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CQ1 BT Lo TAHE U BERIF(MH» ?

HARESC . FRRoOEHESE (FfE) ., MREE, THRORB-EV KR, FRORENEGE - A1, Al
D% E, KEEES., BORE, QEOR., BHOMRMN, MEOJLEREIC L2 B8 &
NHEHIND,

HIBEE 5 T EFUALULEREAT

FRER - S VR BUE O BFIER T, RE < REBAL, RMMERES - mEFE, ARRE (O
BIEDOERILAE LN REaRBKL), ToM (FRIICKDEORENZR L), a0 bh b,
FHRORBEALR®mEICRD &, HliffEn L, MEES, BiESSA2LONLD, FTEO
BIEREAL NG D LR oEV EREEL LICS WREDFERD A BND, £, FRDK
R, AL TEY, MiOZEN LN ELH D,
BE ORGP L TS D&, RIFICZ LY (RmbkER) . BOESFRENLET. AM
D2, FHMOMM B HABNDEZ L bdH D,
ERBRICEEOREEALR K5 & I OIREFICL D BUNR LN D,

CQ2 SSc LERZETAHEBIIMD ?

HELE IC : palmar fasciitis and polyarthritis syndrome, remitting seronegative symmetrical synovitis with
pitting edema, Wells Jif 65 | 45 Bl 2% | 58 52 /5 JB0E | R RS PERCRE ARV 7« U Vi | generalized morphea,
L R BRPE A I 2 . Werner JEBE#E, POEMS JiE £ #E . scleromyxoedema, fi 4 P v E 4 i AL JiE |
nephrogenic systemic fibrosis, ¥R IZ L 5 R EHAL, BIEBMEXEEZR, B b7 a3 b
i, ALTFERERIC L DR EHAL., VA —BRERTORAE, RELOEHEET D,
HEIREE : 5 =T U ALAULREATA

R R MEREIEICELUT 20 O 0B AN LEAINICENRDZEBITN Db H 5,

FHROMERS AN DER E L TIX, palmar fasciitis and polyarthritis syndrome, remitting
seronegative symmetrical synovitis with pitting edema (RS3PE), Wells fE AL (Rl £ THEMR 2 &
bNdZEbbd), HHK (RMEEESHRLY L3 F—2 20 Still R L), EH BUE,
MERMERE RV 7 4 U VHE, 72 ERERINTEN D,

DU B o {5 D B2 R AL 28 2 54 5 R R & L Tl . generalized morphea. 4 fi% BRI 75 I 4% . Werner
JEWEHE, POEMS JiE % B (Polyneuropathy, Organomegaly, Endocrinopathy, M-protein, Skin change),
Scleromyxoedema, ji 4 M 7% 4 A8 {L JiE . Nephrogenic systemic fibrosis, B /RS (2 & 5 F2 &AL,
EYERAE A8 £ (GVHD), B 7 Y a Ny MERERH D,

REEF AL E TR O FEDEL, HOFEOIEFNIC L - TH iR EE ICHEL U 72 B Ak 23 55 5

ENDHZEND D, LFEWEELTIE, Hibe=1, =R I UBE., ABEE (B, b
nxy, Moz FLonl) YUBIRERUAILV ML TS, KA LTlX, 7L
FvA vy, XRTVvFASA v VAT TF ARV AR IT ) TAVAE VR
EOFHEA, R a2y v REBRET =y 7 RA Y MRERZERMEN TN D,
VA ) —BlIRIE RS REIEDOHRIERE LTEETHLIN, M) T~ F—T X ZIED
ETOMOBIFHRTH LIFLIEALND, —RMED LA 7 —Fa, BIEE. PHZEMEBIIRE R,
A A PR A Py AR IR R R e ST HE D RO LA ) —BIR T BT D LB
5,

CQ3 R /EmE{k D ¥ EIZ modified Rodnan total skin thickness score (mRSS)iXH H 7 ?

HEIE ST - mRSS TR EHAL O EEMIFTMICAE A TH 5,
HELERE ;1B ABE 8.5]

R . LA EMEICERT D HIBITML L b3, s HVWiEEEEIIINET
WS ODPHESN T DIRHFIMEICZ L, K< ELINTbOIE R, i3 TREELZ
EEMIZ A 274k L7 modified Rodnan total skin thickness score (mRSS)23EBEEAIIZ b A < W
LNTHEY, BIEROAHREEEAOHEFETHL D, 2k, &K% 17 oA (5 F

26



B, W R, mArk, ok, B, At . BEES. MORBR. M OFRR, MEY) o, KRS
bz 0~3 D 4 B CTRET 2 (0=1E% . 1=, 2= 3=5E), BT 0~51 &7 %,
a7y kb DT, BRE O ERE OMMIE CH A, REORE I & TIRE O R#) 2 3 AN
T5, RIENTREOREMNEZE ST RS GAEZ 3, FIRREBEELIZIRZRVRORREIZ - -
CEUbhDZbOE 1L, ZOHME 2 LHET D,

mRSS |2 X 2 AL O AL ORIEIXEL T D K 512479,

FHE LA fEEIHI RIS (PIP BIHG) & h FHEEIHIBAE (MP BAEN) O OfEY TR 5,

AilE « G R R 0 b T o R EM LA ER L TR S,

B RTAETD T e < JEE CREE 9 5,

AifaEs - BT, e BRSNS R E T WA E D CRHMET 5,

BEES A () BAMAE T, Ml TER DB Bk E TR S,

KBE « THE - 275 : &RV TB 2 5L T RBE TR 4 5,

mRSS IEMRFD EBBAY 5 2 HEETH LM, KEBLOEEO 3 MigklZ i) 2 mRSS O R
FREH T, SR TIEERBRETH-=2 &0, ERHHEN R > THZ O EMEMEITHE
FTxsLE2NTWVWD, £, Clements 52 LiUE. mRSS OMFE M E®E I 25%., HEN
TOEEN 2% Tholo bt I TWnDd 2, AiEILEmME, BFIEEBELZRLTBY, +
NHRTEHHRELEEZLNLTVD,

Furst &%, A2 O R EARO BEIL, RIS OAERBO A ¥ o 2 a 7ITHET 2 O H 72
5%, 2HF O mRSS E LT LI LEREL TS YD, ZOfEHIT mRSS A% SSc O Bk
IR RMEAL T S5 Z L AR L TEB Y, mRSS DR YA R L TS,

PLED X 912, mRSSIZEBEEMZEIKHABRICHE L HOETWAD A, #l21EX, [ Uik T
I o TRATRELRL RN H DL, £O5WVIHEEOFMIEICIE, DkbEWVWAIT %
B H 7 % (maximum score), ii)fx b NEMRENL D A 27 & 83 % (representative area). iii)F
BB HE Lz b o x2 BT 5 (global average), @ 3 23 &%H 0 | i) & i) AR S TWVWD 9,

F 72 Medsger 512 L DMK A& %4 & L7 mRSS (2 K 5 B b o & JE 5y $6 13, O=normal,
1~ 14=mild, 15~29=moderate, 30~39=severe, 40 UL k- =endstage & STV 5% 5, LN L72N5H
AEIZBWTIX D H VR IEZ W - \REE -2 T A K7 A > C.0=normal, 1 ~9=mild,
10~ 19=moderate, 20~29=severe, 30 L. E=verysevere & SN TEYV ., ZHIZWKEI DR EY TH D
EEZ2D,

CQ4 Yo X)RBHMCREOREHEILEZEIBHNRETRIEOBEIGLEZXDREN?

HERES . O EHALEBL S 6 FLLAOIES, @2 (A 25 1 FLN) KIEEL O
TR DIEH], OFMEMEMAALN EEROIEF D > B, @% FTe 2 T H UL L& 7= 3 JE 6] 2 x5
LT REE|RET D,

HEIREE .2, B F U AL LD AERE 8.1]

FR# 0 SSc D FEMEAL T FIE W L, FEREW L VO RIE A & D, SSc 1T E AL OHEIPHIZ
ko, WEEA (B, KB F 72 i3kE s o k5 deSSe &, MURGEAM (i, T ER)
BLOBEEICHEALDRET 5 1eSSe @ 2 BIZ 3 I D 9, deSSc B TiX, FIE 6 FLLNIC
FEAL DN HEIT L, Z ORI —Z LT, WHLE. B, 072 & Ol 280 B i ih #0523
EITT 5, EERLEHEAD 70% 8 FIE 3EUNICAL L E@EINTWD, —F, FBIE 6 F
DBRICEEHEERTFRNEAT L L3 mThbH, Zhicxt LT 1eSSe Tik, B (BFEnD
BHE) vA ) —BRERAONTERICEEELDNERICAEL D, 6o T, #EITLTWDEHO
dcSSc D JZ ML N FERB ) 72 iB DO xS L 70D, LML 1eSSc ThoTH, #EITHAHETHE
JRFPHIC B 2 X 72T A RN S 2 G B ICILREOEREZE T XX TH D,

PlbXv, OFREGHEAHBEND 6 FELUNOIER, @2 B A»D 1EUN) KE#EAL
DHEATZ2 RO DIEF] @FFEMEEAL R EEROIEF OS> H @& ETe 2T H LU L2572 3 IEFIZ .
BB 2 BIEEZEAT RELB LD,

72%, 1cSSc TAHRILEPH DG L 2 & 723008 5 2k, BEERERRENA IR LS B
TRETHD T, PLERA YV AT —F 1 (Scl-7T0)HIELH RNA R U A Z —¥ I HLIR D 5D
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BA°. PL URNP HLIKDIFEEN RO D HA1T., deSSc ICHER T A A EMERAEH W, — ., #it
Vb AT HERPEMEOB AT 1cSSe D F £ TRIEMALA I A2 B 2 THEIT L2 WA REME N 5
A

CQ5 REMILIZx L CH R RIREEIEMH 2

HERESC « RO & 0 S DA HANT AR,
*ﬁﬁES IE%V} V’\/Vﬁﬂﬁﬂzﬂiﬁj

fRPL . RS LIk L CTHEB 2R ANL 2V, Mizutani 513 4 1D SSc BT, 0.25% b=
FFr— MREEZ 2~34FEM 1 B2 REHEMBAL, 2L 3B THIMEEZEDZ Y, LrL_HE
M7 72 REBERBTCOENMEERFT LIRS T/, T ET VA LU FKY, SSc Tl
KENT =7 « BRIRIREAE 12 61T 0.005%H /LR b U = U REOBEMBA T3 0nH%BICE
BB LT TH2HENRDHD 0O, /2, IVVE NI A= - RERXEZY o UT7ab 4 BT
ATNVOERE 6 LOTNT =T BEICHMBAA LRI TIX, 3 20A%ORETEHLE 1
i, B 4B, RE 1B T o7 D, FOEDOHRE TIL. SScl7 BT BT =2 /Wnt ¥ 7 F V5
EEANETLIEAEFEE2HT 55K 28 MH L2, 4% TlE mRSS ODABERKEITIALN
T, T T EREDBTHER NS 12,

CQ6 RIEME(LITH U CHARBIEITHF AL ?

HESEO : SO BRI L OIS M ARB AR S Y, 75 2 L 2 RET 5.,
HRE 2, =T ALC (&R 7.7]

R« BRI R D AR IE L. UVB L0 S FEEMO UVA RS TE -, B
UVA | &I TiX UVAL O F AMEO®ED . /DA Zxt 5 & L7 casereport, case series L~/ T
HHID,

Psolaren+UVA (PUVA)JE %1%, psolaren #tH & 72 X IR % 12 topical PUVA, Bath PUVA &£ 73
ERH LT MENBR S D, JEFED 10 FILL EORE EBI T 5,

PUVA JEIEIZBI L TiX, Luftl 523 12 4 @ SSc B3 (1¢SSc7 4. dcSSc5 44)IZ Bath PUVA &k %
fi4T L. &/ 7 & (minimal phototoxic dose)?® 25% % 32~45 [a] (& 7F 68~151J/cm?) M& L.
9 AL DBE, 1 B THERICEFEAOHEE (WRELOHHAH V), 241 THRET
bHol= 1, F7-, Usmani 5%, 12 4 @D SSc B (1c¢SSc6 44, deSSc5 44)IC Nk PUVA (8 4). 4+
F PUVA (2 44). Bath PUVA (1 4) (1 £ 1XAH) %8 2 [HEfr L7z ', MPD @ 70%% 19~30
[l (HFF 17~225.131/cm?) BE %, 11 4 CREMITEE L, mRSSIEFY 21.5 205 14.5 ~
IR LT,

UVAL (2B L CTiX. El-Mofty 5% 15 4 @ SSc B FH (1¢SScl0 4. dcSSc5 4)IZ UVAL % 5~
20J/cm? T 20 BIFEST L7223, 1 BIAHEELE, IFINRELEICE EFE o7, Kreuter b b
18 il > SSc HF# (1eSSc 15 #i, deSSc 3 #i)D FHEaE I3t L. 30J/cm? ZHH(Z 4 [2] 8 B, DWW
T 308 6 R D 50 Bl (A FF 1,500 J/em?) HESF A TV, 16 B TRG (LS E I L,
W 25% D A a7 Ok EEZ RS 7= 19, Tuchinda & 1% 12 #il® SSc H & 12 low-dose (20-30 J/cm?)
2> 5 High-dose (130 J/ecm?) & T? UVAL B 21TV, 41.7%ICHEE L EZ @R H 7= '), Connolly
51X, 16 Bl SSc 312 UVAL RS 247\, low-dose BE(20~40 J/em?) Tl 5 il 1 F11Z
medium-dose BE(40~80 J/cm?) TiX 6 B H 5 {512 & # . high-dose E(80~120 J/ecm?) Tl 5 14T
WZEEN A BT 18,

i

CQ7 KREWLIIH L CRIBREAT S FiIZFEA»?

WIS : BIBEEAT oA FEANRIZ, BIERH CTETL TOWDEMICE N CTIIAHTH O,
WESTH L ERRT S,
HEIREE .2, —TbEF L 2L~L:C AEEBE 8.1]

R :SSc DEZJEFALICRIREE AT uA RERNRPAHATHD LT 25287 R ED R0 N,
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Sharada 2 &% 35 il & xf5 & Lo EAER —HEMRRABR TIX, 7% A ¥V UL 2L
(A 1 8] 100mg,. 6 »HARM) OFMEEZRLEHBENDH D 19, IBFEEM=17)TIL mRSS 2
28.5+12.2 75 25.8+12.8 IZIK F L7272, HEE(n=18)TlX 30.6£13.2 75 34.7+10.0 ~H /N L 7=
EHtE STV, 7z Takehara 1L, XPRREED 7o W& A EWFFE CTldd 245, 51 0 75 i M A
b2 LAHICEIT LTS 23 8lict LCTIERAREO YL F=Y iy (F1#&E 20 mg/H) AR
AT o 7GR, mRSS 2% 20.3+£9.3 205 1 A ITIE 12870 I F LAz #EL T\ 5 209,

ZOEHC, BIBREAT oA NEOKEEMALICRT2HMEERT ok o AITIE
RAT DA, FIE R CTRIGHEALAEIT L CODIEFIZR - Tk, 27 L bR TIEAERES
Z6NTEBY, YT FITA VEREZEESDa B VARG THIEE L2 2C L Lz, CQ41(C
RLUTE, REORG L5 SSc BEHEICH LT, 7L R=Y 1 20~30mg/HZFIEDH L &
LCEL5T 5, IMELY 2~4 Bk L, HEHELLOKEOREZHABLENL, 0% 2 #
~EPHZ LT 10%T oW o< VBB L, Smg FRREZ Y HOMFRE L +T5, FEWLOE
FREHMAS RN, HDEIVIEEHRMICA - EZE2bNTHIELTEW, 72, BIBK
HATuaA REOREIZHIZ>TIE, 7V —EBOREIZH+HTEEDILETH D,

CQ8 REBHEILICHLTD-R=VFIVITEA»?

