OREm b6 LN deSSe, @2

W7z B AL OHEAT (B A A5 1AELLPNC B2 Ak
DO, BEAELT) RO LND, G TiRlE
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%, 1cSSc THRILFEH O ML &7-3 0L
92, BREERRIUIR L S EICT RS TH 5.
PLNEAL Y X5 =T (Scl-70) PP RNA K1) 2
7 — ¥ MLHUEDBE T B 2 356 R 9T USRNP $iA D47
EAEED N D Y121, deSSc (IS 2 W RETEA
V.o =7, Bik v b a X 7T HURE O 845121 1eSSe
D F F THRFHALIZET LR WITREED R .
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TLTWBBIIBWTRAEHTHY, 53562 L%
RET 5.

HRRE - 2C

R SSc DR HALICEIT R EA T a4 F25H H
THbH I erwfgE L2534 %A, Sharada 512
X% 3Bl RE L MAEL EERRBTT F Y
AV EEOV AR (H 111100 mg, 6 7 HH)
DERER R LG 0H 5", HEEE (n=17) Tk
mRSS 78 285+122 70 5 258 £ 128 1K F L 7248, it
TE#E (n=18) TIX306+132 45 34710~ L 7=
EIEINTWS, F72, Takeharald, T~ huo—
NDENEASNEWRTIED 575, B REEmL
FRELABICHETLTYD 2380 L TRHEA T
O A FHNARZAT - 728558, mRSS 432039345 14F
BIC128 =70 TFLAZ & Z2HE LT 5,
COEHE, ATUA FOEEEZRT 5k
7= Z I RF 505, AT04 Fi, BEFCH
TER EALASHEAT L T ZIEBNIBR - TIIRERIYIC A
MThHoHEEZLNTBY, ¥AA FF4 AMERER
KOA Y Y AEBTHERREL 2D L L7z, CQ2IZ
IR L7ZEOM R E 72 5 SSc BEFEICH LT, 7L k=
v'u Yy (PSL) 20~30 mg/HZ MmO HZ L LT
55 %, PiE % 2~4 8T T, REBILoSEE o
JEEE=Y— L)L, ZOH2HE~BAIHITLITH
10% 32w < Yk L, 5 mg/HRREE% 11 OMEHE
wET L, RHEboMERPENMIEE S, HDWVIiE
FlC Aoz EZEx otk L TL v,
RIS A 7 a4 F5128 75T, SSc BH TH
WCHEICR 2 0O0E 2 ) —EBE2FERT L0 RETH
. BRKRICHARTHARATIEE 27 1) — ¥ OFEHRILK
WS, CQA THRRE L) I THICHER LR SET
RETH5.

CQ4 BIEBRERATOA RRIEIU—EZHER
ITRHURINHDH ?

WX BIBEREAT oA PRGBS —¥EH
BTHVAIHTERBLDOT, MEPS X OFHAEZ M
FICE=F—FTH L 2R T L.

HEE :1C

RN  BIERBA T a4 53 M ki Azl ©
HHEEZONLNHE, 7)) —¥aed%Tr) A7
AU X VI SN TE 72 BCRIZBITA 320% A
M XAFRICBWT, 2704 FOMEHEEZ ) —XD
RREHBED O 5N TW5B. Steen HIE, ¥— A2

v M u—VifgET, 6 % HLAWIZ PSL #5515 mg/H
DEoZFTA4 FRRLTW22B0 36%A%E 2 1) —
YERFRE L7200 L, MEHETIZ12%Th o7z L
HENTHBY (OR [95% CI] : 44 [21~94], p<
0.0001), WHETHIE PSL 5 10 mg/HIHIZ % X
IHERE SN TWB?, DeMarco H1E, H2 ) —¥5%
FEBID 61% A% 37 ARICA T a4 FNRD S - 72
EHAELTWS (RR [95% CIJ @ 62 [22~176])".
F 72, 1989 4E @ Helfrich 5 OMEIZBWTH, EFIIL
JEB 7 ) — B3R T, #2:2 A A LN PSL #4530
mg/HU EDZ 74 FHRL TW2BH»EHh o7z
(64% v.s. 16%) XN TWAY. 7B, Penn 53,
BB 2 110 FloE 7 ) —LEEOHRANED
RNTIC L > T, A7 84 FOMAOHEIZL > TEY
) —EOFHIITE NI LD o7z b MmELTWBY.
o) —ERIEDOY A 21, PURNA K x5 —+F
I PRI R W S EAVRERTW A, AT,
PLRNA K Y X T — ¥ IMIHURD B SIZ ORI AT
T EiEEsnTBN"Y, HARNSS BB 2HE s
1) — ¥ HAROFESE b HCRIZ AR TR W

A7 FEGPERINDBHL, BIERM TR
AL DS B B WV IZ A I HEIT L T A BITH B
L, B —¥om) AsHEEHL TS, Lk
BOXIICEIEREAT A FHEGICE->TE 2 Y —
BHE ROV A7 BENBPE) I L TELTLD
W2 =T ¥ A3 wds, A704 FE52H7z-
T, MEBIOEREBLEEICE=Y—35Z 813
HHTH D, FRZPLRNA F ) * 5 — ¥ NIRRT &
ZZONLBITRITHHRERILETHS.

CQ5 D-~"ZYSZVRKEEEEDEEICER
h?

IR D-R=¥ 5 3 V13 SSc DR FERAL % Uit L
GWEEZOLNTEY, HELLZWI E2RET .
#EEE 2B

B 0 D- =5 3 V13 1966 4EIC SSc Rz AL
BT AH LG SN TR, ZoFHAEIIOWT
%L OWEDDH VY, SSc DHEHRIZLIFLITH VSR
T&7. LALADS, 1999 4E12 deSSc F 1Bl % x5

LT, KEDD-R=¥7 3 ¥ (750~1,000 mg/H)
LAROD-R=Y T3y (125 mg/H, WH) o#h

a2ty 5 _EERAEI TN, ZORE, 2
ORI R LI EEZIITD LN o
729 ZORBRIIMGH LEOMEY S 7R TiE iR L
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¢§®D°:>3‘yk®m&f%ot# D-~=
VIFETIERWEEZOND L) Ik ->TWw
) —7?, 2008 4E12 Derk H1%, %A & OMAEL 2
$—FH%K;OT,D°:>5‘V®&E@wKﬁ
THEMEEZHRE L T0EY. LA Ledrs, D-R=
I I VIFEITER O EHEIETH D, BEL K OFMEK
BZOHFE I L THEEMIZEZ TN P D
FEMAICE T RETEAVWEEZ BN 5.

(\U
/H

CQ6 Y 7/0ORRAT 7= RIIREEELDEEIC
BAHL?

WAL - 27 ukA 7 7 3 FIZEEHELOEHRO®E
RED 12 LTEETAHILE2RET 5.

HERRRE @ 2A

&84 : Tashkin 513, Y7 ukx2773I FHR (1
mg/kg/H) (ZMRRAERE 203 % £ fliik — 5 5 Mol
BT, 12 7 oM 81T 2 B E Lo H &
BYE/ENROONIZE2RELTWEY. ¥ 7 ak
A7 7 3 N5 % %1572 54 B Tld mRSS 23155+ 1.3
M5 11913 12%#E L2, 7R #5055 FT
121461455 13714 1L LD ARTH - 72,
YUk AT 7 I FEGHETE, deSSc#ET21.7+10.1
25159110 L WK E 2P RB DN TE
D, —7, 1cSSc BETIX 61£36 75 50+43 ~DZAL
Tholz. LELEDDS, 24 7 HEOFHIIZOWTOH
W TIE, deSSc (2B T mRSS Y ICIFAEAEE D
FRABD SN o7zL ENTVAE?,

—J, YZUKRRT 7 I FEHE SOV ZEFEITL Y
JEMALASLHE SN2 E ) IO I N THE
ENTwhwv, LHALeds, Y Z7uRA77 3 FA
RICBWTREGREPE LI L2 EETLE,
HHE SOV A BINT 2 DR L WAL LV EE 2
bhb.

Yo7 uARAT7 7 I NidSSc DMIFRZE DEHIZEIC
WHNLR, FEELOYGEELREINT WL, R
7 u A FOBERBIRPG-TE il L1k L CREIE
FACERELZALHEG LT IwEEZ LN,

CQ7 XbhhUFY—HMEIREBELDEEICE
2 halire

IR A P MLFY— b (MTX) 3EFMLZL
S LEMIIFRD LN TWEA, ZO45 IS
LTwhiwn,

HRE - 2D

RS - MTX x5 4 —EEHRABIEE LI 2#Hd
%. Van den Hoogen 512 X % 29 % k%12 L 72308k

T, MTX #iE (15 mg/iH, 24 38) 12X 0 BEEAL
WUET MDA S NT2H, HREEIBO SN L

ho7z (p=006)*. MTX 5 (n=19) Tid mRSS
1207 DICT AR SN72H, 75 2R %G58 (n=12)
Tl 120 LR THo72. —7F, Pope HIZX % 7361
ERHE LS AL T EEREB TR, MTX
B E (10 mg/#, 127 H) 12X - TERIZ X 54
ARG A IS L72as, BB X DA X
HEEDN L, HHELOWFHIZLAEET LD o
72", mRSS \& MTX ¢ 5-# (n=35) TiL27.7+24 2
5124 A#%I2214+2812, 7T RK#EG5H (n=36)

TIE 2742075 2632112, ThERMERLE (O
<Mﬂ.L#L&#5,Q®T_7%A4Zﬁﬁ%~
Lo TN 5L, mRSS®ZDMOIFEIZE LT
MTX BIZB W THBRYUGEDRD Siz?, Lo
T, BT, ZoAMEIREIS R TwRnWE S
DED% BV, MOERERPIR)TH S B3 LT
G EERLTD Lw. LA L, MTX Tk
BEMM A2 FRTL) A2 BHLHOT, HHIIC
720 TIRIEEDPLETH L. MTX IIASEL jﬁ‘zﬁ%
BRI 70

CQ8 fthmEiHlZFE TREE{IEDEEICHEHR
FHDHHDH ?

WRY V7 uAKRK) Y, ¥r7OYAR, ITT7x
J—VgEE7 = F )V (MMF) % RREmALIcx3 %
FEOFERFED12E LTIRET 5.

WRE: 27 0AKRY »:12C, #r1)AR:2C,
MMF : 2C, 75471 ¥ :2D

R 7 u 2 RY YWk (2 mg/kg/H) 1 14ER
WL % U3 S 872 & ) R E RGBS S
NTWaY, ZhIZENiE, mRSSIZ152+20 %5 1
FE1%I211.3+18 (p=0008) ZekskE L7z, LA L%
5, THIH—IEFETO10HT 20D N ORERTH
0, HFNTRELZZOEMEIIME LI N TS LI
WR W, Y7 BARY YHRICE > TE ) —
EATEIE S Tz & D Hied R S UL 25 AR B 1 I B9
BEVHIED DT HGIIU o TEHF ) —F
DI DOV A REENLETH L LEZOND.

Zra) a AWM CF¥ 007 meg/kg/H) 3P A%
@Bl) O+ —FHERTH b AP TRFHILOLE %
ARIZEBRENTWDEY, LA Leds, Zo#HiFic
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1d mRSS % EORKN R T —FAIRENTELT, &f
MARHTH B, T2, P27 a AR v EFRICES
) —EDFIEICDONWT T REEPLETH L EH R
5N5.

7 FF T IZ2W» T, Nadashkevich 5% ¥
suRsA773IF (2 mgkg/H, 1247 H, HvwTl
mg/kg/H, 6 7 H) E7¥F+7Y v (25 mg/kg/
H, 124 H, #WwT2 mg/kgH, 6 7 H) %4 30
Bz E- L, Y7 aXRxZA7 73 NG TIE mRSS @
WHEPBRDOONI=DIZH LT, THFF 7Y v &L
TRROOLNLE o7, §HbbY7akRAT77 I
5 L CHMMEDRD bz L i L Tw 52,

337/ —VEET7FV (MMF) 1, FEHE
BIZOWTIR52DHED D 5. Derk DA —7 2k
ek, FMo deSSce 15 B2 MMF (1,000 mg/ H &
D FAgE L 2,000 mg/ HIZHE &, WTEEZ & 3,000 mg/ H 12
W) & 127 BP0 TG L, i & 12@i5
L 72", mRSS 2247205, 6% H1I2136, REHK
THHZ 84 12K F L72. Mendoza 51, HLUICRiGHE
? SSc 25 Bl MMF % i EAsHidE & L CId ATl
AL (hyefiE 2000 mg/H), BRI X281, 182
+873 71 H1% 12 mRSS 1% 2456862 & 1452+109
NEHEIET L2 (p=0.0004)%". F 72, Stratton &
1, B SSc 13 Bl KR & Liz/3 4 uy MFJET, it
Japiile 7 a7y o $ehtk, MMF 05 g% 1 H 2 [l
HCBBL, 1g% 1 H2u¥S5 12 LT 11 5 Hgk
FelL7z. SOWHFICE > TmRSSA28+£32 2005 12 7
HBIZIZ 17230 &L EEHILOFE 2 UEI RO L
72 (p<001)®. %72, Vanthuyne 51i%, 16 HlixfL
T, MMF & 250 A{ K28V A, A57aA4 KPR
DHAEGDLRIZE 5T, REHLOAH B RWEIES
Nz eiisE L Twb*®, —7J, Nihtyanova 51, 109
Bl MMF $¢ 58 & 63 1 DAt 5y Jiil e 32 5-1F %
W L7- 5AEM OfEBM D4 A ] EHFZET, mRSS D%
LI o T2 LIBRT VDY, B, Y70 R
RY Y, #rua s, BLUMMF EAGEICHT S
PREGEBIE I 72\,

CQS UYFIYVITRKREBEEDBEICER
h?