HEIEL . D-R= T I I SSc DEFHILEZLEBLARAVWEHAEZSZOLNLTEY, BE LW
EERETD,
HELER .3, T EF LU ALL:B [AEE 8.6]

FEPL : D- =37 I 0 1966 1T SSc D JEHb E L ET L EME SR TLRY, oA
PEIZONWTEL OHEDRH Y D, SScDIRFEIZLIFLITHVWL N TE R, LrL2R5, 1999
FE1Z deSSc Bl xS L LT, D-X=v 7 2 D KBHKGE (750~1000mg/H) &/}E&Ef
BE (125mg/fEH) Zibig L7z “EHERRBROME R X, MBI EEEAOZLICAEE
BOOLNRNoT2 ), ZORBRIZIT T EREDHEBIIHITL TWRWVWA, D=2 T 2 v i&*
FEELIZE TIER2WEZZOND X 9T oT-, —J7 2008 412 Derk B 1%, ?&6[?%@4&143
AR — MFERIZE > T, D=V TIVOFEMEEZRELTCND %, LrL D-X=vTF 3
VIZEMER b RBEEICA LI, BIELZ < OFEMENKEEAIC T 50 HEICEERN RS T
HHZEND, BEBMICHERTRETIIRVWEE XD,

CQY REEW@EftictL Ty Z7urcr7y I RiZEA»?

HRT: > 7R 2 77 I FIZKREBLLOBEOBRRED oL LTERBT AL ERET S,
HERE .2, LT VA LA (&R 8.2]

&% : Tashkin H X, Y7 oA A7 7 2 R mg/kg/ B IXMifRAEIEICK T2 S ik & EM
RBICBW T, 12 D AROFEMREICRB T 2L EELLOFREREENRO LN E2HE LT
W32, v ak A7y I REEE%F7- 54 ] Cld mRSS 28 15.5¢1.3 2> 5 11.9£1.3 ~ & 3%
LD, o9 RZ2HESHE 556 TIE 14.651.4 06 137814 1T LT=DOHThHhoT-, ¥
JHRAT 72 REERED H B, deSSc B TIE 21.7+10.1 705 15.9£11.0 & LB K & 72 (k2
BOOLNTZDIZRF L, 1cSSc #ETIL 6.1£3.6 205 5.024.3 ~DEALIZ & EF 572, deSSc #EITE
WTh, 24 00 H %O S TOFAETIZ mRSS DA EREHETRD bR ol 29,

145 4 @ SSc RE B LN 142 4 ® SSc BAH & kR Tz KA (SLS-1, SLS-1I) T
T, Y7 R A7 7 I FEEHICBWT, 120A%., IS A%, 24 hAZOWTRIZEWNT
H 7T ARBICHE L C mRSS DI T RARICHERD bz 29, F£72. Herrick 512X % deSSc
WxXF L CORfRAEHEarR— MIZETIE, 78RR 77 I FE2&FO0~2 mg/kg/H)FE 72 I1XF
HE(>500 mg/m?, H —E)#E G L7 #Em=65)TIiL. 12 " HZICREIMGIBEIER 51 & i LA E
\Z mRSS D& FEEZFR O 28,

VI BARAT 7 I RIXEICSSc DIFZICH L THWLND D, HE#ILO&EL RINT
WAHTD, BIERICERELZRAGERELTCHLIWVWEEZ S,
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CQ10 RFEHELIZRHLTAMM LI —MIEAN?

HREC: A DL FF— Tk (MTX) ZHEEECOBROBIRE DO > LTRET 50,
AHEBEBCEET LI LERETD.
HIRE .2, TEFTLUALAUL:C [ 8.3]

ﬁ@_ﬁjﬁ MTX 2% 2 " EHEMRRARITEEIZ2 #H 5. Vanden Hoogen HIZ XK B 29 fl % *kf5

Ltuﬁﬁfi MTX ﬂhE(ISmg/FEJ 24 W) AT K0 BRGNS T D A A D AT Y,
ﬁ/m IRD LR -oT2 (p=0.06) *¥. MTX #5# (n=19) TiL mRSS (X 0.7 DK F3R
&)Eﬂf_iﬂ 77 REER (n=12) TIX12 OEHFTHo7=. —F, Pope HIZLD 73 fHil%
RBELE LIS EES _EERABR I, MTX&EO®&ES (10 mg/i, 12 7 H) I2X->TE
L 2RAFMITAREICKE L 2R, BEFICI2RAFMICITAERZEZN 2L, KEEILOK

’%ﬁfi% X722 72v - 72 3. mRSS 1 MTX # 58 (n=35) TiL 27.7+2.4 25 12 T A#IC
214428 12, 77 RELERE (n=36) TIL 27.4+2.0 75 263+2.1 12, ThETNHEB L (p<
0.17). LM LARND, ZOT —H &4 XHEHFIZL o> TN T 5 L, mRSS Z DM DI
B LTMIXBICBWTHERKENSRD OGN, ZALOMBEL Y, 2017 £ DA
WA K7 4> (EULAR recommendation) <Ti%, FJEFEH D deSSc D JEM L DIGH#FE & L T
MTX Z % BT 5 Z LR HERE (HEREE A) ShTnd 32 £, BHAO=FARR—Fko<T
ERRESNTRET LT Y ZACBWTIE, PEEE TOREHEAIZK LT MTX 288 %R &
LTHEINTWS., BEOKEHEAIZB N TEH MMFIZIRWTHE ST\ D 3,

LUl n, MTX CIXHIEMMRZFRT LIV R 703 H DD T, thOIRFENERN TH 2 B
R LTS Z2EZEEBLTHLIWD, FHICHTE > TEEEALETH D . MTX [EAJEIZ KT
D PRI i 1 72 L.

CQl11 JFEHLIzxt L CE Dok Eim EiXaR»n?

WIEL . 2 /7 nARY v, v/ UbLA, Sa7x)—)LEBET7=F/L (MMF) % &Iz
KT ABEORREDO 1 2L LTHRETS.
HESRPEE -

I/ ARY v WEEEE 2 T EFLURALULD [EEE 8.0]
Zr7nal) AR HESBREE .2 b5 AL C [£EE 8.0]
THFAT) L HEE .2 5T AL~L:D [EEE 7.7]
MMF WIERE .2 T EF LU ALUL:B [&EE 8.3]

R e AR AR (2 mgkg/H) X1 FERICKEHEILZEESEZE W) “EHEERR
BRAMESNTWS ¥, Zhick i, mRSS 1 15.242.0 705 1 4E# 12 11.3+1.8 (p=0.008) (Z
KELE. LrLAaRS, ZHIEE-EHTO 10 flF >0 ABoORBRTH Y, HRSTIX
FEFORDMEITHSIEN TS IV n., —F, YZa AR VHARICE>TEZ U —
ERFRINZLEVIORESLCHMENEHEEICHATIE VW >@MELH D 3539, BHIZY-
STHEHBEZ YV —EOREICOWTHARERPILETHL EZEZOLND.

27y LAANR CE¥0.07mgkeg/H) 1T A% (8 #) oA —F L H BT H 4 I TRE
LD EEZ BRIZEBRILATND 30, LaLRaRnb, ZOHEICIE mRSS 72 &0 KK 72
T—HAPRENTELT, FMRIFRHATHD. £/, Yo AFRY VEREEICEZ V-3
JEIZOWTHOREENLETHLIEEZLND.

THF AT Y NZOW T, Nadashkevich X7 vAR A7 7 I F (2 mgkg/H, 12 Z H,
W Img/kg/H, 6 WH) L7 ¥ FA7FVU > (2.5 mgkg/H, 12 B H, %W T2 mgkg/H, 6
HH) %30 Gl L, vuRAT7 7 I FEGHTIE mRSS OXERRDLNTZD
ﬂbf TYFATY o FEERET Mw%nﬁwot,ﬁﬁnganfx77i“:ﬂbf

BAEPERTRD BT & LT 5 37, Poormoghim 5. 21 iy 7 mA A7 7 2 R (2 mg/kg/
H) Z, 15BIcT7FFA4A7Y v (1.52mgkg/H) &5 L, WL b 16 #H# %I mRSS OF
BEREERHELNR NPTt ZHELTWD (Y7 BrAATZ 7 I K -1.4+£45,p=0.16 7%
FF TV 29437, p=0.09) ¥ .
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a7 /)= )VEBBET =F 0 (MMF) &, EEEAICOWNTIEWNWLS D220 ENH 5. Derk
50— 7 R ERTIX, EA%@@ decSSc 15 #ilic MMF (1,000 mg/H X v B4 L 2,000 mg/ H (ZH
&, A[RE/R 5 3,000 mg/HIZHEE) & 12 Z ALLEIC zbf:oﬂ&ffb, R E B LTz 3
mRSS 1 22.4 7256, 6 1 A%IT 13.6, B TEIZ \Z{& F L7=. Mendoza & (%, E,ﬂ;ﬁfﬂ%
TRFE D SSc 25 il MMF Z 3K BEAi & L T imzmﬂiﬁﬁb ({2,000 mg/ H ), Aif &1
BlEs L=, 18.248.73 1 A #%1C mRSS (I 24.56+8.62 7> 5 14.52+10.9 ~E AEIZIEK T L=
(p=0.0004) *°. F7-, Stratton (¥, FH SSc13BlzxtG L L= 12 v MFFFET, ﬁﬂ@ﬂ%
M e 7 ) o E&E5%, MMFO05g # 1 H2 B 5THKGL, 1g 21 H2 FEGICH&EL
T 11 WA Lz, ZOWEFEICE > T mRSS 28 28+3.2 756 12 7 %I 1743.0 & 2 )Eas
IEOFERLENRRD BN (p<0.01) *V. F£7=, Vanthuyne 5%, 16 HliZ%f L T, MMF &
ATFaA KXV AR, 274 ROVENROMAGDHFIZL > T, RKEHEILOFERLENLSD
Nz E@iE L Tnd *Y. —J5, Nihtyanova 5, 109 il MMF # 5.8 & 63 i Ol o 5%
3P G- 2 ik U7z 5 ER ORI O % A [ 8T, mRSS O ZEALITIZZN o7z &k~
T3 4, &5|Z, Tashkin HiF, o X o “EERRRICTMMF &GN 707 4 A7 7
SRR LFABOEEWREDIRNEGEONTZZ EE2WME LTS . 63 6l MMF & 58 &
3BIDY I/ T3 AT7 7y I RESGBEAZLE L E ZA,24 A %I mRSS X MMF % 512 L -
T71.7% (-4.90) IZ&FEL, 7 a7+ A7 7 I REHIZL-T73.6% (-5.35) I[ck#E L&
LTW5. Volkmann b % 7 > & LML ZHEHERAERICTMMF & 52377 2 AREE & g LT 24 20
ACH 7> T mRSS BNAEICKET 5 (p<0.0001)= & ZHEL TWDH 9, IO F 23—
MZE o TIER ENTZIBET LTV ZAICEB TR, MEOKEEIZHS W TIE, MMF 235
—EIRE LTHEINLTWD, PEEE COREHEMIZH LS MIX IZRWTHE I TS
BB, vruRRY Y, Frual AR, BELOMMF I IAEIC RS 2 R 7.

CQI12 KEBLCHLThREI aT ) v REFERBEIZIAEA»?

HELR ST« B AEAL AT D A HPEIERE B 2 Tk e v,
HELREE 5

R BB R L CRE e T ) v REFHFERE (IVIG) ORZRF LIIEFAST v &
LB S A ST D, Levy BlX, 3 ffild deSSe 125 L, 4241 T mRSS DK F %
WME L TWD 49, Levy HIE, 15 G L, 14 I THERE%IC mRSS ME T (10£5.9 DX T,
p<0.001) L7=Z &£ ZWELTWD 47, A TIL, Ihn 5D 5 o> deSSc (#9255 T,
26T mRSS NMEFLAZEOWENRH D 4. X 51T, Nacei 51X 7 #ld SSc 1KLL, 6 &
H 12 mRSS 28 29.2+8.3 /5 21.124.6 IZAZICIEK F L (p<0.005), BIEIER b kE L7z &
BLTWD Y. E72, Poleman D D#H% A X HFJETIEL, mRSS B LGHID 29.6£7.2 775 6 H
A#%IZ 24.149.6 (n=29, p=0.0011), 12 F A #%IZ 22.5£10.0 (n=25, p=0.0001), 18 W A%
(2 20.6+11.8 (n=23, p=0.0001), 24 » A %I 15.3£6.4 (n=15, p<0.0001) ([ZIEFL, 12 %
HATIHMmERRBOa L hae— AL L CLABRREKENLALNL Y. LM LARRDL,
WTITONIZ T 7RG T ¥ 2L (400mg/kg/H x5 AR, M7 —L&E5) T
mRSS DOZEALIT IVIG BET—33242 THVY, 7T vREED —42+4.6 LI L THEEIT L,
5725V, Sanges b IVIG Z ] L7z 46 Bl & 14 A ) (i L7z kb . BB R I2 20 R A3 15
BRTWRNZEEZRELTND . ks, s/ v 7 U v REHEFIEIIAEICST 5 HRE
SN ESANAN

CQl13 REEWmiLIH LTI YR~ TIXHEA»?

R . VY~ TR EMELICH L CHEATH Y HESET S,
HEIREE 1, —ETFT VAL~ A [EEE 8.4]

B VY X7 (RTX) 20T, mAICEE S 417z Lafyatis HIC X2 20 fil & k4 &
Lizd—7rRBICBO T, REHLLOKZBTRO N hotMEINTWDE Y. 20
%, Daoussis LA —F VR BRAEZITV, RTX 6 VHRBE T2 72— L5257 7- 14 #)
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T, mRSS 78 13.5£6.84 (% 5-81) 705 1 4E4IC 8.37£6.45 ~LAEICKTFL ™, 4 7 — )LDk
WEZITT2 8 Bl THE LGRS O mRSS 232 FRICARICEE L (4.87£0.83 vs. 13.5£2.42,
p<0.0001) EHELTWD . FEEIC, Smith HiE 8 HlaxfRIC LA —7 R BT, RTX
6 HWAMMT?2 7 —/L#5 L, mRSS 728 24.843.4 7°5 24 %12 14.3£3.5, 24 7 A #IC
13 ~EAHABICEFLEZEERE LTS . £, Bosello 5%, 20 #/iZ RTX % 1 7—»&
HL, 8 Bl CIEEELZEZITo7. mRSS [TEGRID 22.3£9.5 7°5H 6 7 H#%IZ 14.4+8.4 (p<
0.001), 12 A H112 11.247.5, 24 51 1412 9.95+6.9, 36 1 H 1412 8.145.2, 48 7 1412 9.8+7.2
(p<0.0001) EAHEIZMEKFLZ 7. &5, EUSTAR O 7 Vv—712 k% 63 $iloninm & HF5E
8 Tk, RTX RIFRECIE =2 b — L BEICHE X T mRSS O ERNAEICKEL ( —
24.0+5.2 % vs—7.744.3% ; p=0.03), mRSS D HLAHEIZK F L7 (26.6£1.4 vs 20.3+1.8 ;
p=0.0001). LM S 1X 9 BlIC RTX %5 L7-L 24, mRSS 1L 6 A B O HERikE %R
24 MABZITIE 7.7 ROBABRELRT . o0, LHbIE, 7 7szxﬁl’€b§g$ﬁuft?jﬁ%aé
i U, RTX # 512X > T mRSS L %FVC D FBRUEN/H LN Z L E2HE L TWVD . mRSS
(2 & B R gL O EIEE S 2 (moderate) DL EDHFE 56 A& %212, RTX (1 [BH 375mg/m?)
LT TR E 17— G L, RTX 5% EE (28 f5]) TiX mRSS 23 14.4+£3.7 72 5 24 412 8.3£4.0
~NEFARICEKTLEE®RELTWD (> ba— Ve (26 1) 1%, 15.7£5.5 75 18.248.7 TH
D, 77 EREELEDOET, -8.4 [95%FEXM -11.0,-5.9] p<0.001), % 1 7 — /L D2 VEFTFM
JEF] 28 B, BER X 21 FlCFE O HAv, ERBEMER I EHIER (39.3%) ,CRP L& (10.7%) ,
W ERER A (10.7%) . B EREE D (10.7%) ThH o7z, LLE b, RTX ILEEHELOIF#EIC
BHTHLZENRBEINLGD, BEEREPEORELL Y, HEICHERATHZ EBNEE L.
FREOEARRBRIC L 5 T, RTX X 2021 b ARIEICKT T 2 REEIEEZH L TWD

CQl4 HFEEALICHLTErFY ) X~TIZERA»?

HESESL . P U XT3 EEHIL 2 EBSEDIHEAITRD LN TWEN, ZOHFAMEIIMHSL L
TWhWied, EHZEEICESE T2 2R ETH.
HEIREE .2, —EF L AL~UL:D [AEE 8.3]

R B IL-6 SRAEKFETH D F ) A~TI2oWTIE, ZhE CICREMLALEL- &
T HIEFI R L OYEFIEBIF RN ME STV D oD s 35 figkicB VW T LA/ —BlRLL
SAOFER DB HELL T D SFELUARNORYOBFICHT 2 EEMRA (phase 2 iBR) MBNiToiL
7. Ry U X< 7 (43 4, 162mg/il - N EH) TIEE G 24 B %I mRSS A RN—R T A
VED BRI TFTLEDOIZH L, TR (46]) TE12 DK TFTHHo7 (p=0.0915) . F
7o, BEH A8 B TIX, I RO 277K TFICHEBE LT, by U X~ 78T 633 OIKTFT
bV, HEFENLET DEANHE LI (p=0.0579) Y. £7=, LFD phase2 BRI\ T,
BEOREARME O ORBBERMEFMIRE AV & R CIX, PV X~78E
24 WH OBMETFMIL T2 T — 5 U EEL, IFERE, HIHEE/ £ O TGFR THil4# S i 2 B aE o #n il
NI BT 9, LaL, 5l&EfWTIThi 7 phase 3 AR OTIX, U X~78 (104 #,

162mg/# « 2 FiESH) TIrIBeG 48 % IC mRSS BNR—RA T4 LD 6. 141K FL=DITHL,
77 AR (106 ) TiX 441 DIRTTHY, HonRWEDR TGO R o7 (p=0.10)

O, Lo T, BRERTIX, ZOEMMEITITFES N TR, 728, by U X~ TIEAREIC K
T 5 PRBRIE IS LR V.

CQl15 RE#HiLI LA ~F=TITHEH»?

HELR ST BT 2 A AT LTI <, FEEIc+ 21 E L TidEsE L
W EERETD.
HEIREE .3, T ETF U AL~NULA [ 8.7]

R . A~ T =7 OFMMEIZ OV TIE, mRSS 2NkE Lz &7 5 E Fl i 15 <00E 1] 48 FE BT 78 23 3t
HENTEDY 77 Gordon HIZXD 17 BloA—7 B TIX, 24 7 A% IZ mRSS (F JefE)
N 215 16 I FLEEHESNTWD (p=0.002) 7. F7-, Khanna 5=X° Spiera HIZ X
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DIk DA =7 RABETH, mRSS DR FARESHTWD L7 —J5, Pope HIZLD 10
WaEEE L6 W AR “EEHRAR (200 mg/H) 3 X O Fraticelli 512X 2% 30 6] & %f %
EL7=6 PAMOA—7 3B (200 mg/H) TiX, mRSS ICABREKETALN N1 70
WX BT, Prey HbIZL2 28 BlOT A AMEZEER Y be— L RHEERBRTH, /1 ~vF =
7400 mg/ BT T vRN 6 HAELGE SN, mRSS DWFEICHELITHAONR N2 7Y,
Liakouli &%, ERROEEKEER 779 2H W TERMUL B a— L A E T2 I oTn & 25,
mRSS DA E Rk E (FREN 3.091 K T, 95%(E X [ -6.081~-0.102, p=0.043) %iwtbf
W5 70— BRMOETIE, BEEZIZILDETIEEEENA ~F =T HTHREIZELL &
ALz,

CQl6 HEEALICH L TEOMOEATERLZLDORHDEN?

HEDE ST -
1. 2V A7V IEEHELDOIRFEE L TERE LRV EE2RETS.
HEIBEE 3, TEF LU ALNL:A AEBES8.7]

2. FI=FRAN, KLV EL, VAFTF T 4N, =T X =T OREHEICHT S E AT
HMNTR.

HESRREE : ho =T R b H#3EAF .5, R &2y #HBEE .5 L FF7 o HEE 5 =

TH =T HEBEE 5

R - ISR T D YA 7 U NI, 1998 4EI2, 11 Blod—7F R BRICB W T 4
BI TR 1 FEBICE BN ERICHE L ERE SR 7. Z0% deSSc R#If 36 #l%
WG L LTSk A — 7V RBRN TN, S A7 U UHNR 1 E% O R EEAL O g ER
E DRI IVEDTEERARBRCTHEONTZ-AARARBICE T 2 REH{LOKER L LT
BICABETIEONR S, P T =T A MIraA P BEEBEICKSLTAEZTH D
ZEmB, SSc DEEHALDIRBIZHVOND Z ENHDHEBEZLNDLN, THETICHHAME
ZRELEMEOREIIREN TR, =0 Rk UZREEHETHLIARE L Z U DOR)E
AL Cx T 548 A L TiX, 3#o#®ENSDH D, Funauchi 5L, 24 7 A 1T deSSc 2B\
T mRSS 2% 21.0+5.9 7> 5 11.543.9 IZ/K F L, 1cSSc I B W\ T 17.0i6.5 M 9.5+4 5 TR TF L2
EEHELTWD ™. Kuhn 5%, 10 flo4—7 U RABRICBWT, Rt %% 125mg/H % 4
W], RVT250mg/HICHEE L C 20 @EA&E L7 Y. mRSS (X, 12 & 24 O S TH G
ANZ N THEIZIE T L7z, Giordano H D% AM EWZETH, 24 1 & 48 JH O T mRSS D
AERIETHRRD LN V. 28, R ¥ IR R IEE LI T DRREIG IR0,
PDE5 [HERD LT F 7 4 VICBL T, mRSS WK FLAZETHEMMBERALND 8.
RE, VLT F T 4 VIIARIEICR T HEBEEIS IRV, PR TH S = T X =T, M
BN BEFRIN 52 R (VEGF 2 & K), /K SRS S 7 (PDGF 52 & 1K), #R Ak 25 A0 i 58 5l
K= 5K (FGF /K #EME LERSFFes o2 —BHEERTHD. BIEMEMZER
ZA0F Lo ok BE B 580 Bilicxf L CHE/E AL —E B MR (SENSCIS #k: &5 111 M4H) 237
PITEY, BIRFFHIEE T mRSS ICOWTHRFTLTWD R, &5 52 HEOX—ZF A
SOEEIZ= T X =T REN-2.17, 7T BRBEN-1.96 L AEZITEONR -T2 R 2%,
-0.21, 95%CI: -0.94~0.53, p=0.5785) ®». & 52, Kuwana 5% SENSCIS BRICB W TH 7 7 L —
TN ATV, HANBZICBWT 52 HH® mRSS DRXR—2 T A4 U NS OERITZ=0 T4
=7 24, 7T RAREE -1.2, IBFEZEIT -1.19 (95% CI, -3.26~0.89) TH VY, HAAIZEB T
LABAEATALNNZ EEZREL VD ),

CQ17 RFEEiIcx L CiERRBBEIIFERA»?

HEBEIC : SR x4 2 A AT S Tl wn
HERRE 5

R . CAUE TS, MIERHIREA M L CREEILOLENG LN LV ) H|EN N D0
& 5. Cozzi b IF, D/\ T X UBMIBE LK 33 A MO R oML R L D= T
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LV OPFREE R A — 7 R BR TR EE L, i B A B OF I BE (mRSS 28 34.6+£7.8 )
530.6+9.8) TIX, D=7 I M (204+54705 21.0+6.1) &~ THEE R G2
WELIEZEZ L ¥, Suga BIFRIBREAT A FHNIkE 7 KRR 7 7 I iR S
& T HE A # ¥ (double filtration plasmapheresis ; DFPP)% #fl L C, decSSc 3 8 HlIZiRE &
fTo=/ER, mRSS 28K 1 MARICHEICHKE L7z (27.0£3.3 vs. 15.8+3.5, p=0.03) t#HEL T
W5 3O RERICEIBREEAT e A FNIREYZ7 a0k A7 7 2 REIRE G & Mz 0 L
TISBICIRBEEIT S T2 FE R, 14 B CRIEH(LOLEN A DN Z £ NHE STV D A mRSS
DOFEHENL AN 8D T b, 14 B L CIERHL L v 7 vk A7 7 I Nk G-, B3R
fahiz 0t L, 12 02 ABRICKEEE N EE L EOHRELH D (201 £3.1 05 13.8+10.2 (P
<0.001)) 3. Zpds, MHEAZ HIRIE T AE T KT D PRI IS 1L 7R V.

CQ18 RE@E vk LTSI aH»?

HELRSC : BB HLICH T A2AEIERTRENTWDED, BEMoBEND, #Hik & 2 DER &2 E
HIBIRLTITHY) 2L 2L T 5.
HEIBEE 2, T EF L ALNL:A AEBE 8.5]

FRBL - 1990 AL W HAED SSc JEFNIC K L CTEM BB IC X2 HEBORLEDZITHOA T
%, M OBRKRREBRICE N TIE, REEMCOFEREENRO LSOO, & FE L BAE B
N L 720723, 2D, ThLK, AOELZRMEICE LT, MIREFMORIRE 7o
Fa— L ORFMITONTE., FEGMBEBMEICE 2 ZKEELLOEELREINTND N
WAL H CRBMEBMEN EITITbNTE Y, 2 E TITH I AR &5 I #5508 E 23 #H
HER TS,

01 AHEBR (ASSIST) °0 1%, ‘BHiEmEm g Ll m@gMagme v 7 akl2x7 7 I KU
AIED T X MM A —T U HERBRTH Y, ERMAANIERET deSSe, 60 AT, mRSS
14 PLEDOlEabEHEH U, £721X mRSS 13 LT oA H 0, ERRAKEAEITHNVC<45%,
LVEF<40%, JEGEMELHEESH Y, MiE Cre fE 177 mmol/l BLE, 6 BILLEDT 7 LE AT 7 2
RV ZREOBEE, 4 XV EVRBEHIE T, 19 fINHAEAN DN, G-CSF BL Oy 7
ODARAT7 7 REEICEV@BMMZSEEL, 7 ukA 77 2 FEFIIRMLZ 07U i &
LRMEATALE D%, SMRBHEIT 7. ROICHMEBAEICE Y 1T 5472 10 #11X mRSS
2528 (JRIERN) 7205 15 (14E%%) I BE LN, ar ba—L D9 HITIX 16 205 22 ([THE
fbL7z. avie—nAfEorbEMNALE 7 61 | FRICHHRBREEICHES Y F03h, 27
5 15 (1 4F%%) ([2ck® Lz, SRSt Tk, mRSS (XIBERTO 29 5 12 4 At
W2 15, 24 W AHKIZ 12 IR T L. ECHIX 1o T,

H o —oOD% I AHRBR (SCOT) °V 1%, dbkd 26 sk TIThoiz T v X LML TH
v, HOEM@BHEBE E > 7 akR A7 7 2 FoOUVREE (H 1 B, £12 7—)L) &l
7o, v uR A7 7 2 ReEHWT G-CSF B CRMN MM ia 2 /B L, CD34 5 ia 2 Hifk
L7z, BRI 36Ty 7 udk A7 7 2 REEIX 391 TH - 7=, 54 20 B Copfl fu B RE C
WEEBREEHALOLE L BEREGFOREENAL LN, VI rAAT7 7 I REHENRD W
ZLEROLRE - MEMEIEOAFEREZRIL TND LRI~ T, Bt | FEMTORE
CHNE2R <, IBREERED 54 0 H T3% ED o 1z,

% 10 FHAABR (ASTIS) ¥ 1%, I —u v Xt BT X D4 28 fEXic L5 IFIEREEDO 71 b=
— MK HCEMSBMBEBHE > 7 e kR A7 7 I RV 2EE (A1 E, 212 7—1) ©
T U MM A — T UGB T, 156 BN AAN DAL, mRSS O LIL, @A AEEE T
=199, = b —AHET—88 EHEENALNT (p<0.001). HMHBBHEEEICK TS 1 4
LI DR BB FE 1L 79 Bl 8 Il TdH - 7=.

Van Bijnen & % mRSS 7% 26 (VA AL, n=69) 5 6 (544, n=35) IZkE L2 L 2HEL
TW5 %, AMTHLHOHMEBMO A — 7R BRMNITHOA TR Y, 11 FIC B C & /i
fEATo72E 25,36 MR#ZICIE mRSS 23 72% F TE L, AR LEBHELOLENS S LTz
) | F 7=, CD34 BRI OMALEZIT o7 11 ] & FEMIfE D 8 Bl & bl 3 5 &, CD34 #i{bEED
E D DR EEALICK T DA ERFE o 72 9.
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UboXoic, BCEm&MEBMEIIREELOLBEICHHATH L, BHEMEEED Y 27
LD, WS ERDEMEEEICRINT 2L ERDH D, £z, B TIX, RGOS
A=y M LTITH) Z IR LZEMOBEA» L ITHES V. 28, KBRFITAIEICR T
2 PR BRI S X 72 0.
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. MR O EBIENATREIC R o 72 49, SLS-1 IZ8&ES N9 5 98 Bl DGR 12 » A [
@ HRCT Fri O ZALOfEHT T, 12 » ABROMREIC L D2MMEMRA T IZT 7 ERAHTHE
WEMAL, 2y AWy 7 ukR A7 7 I K, 77 8 RBEZN TN OMIREIC X DR
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bR a7 oEAEDZEIT FVC (FRIMEICX T2 %), &Mt E (FREIZST 5 %), MR IR E
ZaT7DRPAOENNEEZICHBELE Y, 5T, $0FITRE, BHR - OIREAaT
IR IERE D L LB L e o T2,

SSc-ILD O iEE 22, BFEIFROFMICB T 2 EEBAMME, MENNA A ~—T—, H#EHE
EREOAHAMICET 2TV XFIR D, ILD OFHMIZ 6 43 W AT BR 7 L 1 8 A {7 iR
BENILL HWSITW DAY, SSc C I il B IR i = i JEE LR A . E RS Lo P
EZTDHZENORREOMIRICITER X ET D, SSc-ILD 2B W T 6 43 ATk & 3= 234l
HH L LM ik, BEMEREL»27Z DD, FVC X DLeo & OMHBIZZ Lo 72 59, SSc
TIEAMBERBEFEICLY PR COMBEBEMAMERNTENS ERICITARVIEENH D720, BIFELT
OPENHELZ I NS SV JLEBRA Y AT —VBIFUERE M SSc-ILD 93 Bl B 1 5 6 45 M #H1T R Bk
EMER R RERR A . HRCT & OB 2 5B L7298 Tk, BRI, 324 (35%) 286
FRBITHRBRPIIAR =T A b 4% FOMBBRAMEKTEZELLL.ZD9H 12413 88%
UTOEETH-7= Y, MIBEMMEKTOH > 2BEIT 2R o BT HE LT DLeo 2ME 2o 72
2, HRCTIZBITDHEDLENY L OE I >T-, —F, MiE A 4+ ~—H—& L TKL-
6. SP-A, SP-D, CCLI8 AW H N TW5S, I KL-6 i%., BEWrAYHFZE T HRCT TOIRZLE D JL
N L IERFEEEK T (FVC, DLeo) ERBHET D Z RO kR — FFETREN TV DD,
IM3% SP-A.SP-D & HRCT FAffi-<CIEWE # AE RIS & oo BB L@ 1C L 0 B7p 5 5959 HlEE LT,
TS MIENSA A~ —H — ORI 72 2 B O K BB 26 1T A RE T2 57, SSc-ILD39 il & %k 4
LT AEORFZE T, BT MAIC X D B-line & HRCT 2 = 7 {ZIXIEDFE. DLco & 1T
BOMBERHEESINTHDEN Y, YK LFFMT2EBHICOVWTOREIREHTH S,

CQ3: SSc-ILD DETTFRICTIIED L >R B DRH B0 ?