MRS A LIS T2 BMEIIREI N TS
B, BEMOBNDS, WIS & 7 2R % [EHE12ER
Lok 3452 L aETS.

#IZE : 2B

E )Xy~ 7 RTX) 220w, R@ICH
H 3 N7z Lafyatis 512 L2 20B 205 & Lzt —7
YRBICBWTIE, REELOWHEIZRO Sk o
TmeEINTWBEY. 20k, Daoussis Hid+—7
VRBREATV, RTX 267 HER T2 7 — Vol %
ZUF 7214 BIC, mRSS 28135684 (#5-71) 2256 1
AERIZ 83T 645 NI T LY, 47 — L Ot
%52\ 72 8 BICTHG-Hi 20 & D mRSS 7% 2 SE BRI FAC
% L7 (487083 vs. 135+242, p<0.0001) &3t
HBLTWDY, [@kIC, Smith 51X 8FIZRICL
=7 R T, RTX %67 HHIE T2 7 — V5
L, mRSS %3248 +34 7205 24 J%IZ 14.3+35, 24 7
HBIZIEIBANEABIEK T L2 HMELTWDEY, £
72, Bosello 5%, 20BICRTX # 1 7 —V#&5- L, 8
BICIZ Y 24T - 72. mRSS 13F 58D 22.3+95 A
567 H#EIZ144%84 (p<0.001), 12 4 H%IZ11.2
+£75, 24 7 H#£12995+69, 36 7 A1 81+52, 48
H HHIZ98+72 (p<0.0001) &A I T LAY,
X512, EUSTAR @27V —7I12 X % 63 Bl iIh) X B
e, RTXBEWBEClEa v ba— VBEICIERT
mRSS DU HEFEHP A EICKE L (-240£52% vs
—77+43% : p=0.03), mRSS ¥ HHEEITET L
72 (266+1.4 vs 203=1.8: p=0.0001). LLE25, RTX
L OERICHENTH B 2 EDIRBEN DS,
AEZBAHEORESLH Y, HEIHHTLZ L0
FLw. &b, RTX EARGEICH T 5 RMBEIG X 2% .

CQ10 (hDEMFHRAITRBEE(LO;EEICHE
RIE®DHiHDHh ?

RS IFNo I L 22 & 2385 5.

HRE 1A

TNF JHESE, ~¥V) X~=7, IFNy, IVIG A 1%
S TR,

TNF HES 2L, YU X~7 &L, IFNy:
=L, IVIG: &L

BEEH - TNF BHESEICB LT, Lam 512X 4% SSc
18 HlD% A E 2K — MFZETIRY, =¥ AVt 7 b
%38 2 [0 25 mg F 72138 1 91 50 mg % 139 30 H H¥#%
5.1, mRSSiZ663+6.35 725 398238 IZ{KF L 72
B, HRERZEALTIE R d o 72 Denton S1&, AL
2 % deSSc 16 1 CFIgfEmMi 257 7 ) 124 >~
TJUF¥~75mg/kg 0, 2, 6, 14, 22 IG5 L
7205, mRSSIEARETH -7z CFHMHE, HERH 26,
EHHE 22). Bosello 513, SSc 4 BI2 A Y ML FH—
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FEOEH LRS54 7)) F <7 3mgkg %0, 2,
6, 14HIZH5-L, ZO®%ITY £Vt 7+ 25 mg &l
21 ¥5- L7z, mRSSIZ& 4 0PI Tt x R L72dh
(35—16, 12—7, 16—7, 8—3), AETIX%Hh >
72®. 2@ X HIZ, TNF BHERIT M ELOwHIH
MTHHLET AL THHTET Y A3 %W,

PLIL-6 ZHMPUETH S b ) XTIV T,
B2 RG2S L7z &3 B IERIHRS B X OEGIERDT
Fehid 5. Zoldh, HLCD2B Uk (NP F T
7)) BERZEoIe 54 —T ViREE (Becker Ann
Rheum Dis 2011) 3 X OEBI#HRE", Ht CD52 HLfK (7
LAY A7) P OB LIER#HRE D HE ST
5.

4 vF =70 yIZ2WTIE, Grassegger 575,
MB g e L EERRBOM RZ®MEL T
5% A vy —7x0ry100 ug DM 3 FORE TG
127 RiZhizo Tiib Nz, BRELOA B R E
B3RO SN h o7z’ FIHIBRIEA Yy —T7x2a >
YRG5 THEBERYEDTED 57z (3846 mm A5 13
~18 & H#412 4766 mm, I ¥ b o — VHTI 4018
mm 2*5 43.65 mm, p<001). —J, Black Hi%, A
YE¥—T7rzuroallonT, BHhENGELIZES
MR B WO bII g3, & LAMIKED
EALRBDO LN EFMELTBNY, HETH L
H23d 5.

17 o REEERE (IVIG) Tl 320
WEDH 5. Levy 513, 3610 deSSc 12 L, 41
T mRSS DL F &2, LT 5™, AKIFTIiE, Thn 5
D 5 B9 deSSc 12X 3 A EHFRERT, 46T mRSS 2%
KLz o#EDNDH S, 512, Nacci H13 760
SSc l2He5-L, 6 7 H#%IZ mRSS 2829283 75 21.1
46 ICABIIET L (p<0.005), PIFIER D &3 L
Tzl E LCTwa®, F7:2, Poleman b DA A X B
78 TlE, mRSS G-I D 296+72 755 6 7 %12
241%96 (n=29, p=00011), 12 # H#%I2225+10.0
(n=25, p=00001), 18 # H112206=11.8 (n=23,
p=0.0001), 24 # H112153%64 (n=15, p<0.0001)
WZACF L, 12 4 A TldMbERREO 2 > bo— v iEe
WL COABLRYWENALNZY, L Lads,
EINTIThb 727 7 2R T & 2L iR (400
mg/kg/H x5 H, ¥ —4#%5) TiE, mRSS D%
BLIXIVIGHT-33+x42TH ), 7R D -42+
46 LB L CTHEA R R o727,

CQll (AYF=JBREELORECERD ?

R - AL 3 A2 HEEH L~ TIE R
<, BERMRALICR 20 E LTdREG Lawnw %
RETS

HRE - 2A

BE A~ F =7 oA MEIZOWTIE, mRSS A
# L7z &9 BB CIE BRI e it ST B
D™= Gordon B2 & % 17 Bl F —7 ¥ RERTIZ,
24 71 H#£12 mRSS (P Uefit) A321 525 16 1K F L7z
EHEBEN TS (p=0002)*®. F 72, Khanna &%
Spiera 512X %12k 5+ —7 VR EBETDH, mRSS DK
ARG SN TV S,

—7J, Pope bIZL B 10624 L L7264 HHD
—HEEMERE (200 mg/H) 3B & O Fraticelli 512k 5%
0 WAEMGEE L7z6 Ao+ —7 2Bk (200 mg/
H) Ti, mRSSICHEBYGEIIA LN Do 7207,
S5, Prey bi2L 5 28FBl05 v ¥ AL _HEHR2
Y b= VHERERTY, [ ~¥F=7400 mg/Ho7
TR ARA6 A ARG S N7205, mRSS O ITA B A
FAONRPo72%. —J, AAEROmTIE, #iEz
FLOETIHEREPAYFZTHTHRIIEZ L A
bh7e.

CQ12 ZoftDOEATREE LDBEICERL
BHOHHBHH ?

IR . I /WA 7)) VIR EELoE#EE LT
HBLlawZ e 2iERs 5.

#RE 1A

FNS=F A, XXV FY, YVFFT4NVDORE
REAGIZRS 3 2 HEEIE 5 TR,

FG=F AN RL, REyFyy kL, YVFTTS
TN L

R LIS 5 I A 2 ) YN,
1998 4F12, 11 BlD A+ — 7 Y iRERIZB W T 4 BTk 1
FERICEB LB Lz e i & n ™. £
D% deSSe B 36 Bzt & LCTE k4 — 7~
RER TN, I 79470 YR EHRORE
WALOYFER L D- =Y 5 3 VL O ZHE MK T
B o N7 HRGEEIC BT 5 K E M botasR & 7z
B CHEAEIB O N R h o 72,
FI=ZFAMITaA N REERHRICE L THER)
THoHIEDH, SSc DEFMALDOHEHRIZH LN
CEWHHLEEZONLD, INFETICHERE G
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L7253 ShTw i,

IV FEY) YRERENETH LRy Y ORE
WAL 2 A MEICE L TIE, 2HOMEDH 5.
Kuhn 51, 10604+ —7 VifBRicBWT, Ktr ¥
Y% 125 mg/H% 4 #[, WK\\T 250 mg/HIZHEL
T 208G L72%. mRSS &, 128& 24 HOWE S
THEHRHTHARTH BRI T L7z, Giordano 5 D45
MEWFZETd, 248 E 48 HOWEE T mRSS O E 7%
KTEARBDENZT, BB, Rty VIIARED K
REALIZ X3 2 PREBRBIE 1 72 .

PDES FHEH D V75 7 4 WIZE L Tid, mRSS
PT L7 &3 2 EBERALNEY. B, VIV
T 7 A WIIAIENIH T B PRERE IS 13 7% .

CQ13 EMEpMMETEHE RS L DA RICE M
m?

HEZRDL - B REALICH T2 H DR E N TV S
B, BEEOBIE?S, Bt & % AR % HEEIER
LTI S EZIRET 5.

HIRE : 2A

FRER © 1990 4E4R & b FAE D SScHERNII 3T L Tk Mg
HMIRBRBAELC X BB ORAI TN TS, IO
IRHERICBWTIE, REBILOFBELRWHE ;RO LN
b0, BRGZBHMBEELESHEL 2772 20
72, ENLME, HRMEL LA LT, NEEH
DFIRE 70 b I—VOBED» TN TE 72 [l
HITBRERELC X 2 B2 LU b iy S Tn 525,
WAE X HOBRMBREA2S EIfThbhTBY), IhET
V25 TL AR & 58 T AABR DA RS2 e 1 oF
OWHEINT VD,

5 T AREER (ASSIST) ™1, ‘B IR B Cak i
HBRE S 7 a kA7 7 I SV AHED T v 7
2bA =T VBB TH ), Tl AN
dcSSc, 60 A, mRSS15 Pl LA OlEarEED ),
% 7213 mRSS14 L2 d 0, E BRI %
VC<45%, LVEF<40%, fEBEMELRED D, MG
Cre ffi 177 mmol/I DL.E, 6 ML EDT 7 VAR T 7 3
B2V ZAFHE OB, 445 ) RyWimlii <, 19 41
PRAANSGNT:, GCSF B 7ukx773IF
BHICX@mifaEsEEL, Y 7uakA 77 I FEH
N 7 v 7)) 2 X B RARETALE 0%, EBHlla
W2 AT o 72, HANIEMIZRIIE Y AT 5721061
13 mRSS %28 (Fh#ERT) A5 156 (14Ef%) 12 L7z
A5, 2 ba— VO IFITIZL6 205 22 1AL L 7=,

Iy b= VO HEALR TN 1 AERICEHT
BARECHE D sh, 27206 15 (14E%) 1dGh
L7z, WM EE 41K T, mRSS ZiAHERTO 29 2
5127 AIC15, 24 5 ABIC 121K L7z JEEH
T h o7

85 111 AH#ER (ASTIS)™iE, I—u v 8 hF5o
428 Mgk lC X A IBFEMAo T ha—- vtk AHC
EMEERE > 7 a k27 7 3 B2V 28 (H
1, 41227 =) ©F ¥ F rlbFt—7 it
T, 156 BIAHLA AN SH7z. mRSS OZ&fbiE, il
NaRERET 199, 2> PO — VBT -88 L AN
A N7z (p<0.001). EHMBHEIZBIT S 1FEDHN
OIEFEBHIEIL 79 Bk 8 FITH - 7.

Pilko X 91z, BCHE MMl AIL R 8 Lo
BICHMATH 205, BHEHELD) R bH 5720,
WIS & 7 HAERI ZEEIGERIRT 2 L8 D L. T 72,
B TIE, REBtoAZ Y =7y MZLTIT)
LI REVOBEI SRS NV, &b, Rib#
VEAE V39 B PRBE I 1 72

CQ14 FEHEEEREEED;aEICHERL ?

WA RISRIMERE I R L oS AT
HLGEHY, 179 T RET 5.

H2ERE : 2C

FRER © SSc D KA % AL & LT,
PANEENRE LEMETH LD, HldVILr+
UVA (PUVA), i Tix UVAL o FHEOHREIH
5.

PUVA &, Morita 5™ 34 PUVA O %) L 72 1
B, Kanekura 5™ (&4 H PUVA © £ %) L 72 3 41,
Hofer 5™ 12k PUVA OZR) L7z 4 Bl% 22
HLTw5.