HEBRT . OVE ARSI /IR R R SR o B R IR . A28, PR ESREFEAE . M ER
B RAE CT, 6 ST OB F A, CRP ° KL-6 72 E 2 RAMICHIW 5 2 & 22
EScareN

HELTREE 2 T EF AL L C (& 8.8]
FEPLIC . SScITfE S MIEMME R (ILD) Tik, MEIAH C L MR T3 EIT L, MR A4
WD BB X 30%RRETH D, KEE v Y N— 7 K5 SSc =k — k 890 #il 5% /1 fifi i &(FVC)
DR 72 BT Tl SSc FE D 60% 1 FVC (THRIMEIC K95 %) 2 7T5% LA E&#ERF L, 7%V
40% 23 75% R 12T, 50% A O EAE ILD (2 - 72 6011% 13% 2\ X 720>~ 7= 9, SSc 254 #i
D 12 FATE D PR RE FRAE O R ZE (b & S HIELBR £ 7 L CTREST L 72 WFZE Tk, FVC (Tl
EC T D%) T8 D 7T OOMEEHI W, 2055 85%NLZEHS L 72 I3BRICSE L,

5 15%I12 FVC OEATHIR TR R 57z 3, 72, FVC (FHEHEICXT T2 %) 2 50% A D
HIE ILD IZE 72 556D 5 6 30 BIAFIER 2 FRICHEFE 32% D FVC (FRMEIZXT 5 %)
O XK T, 16 BlIIFRIER 2-4 FFTHEE 12% D FVC MWK T2 X7~ L2 &6, ILD
D% < M SSc FWIE 4 FLINIZHEITT 5 9, BRINTREIEZR B L P X b U (EUSTAR)IZ B fk X vz
SSc-ILD 826 #il O FE W BT — % Z W T ILD DTN % — U 2 Rnt L7oWF5E Tk, ) 54
DBLEET 23-27% MEE D 12 » ARIC 10% 2L Lo FVC (FRMEICX T2 %) OMRHIIKT %
ROEZbLOO, Hig LW hEs TEITLEMIIDE TH -7, BdFr> 2B T —EL
72 EVCIE T2 R LEEBNIIEED 8% DA THh -7 ¥, Z DX 51T SSc-ILD O [ FE Bl 1% % 4%
ThHhO WMZRNPLEEITLRWEINOHEFED S BITHEIT L, FERARIZE S 6] £ TRIA <,
TRIFE IS O W O BRI FE 2 OFEMEIC L Y ILD OEIT FRB AR R TH 5,

ILD #1700 PRIK FIZET 2MIEETHWOND = RARA » M 12 % OEY O FVC 7
EOMHEEREOR T, EHORYMFBELE~OERLET (£, MR A, B4
GO LE) BNdD, FHIRFIEZERE SN TR, EE 0 Re 2 BEEN CHIMENS
LN TWD THIKNFIXRON D,

P DR 135 fe
SSc-ILD 826 il D K HIBHF 7 — & &2 F W7o fif b Tid, 5 2722 FVC (FRHEIZ T2 %)
KT%2TPRTHHERFELT, B, modified Rodnan total skin thickness score (mRSS)D HfE, B
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BB - WETREEERI M S TWD B, F2, OF AKEBMEER SSc (deSSc) . FFick
WEETR IR & ILD 1T Y 2 7 & L CTEEOBELH TRE STV S 92960, EUSTAR 7 — ¥
NR—Z % 7= deSSe DMFITIE, 1 £ T mRSS 28 6 BL L7y 25% LA L 0B & £ 5 F i i
ILHEATH, 10% L LD 72 FVC IR T E 2T OMIN LARE & LTHEEINLTWND
(NP — REiZ L4 1.79, 2.58) D, F7o, FH deSSc L& Tlx. ZWiks D mRSS % K §
AL FSAE 2> H O W] TR L 7= skin thickness progression rate (STPR)Z3 i\ 2 & 13 ILD 0L R A
DEMFBLIKOFC EHEL, EFFEPICREELENLE LR VHITEMTEREARTH -2
6063 F7o, 2 OO LTz ak— b TR OFEEE I ITBEE X ILD #4T OMNE L 7= fE R A
FTholz ™, by U XA~=TOEMMEEZRIE L7277 &R BEELCHERBRICHAAND
B0 B 7T RBETIE, XR—Z2T7 405 48 BT FVC (EHRIfE) 28 255mL X F L T
BY, FVCIE T U A BNEWEMTH 72, BRI, FEAE 5 FLLN O deSSc, % 6 » H
N O KA ELT 72 & OfF e, RIE~—F— (CRP, ik, /Mo nwFhnnr) LR
FRMAANNIEETH D ™, HREVHIEGERD)D EIEE & ILD ICHE T3 0@ E1TH 5
2SO IR 72 BB BT H A8 BT TR E R A X PR RE O T & BN 72 < %9 GERD
OEFEFEN ILD EAT TIN5 2 &2 XFFT 587 v A FBUR TR,

I W 4 BE 45 1

SSc-ILD ## 215 #ilZ H W7ot TlE, X=X 74 @ FVC (FRMEIZX T 5 %) BNEDH%
DEAFR L BEE L7 4, FEFEIAM S FERM SSc 561 BIOBEFIETIX 5. 7. 14 FHRICBIT S
KYIIRE (a2 % ) A FEEE2LE LT 20 EMEE, BERE, WEREEE) o RER
BRI 4%, 6%, 12% THY ., X—RZF A D DLco. FVCIRMER FREF T > 7= (~HF— K
Xz i 18.2, 4.1) ¢, SLS-VII @ X GRIEH] 2 v 7o fil 8 4F o B2 Wl [ o 1% fig 4 C
X, N—AF A D FVC, DLco £ V. 24 TD FVC, DLco DK T D F N 2 THlT 5 K
F & L THEIL TV 9,

HRCT #FAf

SSc-ILD ## 215 #il &2 AW 7= #i5t TIE, HRCT IZ BT DI EDIEN Y INE D% O ALFR L BHE
L7z, 2 TOILD Fr RZ2 @ LI EDILN Y 2 20%Lh E, 35%LL LT U A7 BnZEh
ZI2.5-3.0 fi5, 3.9 5@ o T2 DA SLS-T B ERIEH] & xf R & L-RFE T, 25% L Eo ILD
WMAEMBEZR T %6, 0% VAEMIZFES FVC (THREIZR T 5 %) OMIHED 6.2~6.9%
KFL, FREREOENLE THIT 24BIETH -7 7, SSc-ILD48 {5l D t% [\ = WFFE TlL., HRCT
BT DAL A T TIZHE 2 TR L7223, HRCT D8 F — U F3 T LB Lo 72 7Y,
DT AZITILD #1T% TRIT2HEE L b0 EO®ENH 5 28 477072 CALIPER % %
W72 SSc-ILD66 I D RRET Tl R—A T A4 L OFT VAT AE A7 &I 12 7 A% D DLco I
TaRB L™, £7-. HRCT Z 5 L 7= SSc 470 il 2 %5 & L= AIh) & fghr Tix. Wik E
A PERIRRMESE(CPFE) L SE 1Y 27 & OBE A /R & TV 5D 43, SSc-ILD D 1T & SE 1 F il K+
FRIET A DICEET S 27 th CORFEH L E 2 —TlE, HRCT IZB T AHBEDIENY |
MEAL AT AL, KL-6 L3 X OB D ILD o7 2 FHIL, 2D 9 H HRCT EDFHEDILH D IE
ILD AT LR T DOl FE & BE T M — DIFE CTh o 72 74,

1 8 75 56 FF AT

U JIF T ) T R A N FEHE S U 7= SSc-ILD 83 131 D B i Tl fi A B B 58 35 A0 R0 B Y 89 % AL Tifi
FLER—ATAUDDLHERET 4% EOIKR TR H R TIX, Z20®%O P RAE 7.1 R OB
BTCHEANAT— RN 24FFEN-72 7, £z, 6 nHBITHEEERZ OBFEME D 94%LLT
~DOIEKTIX. 1 % ® OMERACT (Outcome Measures in Rheumatoid Arthritis Clinical Trials) ¥
=X N—=FICE D LD EITE TR T 2HIETH L Z LIFHEIN TN D ),

L R i

ILD ATV 27 L B#ES 5 HOHKRE LTH EHRA Y AT —BHEBRE S THD R 29,
ZOBEIIHREICE o T—EHELTRY, FEDO FVC K TFEBEENRREN TV DL RIE~Y—T—
& LT CRP, M/MREDEMBZET S5 797, 2o "M F~—"—O EFIT ERICHFEET
HIL-6 7 FNILEEZKBEL TS EE X B, Mg IL-6 LA ED% D FVCIK T & B3
LZHRAICHEAETE®, U AT OEMMEERIE LT T B AR5 BEELL AR T
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TR AEAN L NTIERFI TIE, 48 BRIZ255mL @O FVC K FRHA LN Z &b 4]
F M deSSc TIX CRP, FRMERPLFEH L, f/ 2o ES I3 ILD T TFRIICER B 2 bh 5,
B 5% 0O MEJRH#E SSc-ILD FBF A xf G & L= % M W% T, SSc-ILD ZWriF d KL-6 & fi 23 % D
%O FVCIKR T2 TP T 54654 & L CRE S, 1,273 U/mL LA ETIIREIMHRZE ~OER Y X
WS fEEHMEESRATWS 1D, R—ZXF 4 TOME KL-6 @ 1,273 U/mL VL ERZF D% D
FVC & F % P9 % & /i SLS-I/II. k[E GENISOS =2/h— b, FETOHEHFRIEF—FTH
HEINATWS 8D, —J 2 4EMICHZ D KL-6 ORI 2 Bt L= %1 & BF2E Tl
KL-6 [Z/A#iPH72 ILD RS L5 EF TRV EB LT o200, EH o KL-6 21k & ILD

TICHREZR MBI A &7 57D, ILD #4T THIC I 1T 5 KL-6 OFRRERFYZ b i IR /Y B 7% 138
R CH B TRV, FER PRI E MM 28 152 f1 & BRIR 21 9 ILD67 il (9 B SSc 11 i) %
Sl 219 BT I 1T 5 MiE KL-6 & T# OB 2 31 ~ 7o & TlL. S8 BN AR TIRLT L, E
CRISAGFREICH R TR =T 4 > ® KL-6 28 < . ROC i &Rk 7= #H %553 % KL-
6 DH > MATZMEIX 2,750 UmL ThH o7z %2, £, “EMIZEIT S KL-6>1000U/mL 1% 5 4
BORTERD EH EEHE L,

= %‘Eé’j#‘ﬁﬁﬁﬁ

SSc-ILD "CIE A 3 Hili B Pe ik -0 oD Al B 4 18 <0 il A2 ORI S 1. & D 1% O REIRBE RE T 74 <°Th
N & OBE TR SN TR0 7D [RF R JERE (LB SSc IZFRE T 5 &l R R E M 2%
VEFERE A RIEER 8 X 0 A FEHIEI AN EVME A ICH D 2 & NI STV S 8984

BEREICL D THET L

THTHURER T ZMAEEDETZETTHET AR ONRESIN TS, Goh 51X HRCT 128
FAREDIENY & FVC (TRAMEICX T 5 %) % ?ﬁﬂ%l/\i’)’litﬁlit%?ﬁﬂ%?ﬂ/%f ELTWD
W IREDIEN Y N 20% L EFEITHEN R 25 A 1L FVC (FREICX T2 %) 23 70% A
fii 7 Extensive disease, & #LLL#M% Limited disease | _’\* 195 & . Extensive disease ’CﬁEt PP~
78 35 fEm, BLERE . s, DLco @ A7k L, AFMENG Y X7 % 3 BREICHB LT
SADL ET /L TliL, @V A7 (6 SO)DOHEIT 3 FEEGFEN 0% U T LSS D, £7-. SPAR
ETNATIE., 6 pESITHRBREOBBATIEN 4% U TETE T, BERXOFELEEZITEED
2HIED I B 1 DL EZY T 258 13EE 84%  FFRE 69% ., M Hi% YT 256 13 EE 44%.
R 99% T 1 4% @ ILD #4T7 (OMERACT V—F > 7/ /) — 71 L B M) 2 THITE 5
ZEBRHEINTND

CQ4: MEMMER (ILD) XT3 77—ZRAbT7A4 VBRI EDEI>BRLDOBH B0 ?
HIEY: 7ok 2A77IR a7/ —ABET=2FIL, F X7 UVYFT~vT,

=T =T ONT RO A EHERES D,

HREE] TEFUALULA AR E8.7]
R : SSc-ILD & 5 W T N A7 b 78 42 By Mo B iE (deSSe) Z %f 4 & L 7= EAE AL
R BR Y T S AL, 24 RIS 2 AR OB T TG & (FVC) R T &2 83 2 2 12
IRENTHRBHREL Ty 7 ARA 77 R (CYC), 327 =/ —/VEE 7 =F /L (MMF), b
VI RX<T7 (TCZ), VY*xv~7 (RTX), =T X =7 (NTB) »H 5, CYC Tix. &5
BRMEZDLEREY AN ERTHZ2L00 6-12 0 AKGEHRICTIFF A 7Y v (AZA) 7213

MMF O MR RIEICA A v F 55, CYC O GIEIZITR O KL (POCY) & M XRE Ik 5 (IVCY)
WD, 7T AR RIESEZAC BB TH AR RSN TV L DIEPOCY DHTH D, T2
720U, IVCY TIX POCY TR THRELGEEZHM LT DHENH D, MMF O 7 7 & R 5t IE(EZ
(L EHE R BR IT E M S TR WA, POCY & D 24 » H O EVEA AL LR ER THDMEICZ1T A
<V ZBEMETEWZ ERREINTWD, fHx OIFHFEEDBEIEZCLERER CIXTOE AL FE#EL
B (R EEACE QR EFEHIRE., N— X714 OMERERE. IFRTERE e A AN
YRR Z b IBREDONANM AT X TE v, EARIIT IR AR OM A AN HEE |
JERE{ESC ILD VA DA X U R 7 72 B lCxT500%., et ae 7 0 — i Stk onT
2 O BFH CTHIW T 5, NTB LA O AR 2 L LGB CIXOFABREOE R 221 L Tz 2
Enb L JRANE LCTHAITOBRBEEZHRE T 5, B S CHMOFRHREEEZ XRT =87 v A
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RN, 77— ARNTAIREOMEHMICET =T U X X722 <, CYC X° MMF T/ Bt
DOEAFIRRESNTND, T2, AFEHFEELE LT, T2 TR0 E O OB RRE L ik
BRE, 4> 7, SARS-CoV2 IZXT DU 7 F U #EMAEITH, HERELFEIX ILD O
BRTFERDAMBENRINTEY, TOHEURERZRET L, MilEEE LT, KEEHML
JEZ X7 L CW DR TIXEEMERIE, MRV Y T —va VERFTH 2 & 2HET 5,

DT, BBEEROZ T 2OV THREBERREZFLOICE L DT,

CYC: AP rY=xzry - vAF—RFROFERT, BIEHIEELSNTHERAFRTI IR v A
X — RKPERSNDE, TAVXIVET O ONVEEBRO 7T =V UREICERET 52 &£ T DNA
ZARAHAICEAME L. MR TEIE O &7 b TS EEE ST S, ISR S .
PRHIC e S v, dH BRI 5~9 BEfICTH D %0, 1958 D HUEAlI L L CEMEY VN E
XU & LIEEEEOERICHN O TE L, BEFBEKRCHOY oD HE, 72& 2 TR

M 2mg/keg/H i, T Mok 2EMIE5 <. B MRz iR ImE 42 %7, H& -
AEkE LTk, OS5 ik 1-2mg/kg/H %2 12 » A M. BXEEEE T 500-750mg/m> (K3
mAE)/ml % 1-3 7 AmEIcit 6-12 B Th 5, BREIEO2G%EY 7~ h—7 X (SLE). SSc.
EHVEME R, ZREFBR/ILEH% (PM/DM), BEMEME AR (MCTD), & O E % % £F
IR Y v FHEERICHEIGE AT 5 8,

POCY 1% SSc-ILD EEFEZ %G & LTc 7 7 & 4 f BUEEAE 2 (b He i 35k C ILD 1T #0202 23 Gk
HENTBD R NRIEETH 5, 2006 F 125 S 4v7z SLS-1 sABRIE, M B 7 FELLN T 1E
RGN A A L. HRCT TOMIRE - T 0 H T 2% F 721358 30 M e ik B o 2 9 /i B =R
FHRAEGT DB E AT D 158 Bl &2 A, POCY 2mg/kg) % 1 FEM&F 5 L. FVC

(FPHMEICHT D%) ~DOEEBEE2 7T RELLKB L, TOE, POCY BT 7 REEIC
PR FEE FVC OIR T & 2.5% 806 L7z %9,

CYCIZZDHEMITKHT H2BEND 1T ELUNOHIREES L < IZHEEED 36g LN THEH L
oD RHIM IR 5 R&E ThDH, HEEOBIENE T, CYC &G HIE#EIZ, FVC OB ER)
ROWENPRINTND 209 SLS-T5k Bk & O SLS-IFRBRICEB W TH POCY H 5K TH O 2 4
HiIZ, 1 EMOELETH LI FVC OSES R ITIHAL L Tz P9, F7-, SLS-1H L U
BB SN O EBBE T, 1 ER O POCY %522 T -l CEH FHITHT 2 AWM
IR ENehole ) BLELD ., CYC OIBESEZ REHMICHEERFT 2 72 DI I3 MERRIE O 2
EHERBEINTE T, MFREL L TTVF A7V v (AZA), MMF 2 ERnsnTng
W, EOHEFNEBIRT RENCEHL THMERZET XL 720 99,

—J5. POCY & 8720 IVCY TiEmWAMtE= T v 272w, FVC (FHMEICR T2 %)
70% LA B o B - #E5E O SSc-ILD 45 flax xtG & Lic A — 7 v ToOMAEZA b el <X,
IVCY(600mg/m¥H) % 6 » A, ZD#%IT AZA 1T L D H%IRE (2.5mg/kg) & 1T » 1= BEIZ G081
BREL L T 1IFEBR TOMER FVC ELEDIK & 42%IH L7223, HEtFNaEE%R
Wlghode 9, 27 FIOEATYE ILD 2% & LB MESEZEMFETIE. 6 » AD
IVCY(600mg/m*>/H) & Z D% D 18 » A D AZA THIEETILD R EEZIFRELE O, Bl
Dtk AE X WS TIL, HRCT IZ X AL ORRIEICBE D 57, IVCY & MMF 12 X 5% %L T3
FE%OTHRIZIEE 22 ERRE SN TS %, POCY & IVCY % g L7z &S 1T 2023, IVCY
ZHWE 1 AEM ORI EBENTET POCY TOREGELERBEORENE LN L OREND
;:) 99)O

CYC [I# G HIEIZ»rb b T REYYE, MRESR R EGERRNZ VL 100, CYC & 50) Tix.
BAtR TR 7 F LIRS e R . g e CEMER O U 27 NEE D 10, CYC R 5 &2 36g
2L EEMEBEBEDO Y RN EFRTHZ LG 19 POCY (2T IVCY Tl b &
EROE LR EN DD, £, 1ER O[T & BEPSE T POCY 1L IVCY & g L THEHFH
AEICHMEKEA ., MR, BLENZ D7 9,

2B CYCIREA R TR oS & L C HRCT D #R#EL AT & 47102 Z vy modified Rodnan total
skin thickness score (mRSS)!%? JREATD FVC OB EL T (60-80%)%7, PR H D — il %2 H 2
BRI REgEITn S,

MME: a7=x/)—LBO7aRI7v7Thsd, EERNTESLHIIEEETHEI T =)
— VRIS RS, TV VERARDA ) UBING T T = BRIZE D denovo R DK
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[#% 3% T & % inosine monophosphate dehydrogenase (IMPDH) % RETA I, I HifICLE T2 2 &
T DNA &= Il 9 5, salvage &R ZFIH CT& 2 U > /)ERLIA Ol e~ D F2BE DS /0 7o W | A
AT DY L 13~16 B THY  IFEAERT VT v UEEAAE S TRPICHE
MEnzd, EEBELIH O, B L OHIEEZHET 2 ZHICIERTH D 19, HiE - A&
BN CUZaE A 1B 250~1,000mg (M E&ELAH N EOME A EICEDE THE) 2 1 H 2 B O#&
HL HED ERIZ1H 3,000mg THhD, BRFICEITLHEISIEN—TAEROATHDH 10,

D HSETIE 2022 4E 1 H B8 T SSc-ILD (2% L TAHRAGRIZN, EHE L O M EMED &R & GBI -
WIS M DB CLBER@BWBREE LS, R TH 5,

CYC LRy, BHEENK COEMEARRO BHEERAELBERCHMBRMEETRL., £
LR TH D, FDIH, SSc-ILD IZH T MMF 1% CYC DR EEEIE L LT < 0k
AT TE 7=, #HITPED SSc-ILD Z x5 & L MMF (CE¥J 1,500mg/H) TiH#E L7z 10 il &
YRINF %2 —H S 7= POCY {GHEE (¥ 90mg/H) 10 il 0> 2 4 [ o 5 #7858 & beis U 7= i 61
$FHRAFZE CTlX, FVC (PREICK T2 %) OHERBITIZZER 2> 72 199, MMF O & R & it L
7= 5 OO BREMIFZE., —ODORFIH X 4 — 72 T OB D A X fENT CTix. 2F 69 il MMF &% 5
T FVC (PHMEIZX T2 %), DLco (FHMEIZXT 2 %) HiZ 12 » HHAEREAITA D
N, EHANCERNT2EHERAEFRLREINLR -7 19, FVC (FPRMEICHT 5 %) 80%
PLF OH#EFTYE SSc-ILD Z x4 & L, MMF £f 34 5l & IVCY #f 23 # & ik U 7= Wil gk ik A\ &
MFEETIX. 6 » AR ORI T MMF BE(R K5 & 3,000mg/H)E IVCY & (600mg/m?/H) TIiZ
ERIEDHENB SN F—ZA T U T Oar— MIFZETIX.3ERO MMF# 512X 0
¥ FVC (EHME) X 2.50L—2.25L EHEFFS N Z &SN TS 19, CYC & MMF ©
R ERE LT 5 DOBREAFIE, 1 DORFIAE A —7 0 T LB A X fifht Tid, FVC (T
HEZ T2 %) 8L DLeo (FRIMEICK T 5 %) OSHEICET S MMF O fH 211X CYC &
% Tho7z 1D,

MMF fx K 3,000mg/H % 24 » A5 L7=# 69 #l & POCY (2mgkg) # 12 » A, TD% T T
TARE 12 7 ARG LR 73 #1 T FVC (PHIMEIZ R T 5 %) OZAb % sk U 72 #EA4E 2 (bt kel
B (SLS-TEER) 2 5EHE Sz 12, 24 » HFRFA O HRCT (2 X 28k A 27 COFHER FVC

(FPRMEIZHT 5 %) OEALIX, MMF # T+2.19%., POCY BfT+2.88% CT& Y . MMF & POCY
RO FVCIR TIM#lI R 2632 Z LR &S vz, POCY BEIZHE T MMF BElC B W T, &
BAREFRRET T, AMERSCm/MUEREAD b IKHEE T, POCY L0 b Z2EREmN T,
MMF % 7 7 & AR B & ol U 72 8 E 2 b e BRI 70 W A3 . SLS-TRAER & SLS-TEBR o e & fif At
TlE, SLS-IRABR D 7 7 & AR EEIC T SLS-IIFABR © MMF £ Tix FVC (FHMEIC X35 %),
DLco (FHMEIZX T 5 %), mRSS 72 EOFE AL EN /R Iz 19, 7272 L, SLS-TFERERIZ %
PRI 72 MMF /072 < &b 2 4EIRG S nZAlIcB W CEMARRICH T 2 A 8ME T RSN
TWARWY 2k, FRFEIM 2 EUN O EITYE deSSc REZ X5 L LT MMF 25 L7-4—
7RO T I MMF % 11k F 72 138 L7 B 0 26.3% 1 KGR L <° ILD O BEAL 3 sl &
naTnsp 1,

TCZ: IL-6 ZHFKE (BB L OEEZEEROmE) ITHEET 28 Met /7 2 —F L HUE
T, IL-6, IL-6 K, gpl30 THER SN HZEBAERIEKREZHEFET 22 LIXD IL-6 DV 7 F
MrEEZRET S Y, BEHRECTHRA+SZBEHY v~F (BMEOMBENEEON L% 5
te), BMEEARE., EMEMEEIIRE, RARXATF LR EREGEBETHD 1O, HIE - HEILE
JEIEIZ K0 B72 0 | KI[E T SSc-ILD 12k L THARB I N TV D HE - H&EIX 1Bl 162mg % #5102
THEHEETH D, DAETIE 2022 4 1 HFEA T SSc-ILD (2% L TRAGREN, EFE LEoN
FMED R ORARIE - ISR SE OO EEORWEERE L S, BatPTh D,
faSScinate A FR (FEIAH) "3 L O focuSSced &R (FEIIAR) O, W b IIE 5 F LN T,
WE 6 » AUWNIZEE#ELOEST 72 EOTRENE A2 RS, KIE~— L — (CRP, ESR, Ifi/MiEk
DT NDY) EFEZHESIFEIED deSSc xR & LT, TCZ OAMMEEZRAE L= 7 7 & R %
HEAE 2 (L iR ©Td> 5, faSScinate R Tix, 87 #il (TCZ #f : 43 #il, 77 B ARHEE : 44 ),
focuSSced B TIiL. 210 il (TCZ #f : 104 B, 77 &HRE : 106 ) DESTR LT, £
FEHM I H 1X mRSS T, FVC(FHMEIZX T2 %) _X— AT A T 70% A O ILD LR S 4
oo Fl. P EORBEREAT v A FUSNOOF HIRREIEOME HITFFA &4 TV 7220y, faSScinate
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R TIT. = b U —HFIZ ILD O 72 W E R & & 8 72 B Gk 20 O fi# AT © L FVC (FRME I 332 %)
D 10%LL LK FIiE 24 3, 48 HOWF AT TCZIBERETIE 3%, 10%., 77 EREETIE 19%,
23% CTRD BNz, FRICHRAIO 24 8 T TCZ BEIZ 7 7 B RBEICH N FVC (ERME) B »™E
ﬁﬁl/}‘@ﬁ!oﬁ (TCZ #-34mL., 77 AR FE-171mL)'"7, faSScinate 5k O 4 — 7 4 K ik Br T
BRI TCZ RG-S4, 48 A5 96 W DO HIIZ FVC (T HMEIZ X T2 %) DM THOE
'ﬂﬁiﬁ) 10% L EHEEE L 721X — Bl & A o7 18, focuSSced BRI ’%‘b\f%ﬂ%@@
MAAHIL, = b U —FFZ ILD D72 WER] %2 & D 7B ek 26 O fEHT T, 48 HEFA T, FVC
(PHHEIZXHT 5 %) ORX—RAT A4 b DOEACEITT 7 BAEE-4.6%2xF LT TCZ BETILb
T 02-0.4% DK T T, TCZ ITHEFMICABICFVCIETEZMEI L7, &b, R—RA T A4 T
ILD Z A L TV 7z SSc-ILD 136 Bl RE L 72 fiffr TiX. 77 8RR L TCZ D FVC (THMEIC
T D%) ODRX—=AT A IPEDOEALEDEITZIENY , 77V AREET-6.4%, TCZ & TIE+0.1%
Thol, £7, FVC (EHME) Okt TH 77 AR T-255mL, TCZ f TliX-14mL & # At
FHNCHEBERENG LN, 48 B S ToO HRCT 1B 5 &M% To ILD K2 . (LR
YT D EENENHREFT 2L, 7T RETITHL%., +0.7% L EL L7-Dcxt LT, TCZ
FETIE-2.1%, -0.6% L LT/, 48 KGR TO ILD O#EITA X2~ FVC (T HMEIZ %3
L)REBEBRET U NI LR EDEAE W L7 deSSc D #t & FEEE American College of
Rheumatology provisional Composite Response Index in Systemic Sclerosis (ACR-CRISS) A =2 7 {L 7
TERBEL L T TCZHTHRIFMICAEIZE S, X=X T A & i L T ACR-CRISS A
a7 0.6 L EOSELZRD-EEOEAS L TCZRHETHEIZEN>T- (TCZ B 51%. 77 &R
BE37%), MEBTHE SN TV DIAEFZUNOFT -2 L2 ORRTIBEINT. EER
AEFR, AEFRICEO2FILE L LA TCZHTHRWEHTI D2 647z 4, focuSSced iR D
ILD A4 206 OFZMEH T, X—ZX 74 /@ HRCT TOJFEEMH 25 mild (5-10%) .
moderate (10-20%) . severe (>20%) O 3 FEIZ431F T 48 W% D FVC (THIEIZ X3 2 %) OE
fbEZEHRFT LI EZ A, 7°3Jzn“ﬁ¥@ 10.0% ., 57%\—6.7% WZxF L C.TCZ BETIE-4.1%.0.7%.,
21% & X—=R2F A4 @D HRCT IZB T DHEDILN U ICBEBEZR < ILD O T2z 5 2 &R
S vz 19, focuSSced .ﬁ%ﬁ@ﬂ' T UIEERR TIIAMN TCZ 258, I BARANHE
TGV B2 72 TIE, FVC (THREIZ 35 %) OFEBENEN T 7B R D-4.1% 70 6 FEIE
HIZI1T+0.6% LB L TV, —F, :EEE’%E‘%W%%ﬁ%?ﬁ@é?{b?‘:%f&i\ _HERMO
02%IZx L THA =T VIERHI T H-0.3% & FER R T I SEARICIZ BTz 120,
TCZ & 5-H X H IER S CRP 72 & @*ﬁﬁﬁﬁﬁmwxﬂe/ﬁ éhéf:&bz:@ﬁéﬁ@%ﬁﬁﬁiﬁ*—h
DYV A7 BRHBILTW S, faSScinate sl Tl 48 M FF il CREYYVEIZ T 7 B AT 50%., TCZ
FET56%ICA BN, EERPEEIXY 7 2 AREETIE 10.9/100 A4E (95% 15 #EH X [# (CI) 3.0-27.9) |
TCZ #£ Tl 34.8 /100 A4 (95%CI 18.0-60.8) Th o7z, SLTHNIIT T B AREET 1 6], TCZ &
T3HIEN, TCZHEDORETHI D 5 H 1 FIOFEKRIIMFEREREGIE TCh 72 18, /o, 77 kR
HCTIEIEHEERUBNOA—T U F XL TO TCZ ~DOBAITHICEE R EYIE DR AERN L5
L 7= (48 3 T 10.9/100 A4 [95%CI3.0-27.9]. 48-96 3 T 19.6/100 A4E [95%CI 7.2-42.7]) 129,
—J5C. focuSSced #BR TlL., 48 W FF R CTHRYLIEIL Y 7 B AT 50%. TCZ #ET 52%I2H B
AU, BEEEYIEIL 7 7 B AR T 8.8/100 A (95%C13.8-17.4) F&4 L, TCZ B Tl 3.3/100 A
HF (95%C10.7-9.7) T, TCZBED TNV ipinotz, &6, 77 ARHETIE, 48HM D &
R R T RE O R JRULE Y 8.8/100 A4 (95%CI 3.8-17.4) IZkfL, A—7 T LT
TCZ B 5 H21E 3.4/100 A4E (95%C10.7-10.0) & 7eino7= 120, AARTOME Y v~ FBE
BT D TCZ (8mg/kg 4 = & O IRZE L) OEMIHREHAE CIX, EERKEREIL 3.8%
(9/100 ANF) Thotz ), /o, BARATEBLZEEY v~FRBEFICKT 5 TCZ (8mg/kg4
WL DOFIRKS) OFDEZREF L7z 6 D DOREERERICEE LT- 657 Bl A X fig#t Tik, &
i SR G E 8 AR 1 6.2/100 NAET 1220 AN CORET ) v~ FEEICK T S TCZ (8mg/kg4 H = &
DOFIREEG) O 7 F & AN RIEE 2L LR T FER Tod o 72 129129 Bl b B Ik 7€ 12t
T 25 TCZ (162mg £ T 1) O A WM % fREE L 7 S 1AH 77 7 & 78 st U A/E 2 1kt sl Bk (GIACTA
RER) TiX, BIBREAT oA R TFCT . 52 B COEREBEKEEREIL TCZ Bl 5T
9.7/100 AN4F (95%C14.4-18.4) . TCZ F@il# 5-# T 4.4/100 A4 (95%C10.5-15.9), 77 &R
BHEQOETORIBEREAT oA F&E - H1k)T 4.2/100 A4FE (95%CI10.5-15.2) . 7 7 B REE(52
HCTORIBREAT oA REE -« P1)T 12.5/100 A4FE (95%CI14.6-27.2) ToH-o7= 29, LI E
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F 0. SSc AT TCZ T EIZ X D EBERKRIE Y X7 A& E 2 BRIdRSh TRV,