UVA-11%, Morita 5% 4 #l%xf 51248 H 60 J/cm2
MRS L, 9~29 MO MRS CTaplc i E ik, BRI E)
WoORBEPRO LN EHME LTS, von Kob-
vletzki 5%, 8 Bl%& k412, FHEMALISH LT, 30]/
cm2 % 8 MM 4 |, DT 6 EEHE 3 B FEr50 b
Mg (A5F 1500 J/ecm2) Z47vy, 1 B CRE DL,
THICEW L UGE % D, TIEE A 3 7321555 16.0
WIEFLZZ™. F£72, Kreuter 5 b 18 Hlo FR1{L %
von Kobyletzki & & A#fD 71 3 — )V TiHHL, 16
BTz R REAL S L, 389 25% DA 3 7 O &
A7z (p<0.0001)™. —7J5, Draand 5%, 9 6% %t
0, MEWNEEME Lz, BIEALT Y bu—)LR
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Bradio7ohs, AELRZEZHEDON Lol by L
TWwa™ L Lads, TUMER-RE LD TS

LT, SHABBCTOMEPLELEZ 5N5.
PLED X912, SSclaBUF %I 722+
HBIEFYANDHDHEFVRARVY, EEOAMNED
WGy, EEZEIEHIIROONRNI LR,
FRICUVAL BEIER 2 RATIToTh ke Ex
bMb. 72721, RIEHHIEE L O IR EERED
VAZIZOWTHEET AUEND L.
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DOHEZETIL, SScILD I2x L THEAEMICRE L 2275

CYCOffHl# ZET & LS Tw b, SSc-
ILD (254 5 CYCHED X ¥ fifkr T3, CYCIZFVC
KT AEHEHIET 2300, ZORBIEEEN D
FBE L 20 Z2ofE R, £ OB TR RE IR
WARTF 9%, 72, CYC IS, MmERBAD 7% &0
EHEENL Y, BB, g e &
BUHEROV A ZED L. ZO7D, VAT -4
T4y MZEDW TR TIE CYC KO 1 FEH o
PR AER (QALY) A EICEE L 2w,
CYC DWE#HARTM O L LT HRCT Lot
Hi i, v mRSS, v dyspnea index, {&##HI O FVC
BEREACT (60~80%), M5 —RR b &S KR EE B A 3%
F 5T B0 7935 CYC I
ILD #ATHA TS (CQ2 xE&M), 2D RilDFF
AL THMESIGETE 208N E 5. 72721,
Bl atiiot3 2 8e5 0 TEDNOMMEED L
IR G- 36 g N TR L', ZO%IdMRi:
L LT AZ % EDRAEED Lo g S 31 2
49535 BOEDOFPRENLET Y AE2HT 575,
IVCY 1X CYC ##5-RZ2 WS 3 2 & TRE T mw
R385

CQ4 7YFFTUVIEFHERAN?

IR : SSc-ILD I2xf L T CYC il # % offERptid: &
LTHHTAZ L Z2RET LD, 77—AMTFA L
LCHMTHH LW L2 RET S,

HAEE : 2C
RS 0 CYC & o) & LEGAERIC BT, AZ (25
mg/kg) #3188 # H#%IZFVC, DLCO & 12 10% 2L
FEFLAZZERSY, SScILD 13947 7 — X b
T4 VIRHE LTAZIFER SR, 2721, CYC
HRBEOMFRLELE LTHWS ZETFVCIKT 2
1E L 72 Rk 2SI B R A 2 ok — 77 2 3B TR &
nTws,

CQ5 =J7zx/—IVEEIzFIVEERAHL?

HEIRIL C SScILD ICK LTI a7 /= VBEET =
F (MMF) % CYC OfUE#EL LTHATAZ L
ZRET S.

HEERE : 2C

fEEH CYCORIEDREN TH 5 HHO—D %4
WO ORGP TELRVWI ENBITONS.
ZIT, V=T ABREETCYC LA
£ HUREN TV A MMF @ SSc-ILD 12515 % FH 1
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EARET SN T WD, BB 2 Vi34 —7 VRERT
MMF (2~3 g) 12 & % FVC Ot L B2 atkn
IRENTWEP M ZhF T T RO IR
otk v, 2282 5 BHOF —7 VBT
b FVCORTIEA %K, ZEMI RV E29REh
TWa™, —J, MMF AT a4 K23V A#EE
1 56 [l ) R iEE 2 MG bE o — 7 v Rk
TIX FVC & DLCO D& st T 2. MMF
TiHHE L7z 10 B & 5l & — 3 S 272 CYC iBHIE
10 Bl 2 4[5 O Jh FE k8 % LR L 7248 B 5 IR AF 78 ©
X, FVC ORI A > 7245, MMF #ToO &
HRCT R 37 OEALDIA S N7z, MMF ORH % M
L7z 5 DOEEIEGE, OEODHIME+—7 VK
Ero 2 & fig#rcix, & 69 Bl MMF #5-61 (62% (&
CYC ZHul & LMo eI S onitk 550 ) T
FVC, DLCO & 1212 7 HAHBELRZLIEA L%
Mofens, ERSENT 2 EELAERLIPE SN
TWhW®? MMF %t 7e7 4 =L TCYC LD
BERTWLbDD, R T CYC &S TREICR
D2 RCHET ATy RABIRTR W, B, b
KT CYC R L MMF D% it — 5 5 I el B AT
HEATHRTH D I Lh D, ZOMENFELND. B,
MMF & SSc (25 LU CPEBRE I 1% 72

CQ6 AIy=—a—YUVEEZRIERH?

HEIRIL : SSCILD ISK LTH 7 a ) AR, Y7 HR
RNV VBT 7 —AMNTA VIRBERELTHEHLZWS
LERRETS.

#EEE : 2D

R SSclc LTy ra) A X, YraAERY v
BRHH L2 — 23 — X0 EZH 5079 K f§
LR BRI T 2SI AL THE. Y71
ARY ¥ EEL L2BERR IS ILD OB REMITZE
Tld, SScILD4 o5 % 1 FIAFEL, 1 Blh—#Etko
A, FRY O 2 BHUIHEITAAR BN o 72 T &5t
ENTWAEY, 727201, Iy =a—1) VRHERITE
7)) —XRFEHETHURESEHR I TEB ),
deSSc Fl 7 &2 ) — B0 E) A 7 BT
FARXTHAH., FRIEICHETLIHEICZ LW &0
5, YAZ - X274 v OELED S SSc-ILD 12359
577 —AMIA4 ViEHEE L ToOfARMERESRE
WV, Fr7aY LA, Y TAKRY EBIZSSc IR L
THRBRE I I 72 .

CQ7 BIBREXRTOA RIEBEAD?

2RI SSc-ILD (24 LT CYC 2 MMF 7% & D%
PRI ISP ERDT 20§25 2 & 2IR_RET 525
NIVAFEZGLATEAL FEEMTERBL RN &
TIRET 5.

HRE @ 2D

MRS - BIER 3R — MFZE TR SOV AL R SO 7
KEATO A FHEIMTEFVCIK T 2MEITE b o7z
T EAREINTWEY. —J, SScILD71 Bl % xt 4 &
L7zJE IR A TIE, 73 30 mg @ PSL HLARAHE
T SIS G & 45  FVC AR T 9Pl R R 23
HESNTWBE™, FVC MU 2 39E 4 SN O
B deSSc TIREZ ) —ED) A7 D Emn i s, &
7)) —E¥D) A7 % EiF AR (15 mg) LEDA
THA FEGIZ) X7 -RAT 40 N OB O HESR
BNV, 72720, =T VR THEREDTO
04 F (PSL#& 25 mgbhTF) 2HT 2L T
CYC DAEH % B3 2 W REME DS S LT 291,
CYC % MMF 7 EuyZifilskic 2 7 a4 7oy A%
FEEMAGDLETFVC OUER LB E R LA —
TR L B BV 25w RO 2
WE—TFURBTH LI LS, AT OA NHgEE:
ORRICHT HEHININETH 2. b, AT70AF
7V AFRPENZ SSe IS U CARBGBIG (& 72 .

CQ8 IV IRtUVZBHFEREIERED?

HEZZIL 0 SSc-ILD IZx§ B ipHE LTEHRE Y ¥ &,
YTV, TUTURVY VR LW L E
RET5.

HRE @ 2B

RS Rt v VI ILEARE O 72 W SSc-ILD % %
Bl L7k 77 R B EERILEKRABET
FVC KT R REAL 2 #0132 R KD v 2 & AUR
ENTWDY, F7z, CYCHEHEROEITHI LA
BB 5 CYC OMEHSHEE 2B 255 & L7z
Hliik+ — 7 v REBTd FVC KT 233, Mk
DT % A9 5 historical control (ZxF9 2 A M
EIRTZENTERPSLY, =705y, TVT
V& r ¥ @D SScILD x4 & L7z FIRRER O Hids 1 &
R\, WA & IR RARE 2 R L L%
M%7 7 & AR I EE RGBT 7 T R
LCFVCIRT, ZMEE RT3 28058 135%
FEE N TWRWS 7o) b v s 2O,
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Ty Ty YOS E LA#EITH (FVCIKT,
IR S RE R & 2 ABE - B1) 2SHEET2EMICH =
%0572 ZOFRERE 2T, MEENZOE
HFEERG & o TWD. FEFSTEMSAERE & SSc-
ILD O¥HREIEF — TR WA, SSc-ILD Ok % Bk
SR LNHENEDSBETE Rz, BRI
FEX AT DA ICEEAEGICEDE) A7 EXA
74y bMeER L ETRGONREZEEIHETT S
ZEDNREF LW, B, Ay y, VT UY Y,
7 Y7k v IESScILD R L TR I 2 .

CQ9 A~<F=JIFEAN?

R CYCAIR D L RARME 2 OHG TE LW
SSc-ILD 12k} L CARA ~F = 7O 2 #BIRP o —
DL LTI_RET 5.

HEIRE © 2C

f&5H : TGF-B/PDGF ¥ 7 F VHEFE M2 H>F 0
VR F—EHEREA ~F =T D SSc ~NORHEAWIRE
XN, deSSc FMGRE Lz — 7 VB FEfish
Z0 5 H 2 3BT SSc-ILD (2B 3 % FHiliA T b i 7=,
4 <F =7 (400~600 mg) % 14EMF%5 L7 Spiera
512 & 25 TIX, deSSc 30 B 6 B 2SRIVEH THL%
L7278, 30 OfEfid 1 M oG5 2 5%& L, FVC 23
64%E LY. 72721, FVC g mE - ILD @
ZWHITEDVHETH 72205, WML
Ot A& SO L 722 W R S HE R S T %, Khanna 5
DL TIE SScILD20 xR & LT, ZDHH 74l
PEIEHCTlEL, FVCWFEIT1T4% 12 EF 5
72 WINORERNT H IHLEHER, KM YEEE LR &
BIWEH LB EoBITA LN, FEFHRZIZL HH%
Blb% <, DAMIREE ko7, SSc #xHE L7z
ARFZTDE5D20F =T VROV ¥ 2 —TlL, #
RIZKRERESDEDDH Y, REHIC L W EENE
NEOBEREEZLZEINTWE™, 22T, AHEME2%
JEL7oA ~F = 74wy (200 mg) A55AE, 614
Dy —AY)—=ATIXILD #F L7z 28I TFVCIKTF
EALNT, BIER D A7 L 24E100E 2 BRI G-250]
BETHo7zZ LAHMESNTVE™, X512, CYCH
A2 b 53 ILD 5T L7 26 FlICx L TA =
F=T7HERYS (200 mg) ORREEMGET 24 -7~
RERSER SN, 67 HHRIZFVC 28 15% U B3 L
7o EBNE 15%, FVC15% LA BT L 22 AL 61 28
27%, ANEFIHI58% T -7z, F72, SSc-ILD5 I
WL TA < F =7 200 mg & IVCY O DT

b, BEMEEED» 72 FVCWELALNIZDIL
DIFP1IBTH- 722 EFEHEINTVEY, < F
=703 SSc-ILD D AT % Wil 3 2 W EeMEIZH 525, 2
NETT T R7% ExFHRE% 308 L 72 IBGEER 0 F i
ENTEST, FRICHT LEHMIEHEETH 5. SSc-
ILD 12K L CGlEEHED A < F = 7 IZARED i S
RSN, PEEG TORFEERE L, CYCIZ
W BANIEF72ERRAT LB TEELTD L Wik
WELEEZOND., B, A¥F=71ESSciZx LT
PRBGTE IS 1 72 .

CQ10 &EPMZEMHA (TNFRREE, 7N\t 7
b, FYUXTT) FERADL?

HESEIL 0 SSc-ILD 124 LC TNF [, 735 &
T, VAR TOEREEHL TR
WRE : 2L

&SR © SSc DR FE AL B - WAL I L C B
VR FICHIRE R AT B WA (7 ) F
<7, TYARNVET N, TS, bTYRATT)
BRG UBEME, 4 — 7 RBIME SR TWw
B3, IREEEEC FVC 2 & - Mitkne oA B a2t
RS ST R W™ g FlH&5 Tk, CYC,
MMF, MTX, A70A4 N EOHRHFICLEFETLTT
NZ YT N EPEL L7z deSSc TFVC R HRCT Fr i o
YEDTRENT VB, Fiz2, P YA TEREEE
72 dcSSc THiitkARE=X> HRCT Hr DAL %2 2o 72
ZELHHFEINTWBE™, 22721, BUKTIX SSc-ILD
WX B A HTEIC B 5 Rl N 2R 720, TS
HIOMH &% 2 WAL % <, SSc 2k L THRF#
bz,

CQ11l UYFIITEHEADL?

W CYCAILD L RAEREE»HHETE W
SSCILD IZx LTI YRy~ T2MIHT 5 2 & 2%
T5.