RTX : BMEEZmICHEITSH CD20 21N ETHXATRIE ) 7a—FAfEThHY, M
BEFEHICL > TERMMF O B MilzfEsEs, Mk HEE L TERAIZIE, 1 BE
375mg/m? % 1 W T 4 BIAESEZIT 5, 2022 4F 1 HBUE, ZRMERMERIFFEEE, B
PSR 2 M 25, SSc 72 TSR H D 129,

RTX 1% 2010 4ELART L W kK T SSc B L OV SSc-ILD 2kt L THEA &, < D% Al & F5E
ORI EA—TURBRNEM SN TE -, RIXOAHMEZ IVCY &l L7z 6 » H R OMEES
fbA—72 7~V B A s S, 6 » H TO FVC(ERME)D £ b &% RTX # T 1.51L »»
5 1.65L ICd#E, —H IVCY B 1.2L 2O AETH 72 12D, 7o, RTX HETIL IVCY BTkt
NRTCHiR I EDEPIEDHEF G L V720> 72, EUSTAR 7 — % X— 2 % H\\ T RTX % K J§
fifb F 7213 ILD (2 %k L CTHEM L 72 254 Bl O fig 4 Tl propensity 2 27 &~ v F & H 72 RTX 9
i FH 9,575 Bl & bbiig L 7= 128, RTX IXRJEML 2l S8 (4> X 2.79 [95%CI 1.47-5.32]) .
B REE AT oA RIBEDIENREINTZN (F v Xk 2.34[95%CI1.56-3.53]) . FVC(TFHMEIZ
%5 %) ETIHI D RITR O o (v X 1.03[95%C10.55-1.94]), BHENKEHZE D H
L BE Z RS (ILD s & (PRMEICXT 35 %) 28 60%LL T % L < X DLeo (T HIME %3
5%) M 40%LL T D BE A RS) L7= mRSS 28 10 LL o> SSc 4 56 il x4 & L7z RTX ®
7T R et R AR A AL el B R AN FE M S A, 24 B2 RTX BE CRE AL O #E,. FVC(TH
ENZ T2 %) DK Tl 2h K23 iy &7z 129, SSc-ILD (2% L C RTX & fE ] L 7= 575 fiil D A
Z M TIX RTX 1L 6 # H %D FVC(THRIMEIZ R 35 %) DB % 4.49% (95%C10.25-8.73) |
DLco D ¥ &A% 3.47% (95%C10.99-5.96) &L, ZOMMIEL 12 » H £ THERF 2 2 &7
Wl S 1B,

RTX i FREIC X B BUIF R W A L R FRIE AL, HETT M2 M B B INE 7 & S 19 70 JK L iE 12 %
THWMY T =H U T NRUETH D, £7-,. EUSTAR TULEE L 7= COVID-19 [FEY: SSc FBH D
THEBEIOY A7 KT OHTTIX, 351 810 5 H N TR IREERE | SE 1 & B L 7= HAEFNIE 59 4
(17%)T. ZEBEMr CRESNZ&EENRY A2 & LTILD, PAH, BHEIT/Z T RTX i
NI ST g BV, F7-. COVID-19 AR B OfizlfZ2 7% A & 2k — MFJETliE,
RTX A NRBENLELE DY A7 2 FEICHME 7 3 RIX ICED2EBEEZ TR v~ F MK
BT 89 > SARS-CoV-2 UV 7/ F U HFEICX T 5 MG FHIRICEZ T B AmMETFT ¥ — b L
Ea— Tk, V27 F U ERICRT 5 MiEAHRIEOKRMNBHEE S TG B,

NTB :  vascular endothelial growth factor (VEGF) = 45¥{&. platelet-derived growth factor (PDGF)
ZRM, B L fibroblast growth factor (FGF) BRIk E#HET A T rn v X F—EBHEHKT
bbb, HE--HEF 1B 150mg % 1 H2RETHDLIN, BEOREBICIV=TH¥=7L LTI
[l 100mg @ 1 H 2 BB G~FET 5, FRMEMRMEE (IPF) . EITHERMELZ LS ILD B &
Y SSc-ILD (23 23 8 5 139,

NTB % IPF IC K D MFFWAERE DR T2l § 2 Z E BN/ RENT WD, IPF Zxf5 & L= H1IIH
INPULSIS &R D 2 BB OM AT — & T 52 il TOFEMME FVC (EHRIfE) BlbRx b Lz &
Z A, INPULSIS-1 3Bk T NTB # CTF¥)-114.7mL, 77 AR EE -239.9mL, INPULSIS-2 &k
TiX NTB #CH#-113.6mL, 77 vAHREE -2073mL &, WINLHFFZNRAEEZLRDZ
135)

SSc-ILD Z x5 & L7 NTB O 7 A " EE M EME BB N El Iz

(SENSCIS #r) 130, R B 7 4F AN, R GEAl C O HRCT T 10% LA o filifgiE(b 2 38
72 SSc B 576 BN A AN IV, ME 75% ., MM 3.4 45, deSSc 2% 52%., Bt R AR A Y
AT —PIHEBEMEN 61% T, X—R2F A U 48% 728 6 » A LL EDZIEH 72 MMF A% 5 &
NTWe, EEFHE B OFHFHE FVC(ENME)ZELFIL NTB #EN-524mL, 7 7 B REN
-93.3mL & FEHFEMICEEZEZN S o 72 (FEMZE 41.0mL, 95%CI 2.9-79.0), %173 % IPF O&R
Bl AL, ROBZWVWHEEFRITI TR T, NTB BT 75.7%. 77 B REET 31.6%ICHRD B
Too KRB CTIZEMERICL 2MES —RFHBRATFAIN TV D, AEHEBREZITVAR
2D NTBIRE Akt 5 Z L OB\EBEMEN/RI L B, £72, MMF O AT 5 O F #CTo NTB
DR AT 7 70— TR CliE, WEAORMBENREI N B, 612, BARANE
B 7T UOTHEM MUOTOY T I — T b IThil, BFERE B LR, BeERR
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SNz, FHRMNT TIE. NTB X7 7 BRI T 10%LL DO FVC(TF MBI %3 5 %) 0 #a ki il
TR T T DERMZWS THRNP RSN (N — R 0.64, 95%C10.43-0.95) D, F /=, X—
ATA L TOREYROEVIZED NTB OGO EEZKRFTI LIV 7 7 v — 7t Tik
dcSSc, mRSS 78 18 LL b, HLFHRA YV AT —VIHUARERYETNTB & 77 EARB OERFHE FVC
(FEPME) ZBAEROENREWHANH >4, ZREAEAITHHFZNICAE Thhrolz 149,
INLDOFRERNS ., NTB IXMEIAW SSc-ILD BEFE CTC—EB LR EZ T Z Loz,
SSc-ILD & & O 7oA77 = / ¥ A T & R TR PERRHE(L M ILD B % %42 NTB O 30k &
2 & T2 ARG R B (INBUILD #BR) <Tid. NTB 287 7 & AR & ik U CHER R
FVC (ERE) O REFEICHD SED 2 Enraniz ¥, ARBRIZIT SSc-ILD 7% NTB
HT69%., 77 ERHETA8%EEN TV,
A IEHESE L7 7 o T2 B IR IC O W CUL T ICiRIC £ & o7,
THFAT Y (AZA) . POCY & ORiA & A4 — 7 AR IZHS VT AZA (2.5mg/kg) BEIX
18 » A 112 FVC(THMEIZ® 3% %), DLco 12 10% L FIE F L7722 &5 4D SSc-ILD (2%
THE BRI L LT AZA ITHER SN2V, AZA X CY IZ K D EMEANREEROBEELE L
T O HEWIIMoOGEMHENABERA 2 EICIVEHTERZVWEASICHYLND Z LD
2o

v rmAKRY L (CYA) - #Z7ma U A (TAC) : SSc-ILD (2645 H Ly == — 1 U LEK
DIRBHIFEOTET UV AFHAMEHEOHRT Y, BAELILLERBRIZFAEL RV, D5k
DA —7 BT CYA XL EHALICHE RN RSN b OO, ILD (2% L Cixfa A

DRD N oTe 9, B deSSc T 27V —ED IV A7 % EF5a[REEbERM LT
%,

B REAT A K SSc-ILD IZX T 2RIBREAT oA ROFHMEIZ OV TIEL, b xR
FED W —F D W E Z BrRuNT 140 éﬁzé’aﬁi&%rj@wo FH] deSSc #xt4 & L7z 0.3mg/kg O
T R=YyuarohRERIET D77 R HEREELCLERER (PRedSS iﬁ%ﬁ) N
MEINTZN, EFEENEETHIEE o7 4, CYC X° MMF [ZHZEEL FORIBKE A
TuaA FE0HT 22 L THREZEMT DML 508, HHE Fa'aa“éﬁl‘mft%ﬁ (ERESY/ T
LTV 7R,

TNF [HE#E :  SSc O ZJEFALCRHET - WA s L TRV v~TFI24hfE%2 A9 5 TNF [HLE
(A7 VX~ T, 22NN 285 LEBEME, A—7rHAEBEXREIL TV
BN, BIERIETIZ FVC 2 G O - MR HEE DA Z 2 ZBALITHE S LT U7 v 148)-149)

TNt~ (ABT) @ JEfI#HE TIX, CYC., MMF, MTX, RIBKE AT v A1 K& DR
IZ EFH LT ABT 2 # 5 L7z deSSc T FVC (TFHMEIZH T 2% %) <° HRCT AT 7 O L #E AR &
TS B3O ABT O R & Rt o Mk Lo, M2 36 » H LN O R deSSc & x5 &
LB 7R _EEREBELAERRBR I, HAANRBETORX—XF7 14 D
FVC(THMEIZ XT3 2 %)A 85.4+15.10% T, 12 » H COZEEIT T 7 B ARHET -4.1341.22%.,
ABT #ET -1.34%1.24% ., 1% 2.79%(95% CI -0.69- 627)“(&’)07‘_0 F72.12 » H T® ACR-CRISS
AZaT7 OYEHEEIZT T RBELEBRLT ABT HETARICELS, R—ZA T4 LT
ACR-CRISS 227 0.6 U Lotk ELRBDT-BREDEL Y ABT ﬁifﬁi‘ ZEhols Y, =
L. BUIR T SSc-ILD 1279 5 A AMEICEE 3 2 RRlL K #7272 . ABT Ofli fl 2 #2825 2 iR
AN

L7 == Ry PIBHEEE LY 2= FroRett s B2 HBH Lz LOTUSS #ER T
1%, 64% DFERFIA MMF FFl T Th ooy, Wi GIEIC L2 YR ARED RISz 199, —
J5C, SSc-ILD IZ& L CE /L7 == K> (2,400mg/H) DOHMMER X 0% 2V %2 KGR L 7= i
BT TR EHEREELLLEHEBRTIZ, 6 » A% TOYYE FVC(FRIMEICXTT 5 %)D
MM CTCOEET T TR EEN 7 2= RV TRI%ETH- 7=, BE BNV T == K & MMF
DMOEMB R 2T 5700 ZEEREMFELEEER (SLS-IIT &) 2% S Twv
2o

VYA 77 b VAT MM EREN S A 0 AR FEAR R I S i E e LT R
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WA BET L7 T =Vl 7 7 —BRIEIECTH D, EBEIEL G, RIEHRMEF MR O EA SR
LHfES~ N 7 AEREREEZ M TSI ENREN TS Y, FIE 18 » A LN ILD &
BF0 2 & o L deSScl21 Bl &2 %Gz, VAT 77 b (0.5 mg~2.5mgl B 3 [a] P AR i 1 % 5-)
DR ELZRMEERAE LT 7 7 AR T HEREES RPN ER STz, X=X T4
D FVC (FRMEICRTT 5 %) 28 50-75% D ILD & 0F 12 Bl F% 3 7 7 )L — Ffighr i, 52
H#O FVC (FRMEICxT 2 %) OFHENETT T REEST%ICR L, VAT 7T FEET
134+0.7% ThH o 7= 159, 5% DL MEE . 8B TOMIENRFFIZi D,

T RE Y URREEETRE . AvrF0d, MEMEEDR W SSc-ILD #%t4: L L7 T &
At BB AR 2 (L BB © FVC (PRIME LS X35 %) AR T R0SE R AL 2 I 5 2h R
MIFES N2 o7z B9, F 72, CYCHEHZ OEITHIRZRMEICK T 58 & 05 CYC O H M
W7l 23t & Lo B4 —7 R TH FVC K F2Mdw 3, FFEoEZK 267
% historical control (IZK T BEMN M EZ RT ZENRTERDPSTEYD, ~vTF Xy, 77U+
VB D SSc-ILD Z x5 & LI BRI O WA X720 A, WA & b (2 RE M T BR A E 2 kSR
ELEET TR T EEREELAMERBRE T I B REICR LT FVC KT, 2k,
2 ME T 2 RITEFESI N TR B 7 o7 Yook, filifd#4 <2k (FVC
KT, PRI R AL £ 2 APE - SE1) DG FEMICHEICS o 72 59, R M Mg HEiE &
SSc-ILD D JFREIL[A — T2 A 190 SSc-ILD DJRREZ HAL S D A REME N HEE TE RV 2o,
Jifti B R PE I & I EE 2 A T 2 A I RAZGICLD VAT ER_RRXT 0y hEEZEE L ET
BHOA B AEEICHE T 52 ENEE LY,