#EERE @ 2C

FEE © SSc IR BT 5 B Ao mEE, HFiC
AW S ORHLEEA OB A 5 ILD I2x 3 % Bl
BRZEEDHET S Tw 5™, CYC AIGBBILZ 0t LTl
W& E t, BEOYEIEARETRINLTY
B0 B deSSe A xfg & LY v F =7 1,000
mg % 2 AN 2 M55 54 — 7 VBT
#% 14 FVC, DLCO DX T % 780D %2 22 o 7219180,
CYC R SSc-ILDY iz s & Lz v ¥ =7
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1,000 mg % 2 B 2 bG35 4 —7 Y HERT D
14E#I2 FVC, DLCO 25#ER 8 72, SSc-ILD (Z*}
A0 & IEGRBAER S TV, ZoRET
V&, BRI BRI 2B, VYR Y THES
BTl 375 mg/m3 % 1 A4 Mm% 17—k L
T2 AMIbEZE ST T2 7 — VIR L, xR 6 BT
R RE (CYC, MMF, & 2504 FiE) %
Medse L7z, 1AERONBERERT T, Vv F <7k
TFVC#75%, DLCO A39.75% 3% L7=DIZ5t L,
XHERETIE FVC %4.3%, DLCO %352% AL L 7-.
VYF I THIMIZIHIC6IABEIZY YRV
ThR27—=IVBIMLT2HEHTTHEL, BIHICH
NXTFVC2%9%, DLCO H3109%s L 72", Th¥
TOMEBITIRBRGIEE SO BEE LA ERRILED
DT % BAEMIERE V. EULAR 7— % X— 25
gk TDV Y= T & AL 72T,
FVC70% FKiii D 9 Bl TP G- 4~12 7 H#IZ FVC I
ZAL e hr o 72H (606 +24%55 61.3+41%), DLCO
EREOLEZ RO (411£28 % 2 5 448=*
27%)™. WRNTE2 RS E T 5 &,
)Y F T TFVCE T 25AZICHIH S Twi.
B R T 7' 7 £ RO ~ HEMILEGERIZERE S 1
TRV, CYCAHRBITER L TH Lwinike#
AONB. B, VY F IV T7IESSc lIh L THERH
I ES A%

CQl2 EILTxz=RVEERANL?

W CYCAIED L RAREMLOHGTE R W
SScILD 1S3 3 2 IR H—2 & LTENV T == F ¥
MWD EZRET .

#EEE : 2D

BEER ¢ BV 7 = = N AR IR RE C
R i B B AN 0 PR R AT S TV % 25, SSe-
ILD TO#HE X E O TH %\, SScILDS #liZ v
7= FY600 mg G Lizr—R¥ 1) =X T,
Ba SN T ZZHILEHEIRIC O W TIZE B T AR
TS <, 2T VC OWEPRONI T LAIVREN
TWwaY, BlETHHAMEZHMETE 57200 T
YA RWA, CYCAIRD L ZEEE»DI5TE
WV SScILDIZHF L CRATH T Wil £z oh
%. BUE, JLKRTSScILD 234 & L4 ik 77 &
RN HERIEBGRBASE TR TH D e, &
DRERDF2NDE. %B, ¥V 7x= Fid SScILD
VRF L CPR BRI 1 7 .

CQ13 BckHEMEMmEFHRZETER ?

H#ERIT - CYCHEPLMED SSc-ILD 1243 % 3R > —
& L CHOUKRMIME MBI IRET 225 B
R B HESEATEE & 1) 153 % 72 D P (280 % 3R T 2 2
B 5.

HRE : 2A

B A T ERARYS PR S S HE SSc l2xhd A
FEIMBMBRHARA SN TWD. I F THRAER
DOFEIRE 70 b I VOREATbNR, BlRLATOE
70 WL S REAL 25 HEAT 3 % H ] deSSe,  #HP:B ik
fEsEH ST 5 ILD (FVC70% &) & SNhTwab.
AT X AR AR BEREAE CIE 72 <, H CAHH 2 i
BB BRI R > T 5D, 78 b a—vidii
BICX TR L. BT 2MI081X CYCH G- & G-CSF
[N 0111 S /= e 0 1125711 o 1 e 5
fa % CD34 Fpthfii & LCllls 275, T Mgk
PERBIMT 5270 ba— L EBMLEWTO N a2—)b
Wb, Tl aryFa4ya=rrZHRECYC
F o3P RE T 7)) 2 PR T A A R FERE Y
(non-myeloablative) &z 781 Fa— &, KiECYC I
L E RIS R 7 A0V 7 7 v B BRI B Bl
(myeloablative) 7 79 b2 — V2% 5. EMBT/
EULAR 78Huls & 72 o TR THIMINCAT - 7258 /1T H
BRI, B deSSc 12z T leSSe T b #ATPED ILD
RS MERE 2 A3 % 41 Bl fAAN TV 2™, Bl
12 69% TR AL DF W 22t (mRSS 2325% UL L
i) BESNZD, VCA15% L EtsE L 726
16%, 15% DL EAL L 726101 24%, AZBIHY68% T
otz 72720, BRPEMEIEA 17% & SRIZA LN
7. S5 2560 % N2 T RHEAT L 728k < b Mtk
REDUWERN FNI A DN o 7285, SEBIRIRZ FiAg 12
L7222 & CTRABIMAGIL 8.7% 24 L 72", KT
i S 7z A — 7 iRBE T 34 Bl & FLA A, [RIARICRE
LIRS 2R3 S N7z, FVCIE 2.11%803%
L72dD®D DLCO X 60%MET LY. 7272L, 2o
RERICBU 2 BAEEEIEIE 23%IE L. 2 H i
F—7 ViR E L CTEM I NI 720 B 7% <,
ILD #EAT QIR R 2 5§ 5 & L IZHEETH - 72,
51 & ft & R EN T BEIERIENY 22 AR I H O3 iR
FAHRE L IVCY BEOMENES 4 — 7 v BGABR AT Jti <
N7 12 7 A O FVC OZALIZBAIRE (106]) T
15%83%, IVCY #f (9#1) TI%BKT Ltal#lis
HAEZRD, WEHD 80% THAME 2 4E T TRYEAWE
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FeL7Z, —J, WM& 7 ) & CTHEiE S - K E S
SIS L IVCY (1 REH120) 2T %
Ty 2MbE =7 VRERTIE 156 Bl & X D% < DREBI
ARLAANS N, LD L I sAEE v F
KAV METRE, 1TERIBREETA XY MHZ W0
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WlE L, TAET THEIRL2E 2 ARKE CREFENIC
HRI\A otz 2450 FVC OZALIZBALR T
6.3% Dk, IVCY BT 28% DIKT T, Z DI
FHICHEETH - 72, BAREIC BT 2 160 B X
10%ICH BN, BIGER OAER EOEELRHERL
bHEIIE o7z, —, R 2RCEBHIED
1%ICHRTIVCY BETIZ25% L 0o/, ThbHh
AR © F O I R R RS X 0 BilidsE o
AT SN D & EAURENT225, 5~10% TR
HAEASA 5D 720G & 7 B e % [HE RN 5
VENRD L. BB, REFHEL SSc 123t L TIRBUER
7w,
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ST SScILD Tl 71 b K v FIERDMH
ERETS.
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FEWE (GERD) OHBIED R <, AEFERERF
Mi%47 9 & EEEE F COFERATEHEICAONS 2
EDTRENTWSY, F72, HRCT Lo/hEFLED
MRAEILIT S, B AL 00 AL ARALIER CHEIEVE E O Tk A
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O by R Y FHEREHILD EAT 2 WE S 5 &
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Hhb 53 SScILD &7 u b v Ry FRHESEZ
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14. Z2BHA RS54 DlE
IDERZE

CQ1l Z=HMHERECH T D DiEDILRES D
SAREIL ?

PRI ¢ PLARRE L SSc IS A PET A DIEIRE L LT
RO HENE L, #20%D SSc BFIZAD L7280, A
I ==y TR T ERHERT S,

HRE - 1C

&SR Goote 1%, 570 AD SSc BHEN S 7B T T
YADAK— b, EERWEEE (E/AS] ROL
S A MR ERER (DcT) >240 ms), d L {134k
RAESMAMER (E/A>2, 3 LLIZE/A>L 22D
DcT=140 ms) |2 & V3% L 7R E % 17.7% 1272
D722 L EHRELTWDY, F72, Hincheliff 5 1% 153
%0 SSc BEDLTI—%FH LIzL 25, [HEED
AR REE () <10 em/s (55 ARIMOHR), e <
9 cm/s (55~65DHEHE), e <8 cm/s (65 %% iz
BEA) 1 XD R L SRR 23% 12022
EERHELTVDE®, —J;, Meune 5% 100 % ® SSc
BEOWH 21T\, JREEZ ¢ <10 cm/s L EFHEL
7B ZOREL 30%E LTS, LaL, 20
WG ORNEEEFEOFIERIEA 4R THD Z Lh
5, WREZAOHRIZIZHRUALOTL L& TN,
Meune 5 DO EFH L 72 EZ A 2 EHO—IX
Hinchcliff & DR EDEFREMWZS RV EEZ D
5. FAETIE, WIREEEOFHIELE LT, wifafy
WHAFT 5 E/A XD SR L 2w E/e O
IFELWE SN, E/e >15 2 IRMEL EH/THI L
N TH5. Lee &, SSc BEHIZBWTH E/A
X0 Ee OlBIREELSBICKMT L%
WMETHELE LI, E/e >15 TEF L7 SSc BHICH
B IREEEOBEZ 171% (6/35) LHiE L Tw
5% ZOXHE, WREEZ ED L) ITERT SN
WICX ) ZOBBEITET AL LM, SSc BE DK 20% 12
MR EZ RO DL EEZ LN,

CQ2 ZofticEHMEREICH S DIEREIC
FEDKSEHDHHDH ?

HEIRIC : SSc 2 G PR3 2 LB 12 I3 ER R A,
Wake s, EEIRAE, (ZERE, OIMEE, FEUE
CREIRS, MIES) 2B Y, TOMEEITI T

ZHERET B

#AEE - 1C

BRER © SSc ISADET 2 LB ZS | IZIRaR R E A,
R, EBEIRE S, (REREE, OHMER, FRE
(KBRS, BIEF) R EVDHY, ZOEIHEIZOF
ABZ AL 4 By PR s B e (diffuse cutaneous SSc :
dcSSc) T 10~32%, BRJS 5z J& Al At B 4 B Pk 5 B2 e
(limited cutaneous SSc : 1cSSc) T 12~23% & ST
W, BEEROZVH OB EDONIIET LA LORE
BINHEHET HEDESDNL DERPIEF TH-TDH,
13EAEDEFMTYE AND LML Z D 5. i
TI5LIEAEEETHZE0H DA, IUHRESIE
WHEEOATHoTH, ZLOYGEIWREEZED S
(CQLZM). F7, EHREEDEHEDLH L, Ung
prasert 52T o 72 X ¥ EHFIC L hE, SSc BEITBIT
B A BERIT AR & A b o R0 1.82 512
%5720, WEhErHEHREED L 5E- 72
B LB B BRI ENIR CT 7 & okid % Z &
5. 6\, B, BEAEHOMMELICZED,
A%, PEE7ay 7, LEMS), R=- Ok
WANIGHE, LM, OEBI R Ok A AR
HERDSNDL™. 40% LL EOSEFN LB TR % 70
72 OWmED D LD, % OWEHRRMIIEREE X
75 %\ SSe B D 18 % (2 R BEYIR 7 B S 4
(AR) %, 48% MRS MISHA4E (MR) Z @7z
LOMED D DD, £ IIBIETH ™. FEiki & AHH
W DHEEINTWED, SSc BHIZB VT AR LU'MR
D% VERIZ 55225 T e,

CQ3 =EHMREICH S DERE O MEFH
BiRIEHDH ?

IR LR ED R 7 ) — = v 7 ROEE B REAG
B L i, M~ —%5—oBNP % 7213 NT-
proBNP Ol EZ %S 5.

HRE - 2C

8 © BNP & O NT-proBNP (& SSc-PAH & ICHB
WCEOEFEFEICHIE L CEA$ 5720, HisiEiE
(PH) oI~ — A —& LTEHETH LA, PHR
% THM B 2DLFHEERHNE EAT 5720, A
CLBBHRZERDOME A~ — A — L LTEHETD
%. Ivanovic 51, 50 A® SSc B# % iz A bE7z
HHRTE & L L7z & 2 A, BNP 32 SRR E O Pl
WY& hbZeiMELTWE™, F72, Allanoe 5
A9 AN SSc BEAIZOVTHE L7222 A, AZED
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ORI W IEEE - SRR B - IR A NI A v

M9 DEREDZE?ILTUXL

| EEIRZU—Z2 7 LG BRI (R BN, BB, TT5<0A) OHE |

can3 |

DER, BEREHXE, BNPELLENT-pro BNP, DB E RRE |

cQ2 CQ2 cQ1, cQ2 cQ2
FEIR pE | |WREE EEE, | | DR
BFTHEEHEE,
v IDERABR R
AN A—DER Qs
BEREEFNRE | W - s
DA OF T TT74—
ca IDEMRI, BEIRESS
€Qs, COs,
! { ca7 {
A BARE IDTEAE || CalEinZE, ACEFAEE, ATEAR
hT—TNT7IL—ay || FEHRM ARB, pFOvh—, FIFRA
R—ZA—H— TEILIRE, 22 AR B
Rz AT, TEENAR, N A 7 SR AT
% 10 Clinical Question D& &8
Clinical Question HEEE HEEEN
. g2 JEB=(4 SSc [CAH T ALFRES LTRBEENS
Cal £5UBLIFICSD S DRMOILEE 1c < 20% 0 550 BB BB Itd, 2D~ %

EDREL?

IO LE=EHETD.

CQ2 ZOMICRHIEREEICH S DI G
BICFEEDE S BBDHBHN ?

SSc (AT DOEIRZECIFIREE DM, INMEES, &
BT, MRS, DHER, RIRE (KBRS, 1B1857)
BEDHD, TORRETO CEZHETD.

CQ3 2EMBRIEICH S DEAZOMS c
SHiERED oD ?

DEBEEDRA I U ——VIROBAEEFMICKRLTE, M
;‘?Z‘-E’\J?—ﬁ—@ BNP &7zl NT-proBNP QRIE Z 1%

CQ4 =HMBEEICH D DEREZRD

SSc [ D DMERZ DR C D MRI RODEH Y > F

gggg?*ﬁﬁ‘i'w@*5“5@ 2C DS T 48175 EFRET B,

CQ5 2 BMBEEICLES DREBZEC Ca . Ca FEHZE(E SSe (TS DIRRZECH T DB D—D &
EAESERD ? UTRET 5.

CQB 2 SHRRREICEES DERZEIC ACE oc ACE BRZE: ARB (% SSC IC£E S DIFRZ(CH T =R
BR=s> ARB [ZBED ? BO—Do& LTIRET 5.

CQ7 ZOMICLSHBETIEICES DI oC SSC (TS DR IS BATAREES <, RERSIC

Z(CERFEaRAEDDD ?

INUTOERZE(TD CEZRET D,

IDHERICH T D
704 Rg5=2D
ZDMDIDERZE(CKH T B
FRHEEE=1EL

CQ8 =HMBIEICH D DEMREICRE
MHEAEERD ?

SSc [CHSIDABERICH U TIFRATOA FORSZERET
®. SSc [CHD ZDMDIDEIRZ CH T S REINGIEAD
BRAEIRASDHTIEEL.

LLRAEOIHEREEZ L TWLEHETIE, ALT
WARWEEIZH L THEIC NT-proBNP 255 TH -
S 2 EEBRELTBY, 125 pg/mL &y AT ET
% LIKEE92%, FRREET1% TR EE Pl TE S L
LCTw2™  F72, BNPIELH MBI FAE O FHIlK 112
%5 LDOMEDDH L.

CQ4 =HMEREICHDS DEREZRET D
cHDRBEICIEEDLSEHDHHDH ?

HEZEIL : SSc I D LR 22 DRI L 1Ll MRT
WY ¥ F 7774 %179 2L RET 5.
HRE @ 2C
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BRER ¢ D ORRAEAL & BP9 5 12 2 72 o TUZDE
MRIPEHTH 5. BIEEE MRIIZ XD SSc HEHD
#) 2/3 10 ORMEAL & RO 72 & DG D 5.
F7-, BMIM (15420 1) Raynoud 3L % 78 % iEfsl
3 ERMAL OSSR E VW E L DN B, HEE H
BB TIOEBIR O SRR — B L 7 WO O FER D
FRHEAL, DR DIEFEASHLEICFRD S, i P
THUNEBIIRONEIEIE 2 380 5 Z & 205, i
Bt (cardiac Raynaud's phenomenon) A% Ak
LICBG LTwad eEZLNTWS. F72, SSc B#H
TIE, EEIREE THERZEZ RO WA TH O
ME> > F277 74 —THEBRETZHEDIYLEDH
DY v F T T T 4 — SRR E ORI AH
Td 5. Papagoras 5 i, MESEIR D SSc B HEH D 60 %
(21/35) IZBWCTHMOIIE Y ¥ F 275 7 4 — Tl
MR T 2RO E2WELTBY™, SSciz X b0
bR EORMIBINCAH &% 2 5 b, MRI RO
MYy F 7774 —DEMTELHHIFRONTNS
A, WHERMERRIC BV TG T4 2 L RIRET 5.

CQ5 =HMERECH S DIRZEIC Ca 5
EBEAN?

AR © Ca FHEPLIRIL SSc 12k 9 DR Z 3§ %
B D—o L LTRET 5.

HEBRRE : 2C

f&&% © Allanore 51X, EULAR Scleroderma Trial
and Research group D7 — 7 NX— A9 5 129 ADFE
SR (LVEF) KT L7z (<55%) SSc ¥ & 256
AN® LVEF OIEH 7% SSc BFOWREZLB LA L 2
%, Ca Pt 0P 513 LVEF fREF ML L 72 Tl A
Tebl baRELTBY™, Cafpidid SSc iz
P ORI L CHHTH 2 Wi H 5. 20
W Tl CaPiEE B IC OV Cidfilh S hCn e
W23, Vignaux 5 1d/0AN IR R il i MLEAE O 72\ 18
ADSSc BEFITHLTMUHM=7 = V¥ V&5 %47
W, ZORiIHTMRI LT I —Tili 2 f7o7- & &
2, R ODEREASA B YGEE L2 2 &
LCTw3* F72, Kahan 5%, 20 A® SSc H#&IZ=
ANVTE Y40 mg BRI THERYS LEZ A,
LVEF A RICHML 722 L2 LTwa™,

CQ6 =Z=HMBRAEICH S DERZEIC ACEFBE
Z ARB IFERAD ?

HEIZIC : ACE BHEZER ARB 1& SSc (2fF 9 DBk 2

R B BINEDO—D L LTRET 5.

HAZE @ 2C

&S : Kahan 513, 12 A® SSc BFZ 2 LTH 7 b
TOVNKEETol A, FVILLHGY Y F7 5
DB BMAERLFE L2 E2HRELTWDLE®, &
7z, Lee 51X 35 AD SSc B#HED 5 B, ACE HEIED
L<LIE ARB# G %2 IF izl (12 N) OFD,
ZF TV RWER 23N) L) bAEICHRETR
Mol eHE LTS, 72721, ACE BHEZEIZ
B —X¥ORIERICHKG LTLTFHRIRIEEL
T, BICREROEGFHREELIEL I LAREN
Twb. 07, SSc BFITHT % ACE HEED
B IFEEICHFTLRETH .

CQ7 Zoftlc2HMREAEICH S DIRZEIC
BRGEEEESHDD ?

HEZEIL ¢ SSc (2HE ) MBI R Y R iR R SR 1 2
<, BRBEBIIS CEHREIT) S ERIRET 5.
H2ERE : 2C

FAEER 0 SSc I1ZHE D LR 2 | RE SR I 2 IR I3 2
728, JHERBBIIN C72EHRE2AT) ORI E 2 5.
HARMIZIE, DA SIS L CTIE ACE & L < IZ ARB,
KO B 7ayh—$5%, wElRE B LTt
BREER G, RORLEIIB L TAH T —T ViEED LI
EENIR S A X2 %, AEENRIZH L CTIEPIA IR EE,
HT =TT TL—=2a b LlER—AA—H—
%, FRBUECH LTI D L IEHRN 42 83
5. SSc IZHHT, IREEICHLTZET Y ADdH
BRI R TIRAAE L v, Ke v 7 VAW
M Fe OB 2 38 L 72 & O D H 5070, R
IR D BEEZ NG L Lz EERABRTERE
¥ VAR RT SR TE R P o720, R
IR EDBEIINT B EL Y ¥ v OP5 13 EE K
W95,

CQ8 =HMMEZAEICH S DiafRZ IC sz
BEEEBERADL?

HEZEIT : SSc (ZhED DM ZICK L Tid AT a A F
OG- 2 IRET 5. SSc I\ZfE ) Z DO CIgis 2 k)
T 5 IEMIGIEEE OH I S 2 TlE v,

WIRE - OHMERICHT A AT 04 M5 =2D, £
DD CHEIFHZEN 03 B Sk =2 L

BRER © SSc 12D HRE D LAMERIIH L TSRO
AT A FEEDPHNTD - 72 & OREBIRE DS 5 O
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15. 2BHA(A RS54 MSMEE
il I FE

CQ1 =5MERIE (SSc) [CHIF BHiEMmEE
(PH) OREESEEE?

#EIRIC : SSc A BET A PH SIS IR i v i
JE (PAH), 0B E % PH (PVH), RBIEMEMiER
BI2X % PH (ILD-PH) #% %. PAH i3 SSc & D
#10% W2 & PF L, SSc-PAH, PVH, ILD-PH O [t i
10:10: 25~3ETH 5.

WRE L

RS - &Rl 3818 A SSc B % RN L 72 A & AT
TiE, SSc BFIZBIT 2 PAHOAREIZI% TH >
72, SSc BF 12 BT 5 PAH O REFDOHE 1T
HHN, WTFNLARFRXT~12% L MELTSH
P98 PAH I3 SSc BE DR 10% AT b DL
EZoNb. —), 7T ADELRuHKHNE AT
384 Bl SSc #H % 34EMEH L, ZOH o PH 3
FIF 100 A - HFH72 ) 1.37 61, PAH %061 61, PVH
25061 41, ILD-PH 3015 Bl & MG ShTwa™. &
MIZENIZPAH & ILD-PHOMIZ 4 1REEE VW) S
DA, deko L YA Y — (PHAROS) (49 :
15)% %4 1) 2D ak—h (343:86, 7272L, SSc
DA O BEGE b &)™ T IR0 KT % W5 L
T3, PAH & ILD-PH O %5 S (3442 10 : 25~
3% 2 TX\w. —J, PAH & PVH OFSREME X%
OHHICLNFEL:1 & %505, PHAROSL Y A b Y —
BT % PAH & PVH OFIEREIZ49: 7 L K& (2
Z%%. 7272L, PHAROS L' ¥ 2 b ) —iZ PAH @/ 4
VAT BEZNGE LD TH DI LITHEENLE
Tdhb. #B, FOX 54 PAH £ PVHOARREZ 29 :
24 EHEELTHB D™, SSc BE BT S PAH & PVH
DHEFFIZIZIFFLVEEZOLNS.

CQ2 =HMMAZIEIC KD AmBNIRIER S MEE
(SSc-PAH) Z&EfcTURIREF({ah ?

IR : 1cSSc, Hit v b u X THUE, i UIRNP 5t
KA PAH OV A7 WT- LB BH, $TH SSc B
THE 1 BEOEMNR A7) —= v 7 & HEdEd 5.

HERE - 1C

B CKER A ) 2 TIE, EEMEREE (ILD) %
£k 7 PH (isolated PH ; [/ 11X PAH 124124

T5) FRIFHEDOENISSclIcAbND 2 A%
W ILD bR PH 243 % 1eSSc JEBI D 60%
PDLbEThit v b a X 7R YR L 7 525 ILD &4
b WPHOBIE I > o X 7 HREE Rk
1cSSc DI TED BV, ZOHOME T, vty b
a & 7 HUKRBE M 1eSSce & T Th/ To HUikEM: 1cSSc (28
i} % ILD % b 7 v PH OB DS 72 & &%, deSSc
TILD kb7 PH & B3 2 HOPifkE LTht
U3RNP difk sy 2. —J5, FeAsETid, #i
UIRNP biofkbs ko EHHER % S > SSc (2 ILD % b
2\ PH %W, PAH %43 % SSc 78 Bl % 4 &
WCHGET L7277 v A5 508 Tld, SSc #8HiE 5 4D
WIZ# I S L7z PAH RISEHEBIS 55% CTH ), £ D
95 16% % deSSc TH - 72, F 72, PAH FHIFIAE
Bl & SSc Wi 5 4ELLREIC PAH 2 38E L 7261 & o 12
WL H PR D AN D oz, TDE I,
PAH®O Y 27 W IZIZREEYSH Y, 23 L b B
PNV, ED7280, SSc BEDTRTHAPAH D
WA AZEREARLR LTHE T ROEMNR A7) —
YT HERE NS,

CQ3 SSc-PAHDRIU—Z—VIICHERAE
BICRFEDKLSEBHDHHDH ?

HEAESC 0 B ARPT R CEMIMASILER), IiE =i ks
(I BNP & L < & NT-proBNP @i, IiLiE /R Bl =
i), OERM GElEAL), bkt (% FVC/%
DLCO &f#), L a—2HHTH Y, Zokifr %
g .

#EE :1C

BB LT a—ZoWnTIECQ4 2. Jb K ORk
MAE L E L Tirbh 7% sk LM%t (DETECT
study) 2L, £ < OIERENRAEDOH A 5 SSc-
PAHOAZ ) == ZIZHEHZRb DL LT, MRS
BAZB1T 5% FVC/% DLCO i, BIED L < 13#
ZOBMMAEILTE, Pit > b a2 7 HAREE, i NT-
proBNP ifi, ML RER M S fit, (OB 1 oo 45 i i
BTV L, IFREEREMTE CTld % DLCO DL T A%
HET, DETECT study O > b ) —3E#E 3 FEm I
(B34ELL L) & & H12% DLCO<60% & LT\ 5.
Mukerjee & (% SSc-PAH @ ¥ T % DLCO %% 60% %
W20 1/6120 2 wE#ELTBDY,
PHAROS LY A MY —Tid, PHONA YA ZEEL
T, % DLCO<55% b L < 1¥% FVC/% DLCO=1.6 %
IV by —RH#EL L TWwAEY, MiESHRAE T
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M 10 MSmEEDZE7ILIYXL

BRER
YRAUREF
cQ2

Fiti &% AR B 22 4
EiEEIZESPH
i1 & M fiE BB (C kB PH
)]

4

WHO #EEDFE T E

WHO #REN T — I E

! !