A ~F=7: TGF-B/PDGF v 7 T VL EEEZFFoFrn s X F—EBHEFEKA ~F =7 D SSc
~ONERIF SN, deSSc ZxfG b LA —7 BN FEE S, T 9 5 2 3Bk T SSc-ILD
BT 2R M T b, A ~F =7 (400~600 mg) % 1 MG L7z Spiera 52 L D
TliX, deSSc30 filH 6 Bl 2SEIEH Tl Loy, 250 OJERNIT 1 Ff o5 %5E% L, FVC (T
BMEIZ T2 %) FHWELEN 6.4%ckE L= 1Y, 7272 L, FVC & X | ILD @ 72\ 5] T
FOVBHETH- T D, ME RGO E % KB L7z ATREME R FEHE S LTV 5, Khanna
D O TIL SSc-ILD20 il & x5 & LT, 2D 5 H 7 HINEIEMH THE L., FVC (T RIfE I %
T5%) WEIL 1.74%I1I2 L EF o7z 199 W ORER T HIHSER, REEEER SRIE
RAPEHEU EofTHRLN, BEFZICEIHMEN L Z L, BEMENRBE L2 o72, SSc #xf
Gl A~YTF=TD5O0F—TVRBOVAT~T 4 v 7 LE2—TlE, RICKE2E
LHOXNHY ., AHEHICEZ2EWERENRZOHEREZLZINLTND 19, 22T, AEMEE
ERLIcA~TF =7V EEE (200 mg) BRI, 6HlOr—AL UV —=XTIZILDZH L7 2
BT FVC(ERE)DIR FTIZA LN T BEHA L2 < 2FICE L RGN AIGE ThH o 72 109,
EHIT.CYCEGICHL b b ILD BT L 72 26 g L TA ~F =7 D BEHKE (200mg)
DNRERRFET DA — 7 BN FEf S 4L, 6 » H%IZ FVC (THRIEIZ 5 %) 25 15% L0k
WL 72BN 15% . FVC (PRMEICK T2 %) 23 15% 2L FIRT L7238 Ak fl Y 27% ., FE
BID 58% T o 7= 199, F 7=, SSc-ILDS FliZxt L TA ~F =7 200mg & IVCY O O HFIENIT
DL, ABEMETE N> 720 FVC (THMEICR T2 %) OBERSALNTZOEFXDLT N 1HITH-
fo 100, A <= F =78 SSc-ILD DT 2 MH T D AL H D08, THETT TR EXFH
HERE LI EEALEKEBRAEMSI N T LT, RICET IR ETH 5,

CQ5: 77— ANTAVIEETHETTHIHEMEMER (ILD) IR TAHABRBIZITIEDL D
BRLORHBN?

IR : 77 —ANTAVIRETCREHDOREEA~DAAL v TFHDHWIFEMPEH. B KM
i3 i g R R A, iR R SR A IR R T 5,

HBEREE 2 = EF 21 C [AEBE 8.6]
BHL: T7—ALPTA BB LE DS PTRIEMEMER (ILD) NiEITT 554 ORE
BT A IE(E L LR B CHIMEN TR E N TV AME— OEEIEIT B O KR i1 fn & /i
MTHD, MIEZBALEREE T SSc-ILD IZRTHIHMENREINTWVWE I rER A7 7 I K
(CYC) . 3a 7= /) —LBEZ7=F/IL (MMF) ., h3 U X~7(TCZ) . VY x> ~7 (RTX) .
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=T =7 (NTB) OHAMTOAL v FIZHTHZET » A FBI A TRV, NTBD T
AR EERBEEALERRETIL 6 » AU EOREMED MMF ZRA L T 725
48% & E£4L, MMF RifE HEEIZ 2EEM EAEicEZn 2 < BMFHOAHERN RS T
5, 1272 L, ZORER CITMAANRTO ILD EITICE T 2 Wi eV, & E MR T 4T
IIHBAEIC LD EGFEROLEN L AN ALary b — L DB THRE SN TE Y 60 5k
W CIXMBEESEE RN T RETH D, MBEOBEISI, BT o & S REAS T 61T
MEALERBR TR SN TR Y, EPEEOZ LT v AT,

H O M@ s A A Al B CORH M & e A fa 4 (PBSCT) 1X. G-CSF &£ CYCIZ LD
R HE M zZ8 8, ML, BHECYCSE2H RIS 72 & ¢85 B oM i %
fTol=fic, FHANCHER LK MEMSMEE B L, REREZHEEETIHRETCHD, I#F
GhZe RO FEHE S T2 AR 2 A — 77 2 PR © . SSc/SSc-ILDIZ %f 9 5 PBSCTD A H M 23 7~
ST 5 16D-169) - Sk 15 G B JE R EEAY 72 PBSCTHRE & IVCY BED HEAE A A4 — 7 o e il B

(ASSISTEER) 23 F2HE S L7217, 605% AT . 44E LLPN o FEJ5 I ©. mRSS 1421 b T lgga i 28
NdH5. b L IImRSSH14KT CHEITHEDILDA A9 5deSSck L WleSSeA A AN DT,
ILDIZBY U CTIE A il 5 & 25 FJIME T45% ARl OSEFNLFRA S dv7z, M A AFUVIEF] TR R &
LTV RF=Ynrry, MTX, IVCY, MMF7Z ER AW STz, PBSCTHEIZIVCYRE & b L
THAE#% 24 £ TmRSSHE L UFVC (FHRMEIZX T2 %) OMEFHICHEREEDFife LTz,
12 7 A% OFVC (FRIEIZxT 5 %) OZE(L=RIZIPBSCTE10 # T+15%., IVCY EE9 fT-9%
EHFH R EE RO, BEBEEEILED TRy, — ., B E BT F TEE SR
PBSCT & IVCY (H 1[EIGF12 [B]) % b4 2 MEfE 2% 4 — 7" i ik ik (ASTIS#ER) TiX. PBSCT
BE796 . IVCYRETTHI & K0 2 < OFEFI NN HIviz, 18~655%., HJH K N44ELIN O
dcSSc T, mRSS15ALL EDIEFI AL AT & 7= 28, BIE F B E O H 2 TR S ivi-,
PBSCTH#ED21.5% CTCYCIZ X D HIREN T TW\Wic, 2% O TOFVC (7 HIE 1 x5
5 %) FEHZEALEIZPBSCTH T+6.3% ., IVCYFET-2.8% &M FHICAEEZZR O, T H
LTI A~ 2EZ =y RARA L MeT 58, 1HFEZIEPBSCTRHETA XY FRZWEHR\ICH - 72
D, 2RI B T A R MR/ YR L, TR E TEB L & 2 APBSCTH THEHFRVIC
HENZ Do 7o, PBSCTREIZ I 1T D IR HBIHIZE 1L 10% 12 A B AL, S6 1 URNITEST M O D AR 4
DA ZE . BRI 8558 JE W iE . Epstein-Barr 7 A LV A I ALB L OHEMR Y U RETH - 72,
Fo, BYPEIEROL AR ER EORERAEFELLPBSCTHTAEICE hoT-, —FH., FBRIZXD
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otz 10 AR OBKIN KRN & 2238 — M2 T, ACE FLEH & 503 SRC RIE Y A
JHEBLABEMEIEL Z ERRENT 2,

BB IS & BN ARYE S & L EIE D BETHW SRS = FE U 2 RIKHEHIEE(ERA)
ERARY T AT T —F 5 [LEHKPDSE)D, SRC BIERZBRHFN LB AME 2k —
KN TiX, SRCHEAERIZEEZRBD R o722, F 7o, AR OBRM KBARTR & 24K — K
IZHBWTH ERAIL, SRCHEIEY AV T E H 2 Inihoi7z 2,

CQU4. BIBFREBAT A FIZHMEERZ JV —ESROBEDAEKREKFLE720 H50°

WX : BIBEEAT A FEREIZSRCEEDHEKREAFTHY, BREBMLERFAIZ
FMEB L OB#EELEBICF = —T32 L3RS 3,
HRE1 TEFUVALRLA AEBE 8.9]

R .
RIEREATa A R SRC BT HIV A7 ThAZ LA LV iEMINT
X, BRKICBT D3 20BAMEHFEICENT, RIRKEAT 2 A FOMHEH L SRC
DIIEICFHENR O 5T 5, Steen H1E 110 AD SRCEEFEEZXRLE LIZr—Aa
Y ha— VT, 6 A LAWNIZ PSL 25 15mg/H UL LRI REAT 24 RNRL
TWZABFE T 36%2% SRC ZFIE LDk L, MEETIX 2% Tho7= EHEL
(OR [95%CI]: 4.37 [2.03-9.43], p<0.0001), F[HE T 4LiX PSL #2% 10mg/H LL FIZ 4]
25 L9 ICHESE L7 1, DeMarco &%, SRC HIEBE O 61%23# % 3 2> A B EIE B
HAT7TuaA4 FNRPH 72 EHMEL TS (RR [95%CI]: 6.2 [2.2 17.6]) 22, F 7=,
Helfrich 5 O #4& Tid, EHIMLE SRC B#H OFIEIL#EE 2 70 H LA PSL #% 30mg/
AU EDRAT A RNIRLTWEEREIZEZN>T2 (64%v.s. 16%) P, MLOAFIE T [A]
BRZERNMSONTEY, SRC BEBLELZE 60% CTURICRIBEREAT a4 RBEEL
ST/ 11222232425 7= Penn %, HIEIZEHEIT D 110 AD SRC BE %%
FRWNZET L, BIBREAT oA ROEHOFEIZLY SRC O THDEELZT
RN EBLHELTWD X UEXY, BIBERKEATeA FOEEIZX > T SRC 7
BIVRITIWNERDEEZOND, AT A NEENLEIZR>TEHAICIE, TR X
OEHEZEEICE =X -T2 2RI 5,

CQ05. Iy =a—V VHERIBREESZ V —ESROBEDHEREFL2D 550

WX : IVv=a—U VEERIXISRCORERCH LTOBKREF LR THEERSS

BT EERRET D,

WHREE?2 b5 UVALLC [AEE 8.5]

AT
Ny =a—U UHERE LT, MEEORMEAICH L THWOLN IS E LT, B
KT, 7R AR ACYARERTHY, AARTIE, #7817 U LAA(TAC)HR %<
HnHiTnad, CYA Tid, 1994 FIZRE S 3IEMF D CYAIZ L > THFEI R &
Ex2 bbb SRC O 3JEFBWE SNz % Flo, M/MMERE %5 SRC OB ¢
WMEINTVWDE, 2D OWEIXIEFHRETHY =BT A L Ei s TRV,
HARD O OWETIE, RIRERI KT 6% A 2R — MFZEIC T, SSc O [HE M Af
WRIZXH L TCTAC ZHWTOEMNME L LZaEE MR L TV D 26272018 4F & 2021 4F
DRET, TNEN TACIEE AT/ > 7= 11 Bl & 18 Bl DFEHII KT L TEEM 22 M 58
ThhTWd, AEFEGLE LTI, BYEENRD > 722, BEZRBREEIL 1 EFICRD
LN T.SRC DIEBNIIFRD SN o le, —HF A6 bIEFHRE & LT,
BIBREEAT oA FE TAC £ OPFHIEHRICE W SRC ZFRIE L71- &I 5 W& 31324
B, CYA L FRIERIT, BEE & 1XBRR, BEFOAERERRIBDOOLNDI ALY =
2 — U UMHEHKIL, SRC OEBK T L7 2 /RN H 5, MEMEMBEEICK L THA
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T TAC ZHW B EATE, SRCOBIEICHDICHEBEL THWAILERD 5,

CQ06. MEERE 7V —EORODEEESL TR LR ET 2 HFITMH?

WAL . SRC DEEE L, BRBEBBONEZ L7 F= ., #HELAKRKEEE
(eGFR)WCTFMlidT 2 Z L ##RT2, BEEELSBECIX, MEVAFFUENPLBRELE
RRGEREZHA VS,
HEE1 T VALV A AEE 8.8]
R .
WO B EREIC LV IBRKGEDN R 5, A EFToORETIE, ME 7 L7 F =N
3.0 mg/dl ZE 2 T2, DARRBEN RV, IREMG%Z 3 HUWIZIER mEIC
EF. LW O HHHE AW LICEER TlX, TEMB RV 2425), M7 V7 F=1E, L
R, mEOEFIZH» DML, BHEEDOTRICEDLS,
HIEE S E LT, SRERKIEE & (eGFR, mL/43/1.73 m2) *% 5,

O(normal) 90 UL I
1(mild) 60 7 5 89
2(moderate) 45 v 59
3(severe) 30 05 44

4(very severe) 29 DR & 7o id i ik i A s A
BEEEORKR N 2 WEREIELAOREE L L TEB S ngE ., 2 O RN ToF MmN
SRR D,

*REPERREE TIE, MAENMETT22 0350, HABRDORELZZITIZ VWU R
4F v C MWz eGFR OHEFR X EZFHT 5,

B (104x Cys-C —1.019%0.996 4F {5 (5% )-8

M 2 (104x Cys-C —1.019 x0.996 4F Hifi (7% )x0.929) — 8

Cys-C: I AXF > CEE (mg/L)

CQU7. MPIEBEZ V—FSROIZHFLTT v OFT vV EHEBERACE)LEKIIAFRAMN?

HEAE: ACE FHERIXI SRCIBRICAEZTH Y . F—BINFEL L THRET 5,

HEE1 —EFVRALNLA [AEE 9.0]

fE L :
i E —EHERABRTEZ2VWA, 2hETEEOmME B L% AMEHEBE T, ACE
PHFEJEAY SRC BE ORIE, BHEGRERE, A TREBICHEE T2 RS
NTWND 2293 Jghtk D 1 7 v 7 U LS — I &5, SRC &2 Wik, <
DT N T Y VA D E(6.25~12.5mg) KV B AR L 4~8 FEfflB EICHE & L, 24 FFH T
IS A BA M 2 20 mmHg, JEEHI M E X 10 mmHg 372K F &8, 72 BERI AN X, I
Mg M E 2 140 mmHg L FICT D Ko ICEEICa Ly he—1T5, =F 77U A [HE
MICHEHTH B 32,

CQO8. MPIEBEZ VU —FSROIZHFLTT v OFT vy S RERBHEARBUIAERA " ?