WHO #8En$E VE

| |

(eEEE| | garEtdumsRgmee | | TRT0z7 -0
cao | €Q10, cQl1l ] BxEEd
I REEIEE
| EHL. FEBL |13 ca12
| ca13 ca1s

AR — WERL. FEBIE o WBEEEE |

o, AEREFORLS2 U EDEFIZGHA

X TORZYAIUFBER(RSTORL, TRTORT/—IL, fLTORT4ZIL), IVREYOSRERERERE 2D, 7oTUwY
B, XUTUAY), RARSIRATS—HESHEE (VLT FHIqI, 2F5T4)L), AT 7V 75—ERIHE (VAT TR
XX TORAYAVIUFEK, TUREYURBRERE, RARYIRTS—EsREERVLAIEES 7oL BY I5—ERIBED G

BNP, NT-proBNP DWWy A7) —= 7IZHH
TV, Cavagna 51 BNP>64 pg/mL 7 & 45 g
87%, NT-proBNP>2394 pg/mL 7 5JF5E 80% T
SSc-PAH Dfifix FHITE 2 L LTWAE™, F7z, [
U#i5Tld, BNP & NT-proBNP # b5 5 &, T
BNP D /WA ) == 7 LTHERLTWSELT
W5, IEREEE I SSc-PAH O A7 5 38 4 O R A
DPAHBHIZBWTEALTWA I ENHESINT
BY, RENVAZY) == T L THHTSH %5,
PEXY, TEFVALNLVOEWLEIZ RV, £
DEEWENPSUHTAL FIA4 MERBRHEOI V2
ADb &, HFEEE 1IC & LT

CQ4 ADLAT—TIVEETI DEEE?

BRI L T —ISTERPMGRHEEE (TRV) 2534
m/s Bz %, b L dEEAEIHEIE (RVSP) 2%
50 mmHg %82 2%4121& PH Tdh 5 W ietEAv s v
T2OF AT —FIVETH 2 #IRFET S, TRV=34
m/s d L<1Z RVSP=50 mmHg O¥HHICI1E, ol
ICPH 2 8EbE 2 AR NIH LN T—T V&2 179
CTEERRET .

#3ZE : TRV>34 m/s b L {1 RVSP>50 mmHg
O Y4 =2A TRV=34 m/s b L < ¥ RVSP=50
mmHg D6 =2B

&S - ESC, ERS, ISHLT o&F#& A Fo54 »I2&
g, L= a2— 1 TRV>34 m/s b L < 1Z RVSP>50
mmHg OE1213 PH Th A W REMESE W20, e
BW DL DIZHLH T =T VElT) T EEIRET 5.
F72, TRV=34m/s b L { I RVSP=50 mmHg D¥;
ETH-ThH, MBEYRFAITEOWHE 3, GRSl
IR~ OV MLHE O I I B AL, F 0ROk, O
FHREORTAL, AEBEEX, MBIIREEHEORK L
Wo 72T AR L RAICIE PH TH LW LD
5% B2, CQ3 Tiix72 DETECT study Tix TRV
PAMCEE R LT I =0T A =7 — L LTHLED
WKEZHIF TS, &, ZZTW)H RVSPIZAREE
#5mmHg EIRELTWDLHDTH Y, TRPG TiL 45
mmHg (ZHIH 9 5. FEE, SSc BHIZBWTHHAM
ETEH LA, 197 HOBEIH LTz a—12
X200V -2V 7 %4757 25, TRPG=40
mmHg TH-7236 %D 55, G080 T— 7 V21T
T&72RAEFIPHZRD I EPMEINTS
D*, ERLOAH v bATHIIRYEZZ NG, —T,
Mukerjee 513 SSc HF 137 flzxtg & L .o a—
(2 & BB AR HIE & A0 A 7 — T VTl L7z
WIBIRIE Z i L7728 2 A, MFIZIEOMBEZRL
72N (P=044), BEEORLE ST, PHEH HI2H )
25§ F7 51 a2—TTRPG 31 mmHg %8z 22\
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# 11 Clinical Question D& &
Clinical Question HEE R
- s SSc [CAHT B PH ICEMEMREABSIERE (PAH), EDKSEIC

R vk A ) " &3 PH (PVH), MEIERR(C 42 PH (LDPH) 550,

CHEEL PAH (& SSc & D) 10% [C & #f U, SSc-PAH, PVH, ILD-
R PHOME 10:10: 25~ 312 CHD.

CQ2 RHMBRIEIC &2 BRI IcSSc. #ity ROXTHifs, 1 U1RNP #ifH PAH OUZ IR
B IR (SSc-PAH) % 1C FEHBN, INTDSSc BECHE 1 BOEMNERY ==
*1ed URSEFIFEN ? HEHET B,

=y SHFE (EMNSNE), EPHNRE [EBNP 5L NT-

s e e Do - DroBNP B, MARE(EEE), DEN (GHREED). Tk

CRmBRLL Z (%FVC/%DLCO &), DII—HhEMCTHD, ZDhf1
- #95.

DII—[CT=RAWTEE (TRV) £ 3.4m/s #BZ2, HL

RvanYaSame BLSiE n <EREAZREEE (AVSP) 1 50mmHg 2B 55a(c &

CQ4 ADNTF—FIVEMTIZE o= samia et 2 mvep PH CoOOIBMNBLEOANNT —7IVETS CEARET 5.
#(3? ZE0mmbe disa TRV=3.4m/s & U< (& RVSP=50mmHg DB A& (C(F, ZDf

=o0mmEig PHE (C PHERDE SHANDNFALN T 7 Va7 T ERiRES

CQ5 2HMBREIEICHS PHOH BED SSC-PAH [CIFHI3HT PVOD #RZ &6t L T\ B AR
T, BIEIREAZER (PVOD) oc MhDs. RELSHIFEGINEEC LD, WE CT </\ERlE
BREQGHIAEE ? TOR BORE, NERLEDT DASRE, it ) EEAZRDS
Rli&lE ? BAICHED C EARRT 2.

8 DMES (C) =10 Fin R ODFREN SSc-PAH DFERIFERTF CH D, NSO

CQ6 LEMBEEICHS PAHD o0 AFZZEd o CAHETD. 1Rl (B, Y517 (BB
FRERET DETFIS? MRl Y54 T, WHOFC. B mpgig(Eal), WHOFC, MEENSFRERTT 28NS

mMEEA (PVR) =2C  Zrw, TNSORFEERT DT LERET .

CQ7 SSc-PAH o3 LT #0A oc BOR2IC T BRIRAIRS, PaOz 60MmHE Z#H5T 3 /=HD
FHED ? BREAE(1DCEERET .

cos ZOLREE o PR 2c SSC-PAH 123 U CREBIMFIRBAI T £ R T 5.

CQo MiBIRENEREEE (21
~24mmHg). & 2 L) & L MENREDERE (21 ~24mmHe), 33 L\E WHO a5
WHO #8558 1 BOEBIIC I BRI T STAIN ADE BB NTLEL.

3 L CERIN AT 2NED ?
- Ty FEBEEENE ERA) (fe> sy, 720 ey 52,
FOUN ERA, PDEDS FHEZ, RITUFY), RANRIIRATZ—T (PDE) 5 BEEE (VI)LT
R e ok R SGC IBE= 1B F240b. 95T L), RS 7B TS —E (SGC)
aEAE? NSTOR MEWEI=2C  REE (UFY57 ~) % WHOFC 1E0D SSc-PAH (T3 L Tl
- NSTOR NEER=2D MY eC EAEETS. /i, NI IO NRUZORKHAZE
WHOFC IE®D SSc-PAH [CHUTHEAT D EZRET D.
ERA. POESIEEE Uy
7 b, IiRT7ORXT/—)UERE, RN <5 < o~ S =~ e
e =2 N ERA (REV5Y, 7rJUterysdy, X545 2), PDESRR
Cart wHO WEEpsIEn Sse, MIORTADMETE 40 g5 (SLZ7 T4V $95570L), UFT57 F, TRID
: A — WHOFC IIE®D SSc-PAH [CH LTRSS A#ET 3.
DGR E = 2A
S s E  py, WHOFC VE®D SSc-PAH IS U TIE TR IOR T / —UEiEz
cal2 WHO mggsmVED sso- S8 MEZS7, IV wmgs eRa (Ruvsy. 7UTUEYEY. RUFUE),
PAHDARICAVSRA 2 (o5 b 5855 POEBMERE (MILFF (L. 55957 (L), UFSIPHK,
(& TRTE  d G Ot SLIORT VB PERUENE, AOTORMRA. NS0
O MEA=2C
SN = TIVICTAERE<8mmHg RUIDMRE >2.5 ~ 3.0L/min/m?,
CQIS SSc-PAH DAREIRE? 1e S50 >380 ~ 440m. BNP & L < & NT-proBNP E8
LEBRET 2T EAHET S,
Cata e L 2 . ILD (Z#5 PH (S 9 3 PAH AREDERAIFMEITS T 2R
SRR BT 2NED ? =ID.
CQ15 SSc-PAH®ILDICHW LT o0 581 SSc-PAH W ILD (S U CIEFiBEDEIN Z 1l T8 Z &
FEBIEARD ? EIRET B
CQ16 SSc-PAHICHLTARF o5 {XF = JEHAY PAH (CERTH BB DD, REMOH
ZJFERN? RDSRE LBV EEERT 3.
CQ17 SSc-PAHICHLTU Y 0 SSC-PAH (T3 U W+ YR IDEREFIREDE Z2E5H T
SR IFERD ? ZO
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BBk & % BB 0% RREAET 52 L2 MG LT
Wz Zoizd, TRV=34 m/s L {I1E RVSP=
50 mmHg D¥ETH-TH, EllL7zPHEZEES -
I—JiRR, oM PH %585 HEAEIR, SR A
HEGEILLA T —FVET)I L2 EET L.

CQ5 =HMERECHS PHODHRT, HiEsikE
#E (PVOD) #HRRZDSHEEIL ? ZDEHE
[&?

HERRIT : FAED SSc-PAH 113 5T PVOD #k%
BrEHLTWL DS 5. e EIARAT
MR & 2%, WSS CT C/NEERHIFRRED B, /NEEr
WMEDT ) 7T A5, HEkRE) v EilER %2 RO 5556
WCEED) S RIRET B,

HAERE @ 2C

fEER © Overbeek 5%, 8 % DR K LI 4 5 Pk
sz E (1eSSc) ([2HBET 5 PAH BHIZOWT, ik
WiZe E OB O MR PR 2 aT L, 844 4
% (50%) \ZPVOD Tib b &9 2l 9 - g%
ADTEEFRELTWDE™. —J5, Gunther 5 IXH
TS PH 2 23 % SSc 8% 26 4@ HRCT Mif§ %
T L7 2 A, MRS S0) v sk, /hgEh
DT Y AT A%, DAEBBEDOIRE & w7z,
PVOD TR O 2 HHM 2Rz mRICHL, 164
(615%) DEATINL O REBEERD-Z L 2
ELTWDEY, 512, IhS0BHEICTBWTIZE
b PVOD ICHBLLTEY, 84 (50%) »H3Him4s
PR GICE OV MiKEEXAE T TBY, 3EEFED
30% LA &, PVOD IZH#EBM 7% CT Fi iz 1 DLLF L
PHE LD 72 BBEDOR80% & _EMT%DER
WZEDo72, 2OZERH, SScPAH ITIEFEHED Lo
HETPVODRE R APEL T2 RS 5. 72
72L, Overbeek H DL IMRHE & % - 72 HEH 250
CHISH L TH L7290, EREFICEBIT 5003 & AF
THRETH 5. BIEGF TED/24TD SSc-PAH D
BHIZHT 5 PVOD B E DO S RITFEEIZIE DS o
EEWEEZZOSNDH, WTFIIZL T SSc-PAH (2
T —EHETPVOD MWL = 60§ 5 2 LI3FHHET
Hb. B, WRAEIZHET LHENEHROERT S
PVOD D ik T, [ VBN 2 &1 P
BRBEREELRNTE L] ZEPEMFELR-TB
D, SScPAHO BHIZAEHTL201EHFTTDH
[PVOD #H%5] THh Y, 5N PVOD & i3#% 5
CLICHBEPLETH A,

PVOD B D &L, Ao X 5 IZHEs CT T/
REHRREEDNEE, NBEFLEDT Y AT A5, HiERY
VONHIER % 3 B Y AIEE) 3, ILD &%
W TKBEOYAETH - T, RHRFOBIRIMEESE S
FEORTHEE (70 mmHg BLT) 236 ke
KA Tl DZE I 2K (% DLCO<55%) @
BB .

CQ6 =HMBRIEICHS PAH OFERZERET
DAFIE?

LRI ¢ A R VMR B SSc-PAH O P14 BLE K
FTHa720, TNHORTFEZET ST L EHIET
L. MR (B, 7547 (RIS ELE),
WHOFC, MilE#id vz e 2T H %
729, INHLORTHEET LI L 2RET 2.

HEIRFE : fEi, OFR% (CD =1C PRI, 744
7, WHOFC, il #4t (PVR) =2C

B 79V ADL I AN —DF—% Tld, HE
HRHT CIEAE IS S VMR E0S SS-PAH O F#BLUER T
Thy, W B, 37547 (RFRHELR),
WHOFC, MilE#ind vz HES 2 TiEkddH %
LDOKRTH o7z, AR TR (B oA
WHEEBELRTPEREAROBIERT TH - 72", Humbert 5
(&, SERATHEBL L T2 & 32 & 1172 SSe-PAH Tl 90%
LA WHOFC I ERWL IV EAROIIRL, LT
TI—CXBRMB R AZ ) ==V 7 &) LR T
ERWLIETBHTAIENTE, ZOTHD BRI
BRI EEMRELTBY, WHOFC 282 HEd %
WNYThHsteEzHN5. 72721, Hachulla 5 & SSc-
PAH OB H 13Z Wi WHOFC IL ETH > THZ D
LIFULEHEIEMLL TPRARTH L L 2L TH
D, FC MERLTLD PRREFTHL I L2 EIK
LW LICHEENLETH 5. MATHREICO W T,
Campo 5 & —EHAHRE (SVD (CI 2.0 % THl -
725 @) KO PVR A SSc-PAH O F#HBLEN T & 7% 5
ZEERMELTEY, SVI30 mL, PVR 7.22 wood H
L&Ay MFT7EE L TWE™,

CQ7 SSc-PAH [CX U TEHEEITUED ?

R DA EIIH T 5 FRA S, PaO. 60
mmHg % MEFFT 5 720 OMFIFLEEIT) S L 2 R_E
5.

H2ERE : 2C

& PAH G OAEBBEEZ D HEE, U Y
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LY MERRBE WA - BEIEEH - BT NI A Y RAR

LB L UOKHIRORRE L & HIFIRIED M2 H HAE
RoOWFHELE 7253 2 L ISREBINAH 7205, FIRA
DIEH A PAH O V#2125 2 5 B % Wi L 73R
FES T, KERE DS OPGHEKN TH %
LD OBBBERBEDVIL AT TV B, ZORR%E
TR 5 2o DRI ER SN TwiRwy, 5
R PH ¥ ¥ RV ACld, BIIRINEE S 60 mmHg
VDEZMERET 2 X ) ICHECHBERELEAT LI LN
HEREINTWE, ZoMhoZipmde LTk, V¥
&) ZABH| OFIRYE G- 25— RIS O R 2 39 2
EDHE SN TV DY, BRI Okt G- h3 B
AR ERTEREE 2. VF ) A BHNE RS
RO va—vEHELTRATAZ LD
» 5. O TR O EE I A5 2 R ° L=E 1k
PR CHIH 2283 5. 72, PAH ORBEEEIHN
MO G e SINL720, HPLTNVT 7
VX B EBRES T TE L. TRET
IPAH/HPAH % x4 & L7zl & kAT 115, %210
EENTHY 6 M STV B, Fuster 513 IPAH &
FZ15H DS bW 5127 HUNIZTO V7 7)) v %
BIG L7z 78 Bl & LAt 37 A& B EHET L7 &
Zh, JEAGRERT L ETIVT 7 v RIBG
BIO T DA BN FEH o7z (36% vs 7%)*. IPAH % Kk}
RELZZREAINV T AEEVEOR R EZ R L7
Rich & OME O TN T, BV AP
LM OFEIAPD LT TIIVT 7 ) LIZL DT
B2 O U 72 REDSIEBE I RE & 0 3 AR AEAE DY
o7z (62% vs 31%)*. —7, Frank 512 & % IPAH
Xt L L7eMEd T, PUstRm Lo fF 8IC X 5 447
RIZEE o727, ZDXHIZ, 5 RETHIEREE
FEOAEREAIRENT VDY, 2RBTHEINTY
%. SSc-PAH BH I 54 k%2 MET L72iERd 2
EdH 225, 2o oOERD controversial TdH 5.
Johnson 512 X i, SSc-PAH } O IPAH ® cohort %
fENT L7z 2%, SSc-PAH B#Tid 28%, IPAH B#H
TIEBI%H TN T 7 1) Y DG %2ZITTW2h, Wi
NHINT 7)) Y EGIZE D FHREENRIIZRDO LN
ol DI ETH-7-". —J}T, CTD-PAH
#1174 (SSc-PAH & 104 %% &) OTH% N
L7285 Tid, PAHWGREOBERFER T —7 7 Y
ORGP FHEUESE LR H o/ LT
2%, TS OREOME NI, PUBEEHEEO [ A
HAER IR bR Twhenw e Thb Ftry
YRUNT ) OMPREZIRTSE, TV 7Y

YEIRTUAT =Nl 22 % L
5. B, ZRTOAF =V T 7)) v EE
L7231 B 91 (29%) CThiifabi % 8 7- 2 & A%
W s Tnwa®, —7J, ESC, ERS, ISHLT O®4H
HANTA TlE, FeisHEg e L% L3 2 EhEdl
TPT-INR 15~257%WL 20~30D7 V7 71 /Al
HZHERL TW LY. 20720, BIRTIEZET VA
LRV OB PAH GBSO 2856 L, RUIBUR
2P0 VIREPURG Y SEIRIAE D) A 7 2 E TS
FER) R ML ZRME ~ — 7 — R 2 A ) BTl ) 2
7 DEL B E IS RREE T 2 LT
L.

CQ8 =HMBRAEICHS PH ICRZiflEAE
BAL?

HEZRIT : SSc-PAH I L CHRIEIIHIFIEIATD A
CEERETS.

HRE - 2C

&84 © Sanchez 512 X 1UE, SSc-PAH 8 %% & ts 28
24O CTDPAHEZICH LTI 2707+ X773 F
(CYC) 600 mg/m*® 1 % H MO MK EHTE L hia
Plozxsaf Fobi 224)) 7213 CYC Hak (6
Bl) ICXBEWEIToTETA, &) T~ b —
T A D L AEPEA TR AR T 20 B 8 B T R M)
2% > T PAH O H#EAT 238l S 7z D12k L, SSe-
PAHTWR VAR =3 1HIb W aho/2™, ok
He% 520 T SSe-PAH (25 U CHRIEEBNHIE X R T
HoHEHFEINTBY, TOBRTOAAELZHET S
AERIEITE A TN TV \WAS, Miyamichi-Yama-
moto 513 % CTD-PAH & B & 2% L TR 5%
PRI IE O R R 2 BET L 723 o s 161 SSc-PAH
PEITN TV, ZORKHRIEIRPEIN /YL AKY
F—Tdho7. LLE XD SSc-PAH (Zxf L CHEHIS
PERIHIFRR TR S N,

CQ9 HhEIRENIRFIHFIE(21~24 mmHg),
B DL\ WHO #EgES 38 | EDEFIICxT L TEEA
NATEIRED?

R : MiENIRE 2B AR (21~24 mmHg), %
W id WHO BERE 1 T EE OSB3 % A4 AD A
MTEGFEI S T e,

HRE : 2L

e ENAL D PAH A F T4 ¥ & IZhlidikE
AR E (21~24 mmHg), & %\ & WHO Bk
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ST BEOIEBNIR T 2 A AIZDOW T, BUIRT
7= B hwnizofhi b Tnkwv, 7272L, Zh
X NS DFEBNIXTT 2 HHI A DR R & as L7zt
OO TH VI EILEB_DTHY, 5HE %
IET VAP T AUSHEIRE 13 A D 5 T L 5 REE
WhbH. FEE, EEETITDbONIRT 7o A Mk
DOFIIN) & F — 7 ¥ R TIE 44 FIrh 6 BIH° FC 1 D
BITH Y, 77 ARNOY TIEHIIFNE S TV 22\ s,
SSc % & T BIERIER] Tld 12 B # 0 6 45 BT I
PHFICYHE L™, ZEIFICIZPH 280 % TH,
JEREIZ DA PH 2580 5 £ 9 7 SSc DBRK I ZE D%
19% C PH & %89 L, J89E L7ZRERI 0 5 B 25 5 4F
DIIZIEC LT3 Lo d H 5%, Kovacs 5 i,
mPAP AN IEH EBRAEE (155+32 mmHg) Tho7z
SSc BH 10 %22 &, 12 4 H R cBBligL,
ZOHROAAMEL Y ¥ v 5 & T2, 127
H#1213180+32 mmHg & A %% mPAP ® 5% 3%
D7hS, Rbry o¥5125 ) 155+3]1 mmHg &K
TEBOLZEEZHELTHSE®™, ZD X912, SSc-
PAHIZH#EATEOIRREL EZ 5D 2 L0 b, X ) HH
IR AZAT) & LIZMATEIRER PHRELETE S
WREMEDDH ), GHOIE TV ADERIH 5.

CQ10 WHO #ge548 (FC) Il ED SSc-PAH
BEICAVSEAIL ?

WREX : ¥ Fv) r 2/ (ERA) (Rt
VEU, T TN, YTV Y), RARY
IA7 77—+ (PDE) 5 lHEHR (I VvFF740V, ¥
Y57 40NV), WEET 7= VEY 75—+ (sGC) Hil
W (VAT 77 b) % WHOFC 11 E? SSc-PAH 12
LTS, L2 HIETL,. /2, XTTTA b
T U2 oA % WHOFRC 1T @ SSc-PAH (2%t LT
BRI E2RET .

HEZRE  ERA, PDE5 BHE#, sGCHlHE#E=1B X
T 70 A MEBAI=2C XT 70 A MEFHE=2D

BH Koy, 7TV RIY Y, YTV
Y, YNNWTFT AN, ¥FTT 4, VAT T ME
Wiy WHOFC I ED B % & RCT THH S
RENTWBR® = 7272 WHOFC II D HEHIC
R L7z RCT AMTbN /DR RE ¥ v OATH S
(EARLY B, Z ORERIC BT 5 FEEHlEHH &
6 1 H OSSR O 6 4 BAATHEEOZLTH
D, 60 HARATHEECOWTIZ T S B REEICH LIEE
THMAICE LT 5720 (+112 m vs —79 m,

p=007), MMAEEPT R v & VB CHE L UEE R
W7z (=168% vs +75%, p<0.0001). Z Do HEH
WCBW TR FC I EUMNOEREEORELEEThTY
72, WENOER S FEFFEHB BT T TR
ML L THEREEZBOTVS, Ay VRO
2 VT vy PO BT B FEFMEH X 6 4
HATHBEOZILTH ), wIhd 7T bRk L LK
LC127%WwL 16 BED 6 5 BIARATHEE A4 IR
BHLIEDPIRENT WL F i 250 %
IOV T EZEEHIGIE H ASERR AL 4 £ Tl
MTHY, 77 RHELL L THEEICEHERIYE/LISE
FCTOMMAEZLEET 22 EARENTNDE®, 12721,
WD SSe-PAH D BEFITHE L 723 BRCla % <,
SSc BEICIRE L2 7 bbb Twiwngs, ¥
VT F T 4 MIZDWTIE SSc-PAH O EFE % 45% &
CTD-PAH BEIZBI 2 H 7MiM frbh, 75 €R
TELI L TI12:8%0 6 5 BIAATHEEZ 556 mIER
#, MATEIREL AEICWELLY. —h, Ker sy v,
sy y (YRR VKA RO B OMWE
%S % ERA. IFBEE D720 BAEIZRZE Ik S h
TW5) RV VT F 7 4V OEB A e~ DA T
BT L7z A 7 IRATTIE, KR HT SSc-PAH ¥ »
57% % CTD-PAH IZ B\ T3 A E 2 B 75 ik ot
JRRDLNL o2, DLEDZ &5 PDES &S
(¥ VFF74V) % WHOFC II JE % OF TIT JE£ &> SSe-
PAHEH BT —RIEL LTV L LMD H 5
AP EHEHN OB IR 2 AT o 72 RBIAAE L e\ 7z
9, EREOFEABFUIEEMER RN % E2REIC
BELTIT)RETHD. NFTHA MIOWTIEIK
M, KEOZFNZEFNTITDNZ 22D RCT IZBWT
ZOAMABEITVTND 3~6 7 AR & v ) o EH)
ARROLFICEEEY, TR LR OH LR
9, FRMTHEOUEDRD L o722 Lh o
BRI UL, T OBRBHGEIDE g &
V), Z OERH O RYEE MG L7z EINERER T,
Pe G- BRGTT & I LT G- 12 A% 3 2 s Bh i 75 ik
B OMMATEIRE DY % 780 72 RRBRIEA—7 v 5
NNVREED 720 T F ¥ A L NOVIZEGW A, 44 B 28
Bl (636%) 2SFC MEDEZETHY, "I 7T b
() E FC N EDBEICH HHTH 2 WML H
4. F72, SSc-PAHIZIRE L7=% 7Tz frbihTn
75, SSc-PAH 6 Bl % &ts CTD-PAH 19 BB
B TNTIC BT, 5 12 B ITHE L 6 7k
MO R %2 RO 7.
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CQ11 WHO#gES$E I ED SSc-PAH D8
[CAWSEAIK ?

IR :ERA (Kkv vy, 770k, <
Y7 v¥ ), PDESHESR (Y VFF 740, 255
TAN), VY7 TN, TRTERT ) —)VEE, b
L7U AT 4 = VETE fa70Ax MLA%
WHOFC III £ @ SSc-PAH 1K L CTHAI$ 5 2 & 23
"y 5.

NZ7HA N, bLTHAT 4 Z)VEHEZ WHOFC
I BED SSc-PAH 25t LCREFIT 2 2 L 2ET 5.
F72, TNSOEAOWIPHBEEZIT) 2 & bRE
5.

#AEE  ERA, PDE5 HHES, V477, TR
TRAF ) —VEHE, FPLTORAT 4 VETE A
o7u X MEA=IB X7 X b, FLTHRT 4
ZOVERE=2B W0 AER = 2A

R : WHOFRC II £ SSc-PAH OEHFICH V5
FANTOWTIE CQI2 2. MBI OV T
X CQI3 &M, Kt ¥ »iZonTid EARLY R
X0 HHETICWHOFC IR IV EDOBEHEZ R E L
72 RCT A¥7rbh, 16 BT 7 v REEICH LAEI
6 B RIATHEE A LR X &5 2 EAUREN TV S,
SSc-PAH BHICHET S L AEEIRO LN o
7208, BTN D7D BEABRP D TH Y (FEFERE 33
%, 7R 14%), TOMPUIERILETDH
. TR AT/ —)Vid WHOFC I &2\ L IV ED
PAH BHIZH LT3 2D RCT THHMARENTE
pE=n 54 —21% CTD-PAH D EEE MR E LT
LOTH A, Zhix SSc-PAH E#H 78 4, WHOFC
111 i 87 44 % &t CTD-PAH & 111 4412k L C LA
BWICT RSO AT ) — VEHEZBINTAZ L DA
WEMH LA —T Y IXUVDORCT THY, TES
O 25/ — UiEE I EBEEOADOTICI L 12
W OEE AR L CMATE R ARICWET L L
ARENTVE, RXTTHA MIDOWTIE CQI0 Dt
HEBHEOZE., FLTEAT A ZIVETFEIZOWT
& CTD-PAH 90% (19 %), WHOFC III ¥ 396 %
(84%), IVEE34 % (T%) & & 469 Z 2L 72
RCT 281bh, 7T LREELIL 12 %0 6 545k
THMZAEICERE XSS 2 EHDRINTVEY, F
7o, TOUEEIIHBKAEICRES 22 2 L bl
XNTW5D, ML TO AT 4 ZIVEEICOWT b [k
IZRCT A¥rbh, 12:H%® 6 5S4 EEY 75 &

AL LABICERESE20%, HEEELERLA
ERENLZFEE L0 R & 2o
729 270, NLTURT 4 SVEEIR LSS
THICEBRLTIT) SEE2RET L. fu7uX MK
AZDWTId, WHOFC II 2\ L IV o PAH K O
P o A A P G R ML S 0 R A %P & L7z RCT
AArbh, 12 kO WHO #RE/ B O ) U° 6 451
WATHIHED 10% UL EOMERIZ X ) w5 L 7z 3 25T
HHIZBWT, /8782 M7 RBICILLTAH
B UEER 2D 72,

F 7o, RERIZ AT OHEBNAE WadD 3~6 7 H
TLICHEEAI BN L WL, BRIEHFRESER S0
T&7270%, MODSHEBOFEK 2535, D
BEOAMED B SR TW5. Galie 513, 77V
Ly y LTI TN OATAE, Fh
ZFNOYKEE PERAEEE T V7)Y v ¥ VHAITE, ¥
T 7 4 VEAIRER 21 LICEYRT) & TR
M2l BET, PAHEALIC X 5 ABE, SWIROMEST,
BT AR DR VARV A, ICXBHEET Y PR
AV MELTER ODUVAZESOBET LI L%
i L Cwb (AMBITION ikB#R) ™. & 512, 2015 4F
DKM 7 < F %4 Tid, AMBITION Bk ® CTD-
PAH IS 24 Tt OFERAFEER S 2. Zhi
LU, SSc 118 4% &t CTD-PAH 187 #4128V T
b, PRI AR L R CTHIR KO 2 7 %
57% KT &+, NT-Pro BNP 2 EDFIRT > KK A »
MZDWTh, HFBE L CHABTIYEGELT
Wiz, o7z, WHO BRESHE 11T £ SSc-PAH (2
st U CEIII BRI 2179 & b RET 5.

CQ12 WHO t%ge5 %8 IV E D SSc-PAH D&
EICAWLWSERIIL ?

#EZRIC : WHOFC 1V @ SSc-PAH 12K L CTld &
TURT ) — ViR ST 5. ERA (Kter ¥ o,
TryITVkyy v, Y7 ¥ ), PDESFHESR (¥
VFEFT AN, 55 T74)), VFTFT L, FLT
UAT A4 ZVETFERCEE fAe70x MEA, 2
NS DOEAOMBIPAFE 1T T L DRET .

WRE: T RSO XF ) —VEHE=1A WHHH
W =2A ERA (Ktv% >, 7v7vkrsy, <
Y7y Y), PDESHER (VTFF 714N, 57
TAN), VFYTT N, FLTOAT 4 SVETER
OHHE, fa7a 2 MRA=2C

B BREADOTE TV AZOWTIE CQI2 KU 13
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2B, BB OW TR FOF MR R L
RCT AWz b T F ¥ A LNV IRV, B0
WA Rt A1 & DR H S X T OH HMEDRIE S
%. Sithon 5%, 194 (FC MIE 8%, IVIE 11 4)
LTI RTa T ) — Ve, Ky y >y, v
77 4 VX MO RE T, 4 ARIE
S EIRIE A 65.8 £ 13.7 705 457 +14.0 £ TIKF (p
<001) L, Z0O%HFIE32+x19HBO7+r0—7T v
THIR RS Nz 2 LA EL TR, 72,
M7 u—7 v FRICIZ 2 WHOFC DT &
o TBY, 3FEAELFRIZLI00% TH o 72, T 72, Bergot
5, %A1 & DN TlEdH 5 2%, French PH registry
2B SRS T B RE5E /AR / R S 3EEE 76 1 PAH
BETIRTORAT ) — VEHEZITDbNT T8 412D
W L2825, ZRTOXT ) —VEELHY
PERFRE AT DN R D PR R 572 (144
175692%, 3MEAAFHE %) T LaWiLTwa™,
NS DOFNTIC SSc-PAH OBH IZE TN TV R WA,
WHOFC III EEJ O IV FED BE D> TFHRARTH
% Z L5, SSc-PAH O BHIZB VT D BRI L
TIROHIPEHFREE ZEETHRETH S,

CQ13 SSc-PAH OaEBRIE ?

R WHOFC I EZR WL T, bhxa—EHE
WReD AL, A0 T —F VISTHEE<S mmHg
T OUME % >25~3.0 L/min/m?, 6 531447 #iEfE > 380
~440 m, BNP % L < I& NT-proBNP IEH{b% Hi% &
T2 LERHERT S,

HRE - 1C

MRS SR PH ¥ K Y AT L7 PAH
DOEBHER B2, 72721, 21513 SSc-PAH 12
WRELDDTIERL, SScldEHmEETHL I &n
5 WHOFC % 6 45 [ 447 B i, BNP 7% & I36F 2 PAH
OEEEZ KWL TWDE DO TRV EITEEN
BCThHDH, FEE, CQ7 TiHh~7z X 9 I SSc-PAH ®
FXB Wik WHOFC ITETH->THZ0HLITLIE
FREALL CTFHARTH S L™, Mathai & 1117 B
FRREOEIEE TH - TH, SSc-PAH DEH D) H°
IPAH OB # £ ) 3 A2 NT-proBNP 255w 2 & %
LT A"Y, Mathai S 3BIOWE T, BHKMIZE
WD D % /RO 6 53 BAATHBEOWEE % 33 m &
EL DI s, EBHHAROBE2HIE6
SrRIAATHREE 2 BE4 30 m ML EIER X4 5 2 L HE
L7 h. F 72, Mauritz 1%, PAHEZ 2T L T

NT-proBNP % 144721 15% DL Feii% S8 5 & F#
HYHET LI EEHELTED, NT-proBNP (22w
TEINEHEET20O0PRWY, L a— HidAL
FOH A AR OWGETED IEFALAHEE L 72 %A%, JL4F,
SRFEFBIA N B HEE (TAPSE) 2345 LA%RE O fif
AL L CTEEMSINTETEDY, SSc-PAHIZH
WTH TAPSEZ17 cm 25 FHEA RO TR T & il
ENTWwB720", TAPSE>17 cm &5 2 &0
Ia— FOWREHEDO -2 E LS.

CQ14 HEMMKRZEICHS PH (ILD-PH) D15
SICHMEIRFEZERT INEDH?

#IZIC D ILD (2FE ) PH IS % PAH iAHSE O fi
FNIEEIAT) S L %2I_ET 5.

HEIRE @ 2C

FREH : Mathai 5% SSc 129 PAH 39 & ILD iZ
P9 PH 20 Bl % #4 Z 2B L, ILD I2ff9 PH o4
P EAEC (P<00L), B A7 35 f5mnwC &
A L2 ILD IS 2R EAT9 L &b,
PRAN R 7 & DI 2479 L3RS 1
B3, ZOFME LRI R, —T, ILD
WZHED PHICHS % PGL#AI, Kt ¥ >, Y7t
TANVOAEGEICHET 5150 % 7 — 5 3BRR TR
V. Minai 51 SSc 4 #l% & &L Fo ILD 124
9 PH 19BicZR7E AT /=) (n=10) 72K
try v (n=9) 5L, 2095 15617T6 5
BATHEEASS0 mPL FIER L2 2 & 28 LTwn a1,
Ghofrani 513 SSc 58l % &L EEL LD ILD &
mPAP 335 mmHg ML EOPHZEHT L 16625 >~ %
D 2B, ENENCZRTOAT ) =N, ¥
VFFTANEHRGLEZA, YVTFFT7 4 VEED
AN AZEORYZESH L LY. —F, T RTu AT
J = VEETIR Y v v MR EBN S AU 3 A
Ry FUHEARL, BEMMEMMET Lz, Rk 7 A
LW HEDOEALIIR L V& Y THMESINTE D,
PAH GNP T2 BAL S 2 WML H 5. L7z
o T, HEED EDILD 247 % 6l~0 PAH {f#
HOMMIEEIAT ) BEBDH B, 51T, FRFEtEhl
WHEE (IPF) BEEZNGL LTy 7Ry 0D
THEHEMRRBTIE, IR U CEERTHE
IR 2B 2 A% <, B b S\ s
oz, RETEMICHIRE o2 200,
HEEED EOILD 2635 BE~NOT YT ) v ¥
e GATEEIHIBT 5. —, MRS IPF B#E %23t
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BLLEYVTFF 74 VDT ¥ M EERRET
&, 12 8% O BIIREER 5 R R O H R RER I
VT F T 4 VEETHBIER IR THEICRIFT, YV
FF T 4 VAL I A~y F2WHET B EAUR
EX e

CQ15 SSc-PAH W ILD [cxf UL CHifgtEIT B A
h?

HEARIC : #EHYE SSc-PAH R ILD 12k LTIl fefill
DG % T A & BIRET 5.

HRERE @ 2C

S 0 SSc DHF MM AEEREGH L TnDE T
LN L, BAGOBRMEENIEONA VA7 L1k,
T, BREEZALTVWLIEDELL, HEHEOHE
GRS OBEE L 2 b, T D728, SSc & HAE
PABICHTAHEZIIPAHICL TS ILD 12 L TH B
AW 7 — 2 0%% v, LA L, SSc-PAH % SSc-ID
DI7zDIHi % 2 72 BE O FH#IE, 30 HT69~
91%, 14ET59~93%, 34ET46~T73% &, WHIZ L -
TEFRICEEHL LD, ZRFROHHICHE VTR
SSc PIAM o FBiEpe BT X 0 MR % 5205 72 3 O BUk
CFEALERBCIEDPRENSNE R ->TH
D BRI 2 N BERDST B AEHY (IS
Hil 7 513 55 A, FRAEZ 513 60 mAm) o8
HCIE, MBI Z M2 2 & 2IR%ET 5.

CQ16 SSc-PAHICRMULTAYF=JIXEH
m?

WRX A~ F =7 3B PAHICAEHTH 5
ERD LY, BEVMOBEPOHG LI L 2itE
5.

#EE @ 2B

B A X F =TT A MR R 5 &
FEBNZ R 3 % H HPEASIRE S ™, BEAF O PAH 16 H##
A 2FI LA EF S L€ DM EHEHTAY 800 dyne + sec/
cm® Pl E o #fiE PAH B E %04 & L CHEBEIERE 11/111
MR IT b NIz, ZORRE, FEFHMEE TH S 24
BHED 6 HHEBITOEIZONT, EEHTITIE
AL THESR (32 m, p=0002) LEZRD7-
bOD, 4 3F =T RRRNELE TORMZER S
BLIENTERNP-7Y, F72, BRLEHEEFHLD
FAERPWIEOHW RIS v F = 7R TEH L (HEIZ
44% vs 30%, 33% vs 18%), 4FICTI VT 7Y v &4
RFZTEPHL TN L EHICB VT 8 AR NI

JEDSFEAE L7 EDREE o Tz, TDRD, AT
Z 73BN PAH ICENTH 2568055 D0,
BEEOBEINOHREG L W L2 RET 5.

CQ17 SSc-PAHI[CHULTUYFIIYTIIEH
h?

HEZESL : SScPAHICK$ 51 v F 2= 70K
BAED & AP SN TR,

WRE 2L

R ILD-PH IS LT YR I THEHTH -
72 & DIEBIHE 1L 5 0¥, SSc-PAH X451 V¥
YRTOEAMEE R LGB EO L A%V, B
1E, W4T SSc-PAH (2§ 2 A HME A a3 54 11
MABAT LN T VB TH 5.
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