IR ARBIEX, SRCOFE—BREL LTRHFEALRAVI L 2EET 5,

WREE3 TEFTUVRALNLA AERE 8.7]

R .
TUVFT Y R B PR(ARB)L T VAT L S FE (ACE) P E SR & [
BRICT ATy I OERZMGIT5 2 L8 0 mEZ T, &ilLEEDORE
WELTHAESN TS, 1EHAKFELY SRCIZH L THENHIFF SN S M, SRC I
KD AENMEIISFE S LTV RV, SRC BF O & MLE R L OBEIC A T DR H
WA+ THHo733M, /-, SRCOEOBBMEZZ T ZERE T, BELHO =D 0
TR VU VE ARB U)W B2 721412, SRC #H B LEJEFI N HE SN TS 3B, —
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J. ACE BHEHR O il [ IEFLIZA+ 0 ThiviE, ACE BHEZRRIZ ARB 2 0fH 3 2%
IERFHThHoTmELHRESNTWD B HEHICEY . &mA U U AMAE, & FIE,
BEELR CORMEANHBET D AEERNS DD THEET S,

CQ09. T o VAT vy BHEERACE)AERICIBERENMEEZRT SRCIZx LTHARIBER
AT D> 2

IR : ACEEXBEMCBRENRMZONLRVWEAIZ., IAvvaERE, 700

ATV U RBEREREARB)OHAEZRET 5, MMM/ ® EEE(TMA)Z & 5F

TAHR/AIIE, MERBEELZITI Z L 2RET 5,

WEE?2 TRV B AEBE 8.3]

R .
ACE PHEIHENFE —BIETH L0, BRIEDPBONLRWELEMEHOAE L 5456
WX, ROBEELRIRT H2LE N H 5, DE M+ 140 mmHg UL F & 725 X 9T
o RBENNLETHH, ACEHERDO L THIFEZER TR WEAIZ. T LY
T ARERHEONEHEEZ 2D, SHIC, Ly —T U VAT UV RENEITAEMT
TUVA TV U RERNEREZFATOIELEE TS, TN THLRESRICZ L
WHFIZIE, a-flEROH LA TH 5 303738, JEFHE T, = K& Y U2 RFK
FEPUESCEE L = VILFEEOFMERRE STV D 3,
SRC Tl MM i i & B EE (TMA)D B RN EIT T 285808 5, Z OHAITIE.
ACE fHERCoOREICMA, MAERHBOOHE 4, CSIcd2E /7 a—F
BTHHZZI VAT RAEHATHDL EHREINTWD, THFE, 2R — MFEIZT 11
B> SRCIZHED TMA IC=2 U X~ TIREEZITV, 1 FROEFEIX 2% Th o 72

42
o

CQ10. MPIEE 27 Y —FB(SROIZH L CTHEFBHTITHEH»?

BRI SRCICEHBRICBEHBENBLL L TBRR2CEDZIEARD Y, Z0O X 5 REHT

XMEBET COBEBEEZITO) Z L 2#HET 5,

HEE1 TETURALNLA AEE 8.8]

R .
TrIOF T EWERACEREE L AN TIHELZHG L TH 30-60%0 JE B 3
MIRB T DBEAICE - TN 1229383 205 0ED 5> B, Steen H 1L ACE PLEIKT
1R %A LT\ 7= SRC HBE 145 4 % SHEND 10 FMIC 720 % HEMI BT L 7= 33,
34 4 THHRBAT S —KERI(2~18 22 ANZAT DA, 4 A ITEAR 72 MR ENT IR I 72 -
oo M7V OEIEOBENENZHEM CE D ETICHEMELZRIEL TS DT, A
ICBERENEA L CTEEBEARICE s HAIIXMRENT BHERE S5, SRC Oz
WA & S T R E T Bk Do 7 N U L% ARB ICHI D B X -,
SRC Z % LIEFI N HE S TVWDE O T3, EAMICITME BRI E A% S ACE [H
I AT DAY ANG6Y [ % M i B HT 12 V72 vy, ANG69Y 1L ACE FLESRNRIFIZ T
T4 T7XF TV HRERERET A ZLEDREINTVWLEOHEREIN TS DT
b, ZDOH, ACE LEROMEH AN ATRER BT Z MGy 2 2 LN KUITH
%o PR BN 25 /KON BT A 5% 12 K D 2002 45 2013 4R FE TORME A
ARF LV A MY —HFFETIE, 90 H 28 2 5 B ERIE(MIBI S 85% THEBSE T
Z15% & )R H% O SELEFRIT 38.9% (CI,32.9-45.8%) T HERIE 46.0% (CI, 43.9-
48.0%)° Mt D B I 63.6 (CI, 32.0-45.8%) L LR TARRETH D 4,

CQIll. MEIER 7 U —E(SRO)IZH L CBBEREIIAER»?

HIRL: SRCRICBNMBHLR-ZHBFIIH LT, BBEEREZBRBEO—D LTHRE
35,
HIEE 2 ZEP5F ALV B [ E 8.2]
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R
LN D LR EDEIEE TEVBEISIIRON D Z LR D0, HEFF MR BT & 72
ST BE TIIBBEBRIEIIEREO —>Th 5, BBMNA T -7~ SRC JEHIELH
HINTWD ¥, SSc TOBBMOREIL., BHEEZOMEMHBHEN LRI TEE
ZEIT XY 1987 FEHr B 2004 4F £ THeET L 72 United Network for Organ Sharing (UNOS)
DHRE B DPOLRAICBEL o TE, RMNEBREDHE/ RN ST BEEHEIZLD
2002 FE 5 2013 FFETORMBE A EEFT L VA MY —WFFETIL, SSc A& 342 4N
BEInl B, 20955, 57T AN BRBRIERICBEBMEILELZ ST -, MEENTIRE
BAthE N D BB O O F I filix 2.9 4£(IQR, 1.6-4.7 4F) T, HERIF 1.6 4 (IQR,
0.8-2.9 )M DB A 1.6 H5(IQR, 0.5-3.6 F) L LR THBICEWZ EAMEINT
Wb, BBM%D S EEFRIL 88.2% (95%CI, 75.3-94.8%), BAHB O 5 444 R 1%
72.4% (95%CI, 55.0-84.0%) T, ZIHIIPRFHOMOBERBIZEOIGE LR LT -
72, UNOS O &E TIX BB U X N BR&E%Z O MK BN BE O 3FAEFFIL 54.6%.,
BBHMEZTEBEOBMEBEOEMTHIL 79.5% Th o7z ¥, 72 60 1O BHE BE
Moo H B 3T SRCHEZFRICET TR, TOBEEN SRCTHDLHON, b
L < IZmE M 3B I E R T 2 MEGERONIARHTH - -, BHEEZ O RE
FIREOMRFICIZ, Iy =a— ) VIHEESCEHHEAT A RE2BT L2 E0REE

N5,
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fiti 8% AR EA 2= 4E
EilMEEIZKSPH
& MR BT & HPH
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cQi1, cas
cQs €Q14, CQ15
WHO #RESM4E T E  WHO *&ﬁ‘ééﬁa 010 WHO #8E5 58 IV E
CQ91 cQio, CQlll CQlZl

| BBRE| | BAELEOEsRERS | | TRIART/—L

| | BIEAT
| PEETEET 3

| HELL. FEEL a1

l cais3 CQle6
BRI — WEGL. FEEL [ mBEEES |

¥ TARZY A UFEIK(RNSTORN, ELF IS, TIRTART/—IL, R(LTERTAZIL), TUREYUZRREERE(REV R,
TUI) IR, RUTURY), IRRRC I RTFS—HESHEBE (VLT T4, 385T74)L), idtET 7 ILVEES V5—EHRIEE (VA
J7H)

XX TARZYAHYUFEEK, TR URERERE, RARSIRATS—EsEEELZVLAIANR S 7oILEEY 75— RIEED S
Mo ERBFEDERS2DU EDEFIZEGA

fit =1 I FE A OD B e FE 53 46

0 (normal) fifi S M £ 4iE (PH) %L

1 (mild) PH&HY . MDWHOSS X 1
2 (moderate) PH®HY. M DWHOSSX I
3 (severe) PH®HY. M DWHOS SR
4 (very severe) PH®HY. M DWHOIS RV

BIDAT—TIVIZTRH#HFO T MEIARE A 25mmHgLL LD HD
FPHEZETT A, ADAT—TILABITTELWNMGSIZIE, DT
O—ZB TR =ZRAWTREENIAMPDEBADGEE=ZRARE

BREMNIGMMHOEEZ SI5E)ICPHERZETT 5,
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CQ1. SSc \Z3F 2 hii & ifn 5 (PH) DR EBEEE T E D EHIZRoTNDA 2

HESR L SSc (A OF 32 PH (I3 80 IR M i & 1f 5 i (PAHD , 22 0 K FRAc L5 PH(PVH) ., FEEE i
PRIk % PHALD-PH) 2 %%, PAH X SSc & DK 10%24& Pl . SSc-PAH, PVH,
ILD-PH Ok 10:10:2.5~3 F2E ThH A,

HESBRE .72

R 19804 N D SSc fBFE ZMENT LI AZENT TiX, SSc B 25175 PAH OF W HFIL 6.4%THY |

BLELNAE 1000 NS 720 DOFIEME 1L 18.2 LOFER THo7 V, SSc IZHAFITHI1TH PAH Of

DHEFTEBLHL, VT NEAREIL 6-12%LWE L TEY 277 PAH | SSc FBF DK 10%ITH

FTrbDLEZILND, —FH ., 7T ADL Nk Al A& TlL 384 il SSc &% 3 B

L. 0o PH REAE=1E 100 A -FH7-0 1.37 5], PAH 23 0.61 5], PVH 23 0.61 ], ILD-PH

2 0.15 BlEsMESHTVWS 8, 2k PAH & ILD-PH O iT 4:1 BELWOZ &A%, b

KDL AR —(PHAROS)(49:15)9 A XV AD 2k —1(343:86, 7-72L ., SSc LA DRBFHL &

T O THIZIEFRE DO T A2 M L THY, PAH & ILD-PH O3 i #8612 1342 10:2.5-3 L& 2 TLU,

7272L. PAH X9t ILD-PH @ J5 3 FE 08 & 03> 7-(3.7% vs 5. 0%)&03:%&&%3@5 1, —Ji, PAH &

PVH @%%f“;%f“ WD ICENIE 1:1 £742528, PHAROS LY AR —I281F% PAH & PVH @

FETEME 1L 49:7 L RES R 5, 7277L, PHAROS L P AN — (2 PAH OAAV AT B E 2t R LT

LOTHHZEICEENMLETHS, £EEE, FOX % PAH & PVH OFFE% 29:24 LA L TEY

12) SSc HF 128155 PAH & PVH O HERIZIZIFEHELWEEZLND,

CQ2 SSc (& X2 i #h AR M il & i JESE (SSc-PAH) X7 T VAZK FIZIFZE D IO R D3 H L0 2

HEXE L : 1cSSc. BM M E Ik, st baxT ik, FLUIRNP HLRDPAH OURZIK L7250,
T RTHSSe AHF THEL BOE M RAI)—=2 T HELET 5,
HERRE 1C [BEE 8.7]

ﬁ@;ﬁ KE LA FVARTIL, B MEM & (ILD) # £472 PH (isolated PH; [ K 5338 FIXPAH

WA Y 9°2) I3 I O F W 1eSSe IZALNDIENZWNINY PAHDO NAVRT THDHI a2 RS
LERAET R EL IR YLENS, B PR EL TUXPL B b AT HUIREEME N A ST D14,
Pl ba AT HURBME D SSclTFE A E 3 1eSScTHhH A, SSc-PAHDHE FE 1XT & b AT HLik Bk |
fzPEleSSe DM TEMNRWG, ZD#H OWE T, iz ha AT iR MEleSSe L Th/To HLik
P£1ecSSc IZBIFTAHILD ZfEb7e\WPH OB E N %722817, deSSc TILD #f£h72\ PH LB
THHOAHKELTHUSRNP HiikBn#HisEans=19, —J ., F2AETiX, SLUIRNP HikG o =
BIEAR 2 28Sce IZILD ZfEb7RVWPH 8% 19, PAH %24 3 5SSc78 #il &% M & ICHatLi=>
FUAPHDOWRE TIE, SSc BIES FLUNICZESNTZPAH R RIEH 1355% THY, ZDo5
16% (¥dcSSc ThH-7-20, F7=, PAH S HIFIAEHIESSc 2 Wi F LI ICPAH %% JE L=l & D
MRS H ORI E RN o T, Z0O X912, PAH OURAZKFITIZREENHY, %31
HLEBENELNRN, 2D, SSc BE DT X THRPAH ONAVAZHEMERRLTHEL BOE
WE A7) —=o IR SN S,

CQ3. SSc-PAH DAV —=V JICH ARBREICIZIEDIORL DD H D0 ?

HELE ST - G RAT (B A JE9R) . Mg FrMmAEGE BNP & L < 1L NT-proBNP &1fE, IfiiE
PREGME ), DEXKGEEREA), MR IERE(BFVC/%DLCO &Eff), Lh=a—»2RNH
MAThy, TORMITEZHRET 5,

HELERE : 1C [AEE 8.8]

P . LT a—ZOoWN T CQ5 25, LK K ORKINZ by & L TIT b AL 7z 2 it 5% 35 [ i 58

(DETECT studyic L#iX, < 0FFERMNMEDO T 225 SSc-PAH O R 7V —=2 7 IZHH

2bDL LT, REREREICE T 5%FVC/%DLCO &Efl. BAE S L < 13 % o B & 198

ity bu AT HUERME. ME NT-proBNP @&l . MyE KB &, OEX LG R 2 &

FTW5D 20, IFRERER A TIX%DLCO O FAAEE T 22, DETECT study = > kU —3&

Y b IR WIRI(3 £ E) & & B Ic%DLC0<60% & LTV 5, Mukerjee &% SSc-PAH »#B ¥

T%DLCO 7 60% %82 % D% 1/6 [T/ VW EHE L TEY 29, PHAROS LY A U —T
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. PHDOANNA VA8 E LT, %DLCO<55%%H L < IZ%FVC/%DLCO=1.6 = U —J#E
ELTWD 9, MEFEHHRAE TIEZ BNP, NT-proBNP D W I b A7 U —= JICHFHTHY
2224)  Cavagna 5|3 BNP>64pg/mL 7¢ & 53 % 87%., NT-proBNP>239.4pg/mL 7¢ & Ff 5
80% T SSc-PAH O FE%# P TE 5 L LTW5 29, £7-, [A U+ TiE. BNP & NT-proBNP
EHET L BT BNPOLFRAZ V—=v 7L LTERALTWDELTWS, MIGREMEIT
SSc-PAH © 472 63 ffix DJFIF D PAH EHFICBWTEF L T2 LRMEEN T, R
VR V== 7 LLTHEMHTHD 2029, PLELY, ZETFT VALV EWICEIT R W
BN, TOEBMENPLUTA FTA MEREREROa 2200 L #IEEAL 1C & Lz,

CQ4. SSc-PAH O P #% M E TR FITIZEDLIRL DB H DD ?

HESESC: MERI(EM), DMREGLITODHHE ), 6 /0BT iHEE, BNP/NT-proBNP 7% SSc-PAH
DY ERER T THDHD, ZNHDORFE2EBETHILE2HLET S, WHOFC, %DLCO.,
ML THRERETANEENDATZD . CNODRFHLEETAZ LA IRER TS,

HESZBE -

PERICEE), DR G LALLM &), 6 20 41T HEE, BNP/NT-proBNP=1C [AEE 8.8]
WHOFC, %DLCO fifi if. /& #c Hr =2C [AEE 8.6]

RH 7T ADL VAN — DT —HTliX, B BT CTIXEE K OO R EY SSc-PAH @ 7 #% M E
K7 ThHo, HERI(B M), 7247 BRJF (L), WHOFC, fifi fl & K Hih T % 2 B E 35 il fE
HERHHEDRER THoT-, ZE BB TITER (B OLNEERTHRAROBER T Thoto
29) 7Z LU ADL P AN =BT HEIC, R—=ATAUNTEBWTIE 6 4y AT HEEO N T H R EN T L
RAZEMBAEIN TS 30, — 5 PHAROS LU AN —D L BT Tk, WEAREMLE 5B
PEL 6 23 AT BB, EY I EINIRIE . %DLCO N FHBER LRV HfERTHY 3D, ZDOL PR
M —IZBWWThH, BAE®MAT CIX WHOFC, 041 H &, M i & KT8 TR BER 1 L72o Tz,
Humbert 1%, JERAHBE L THH2 BrSn7- SSc-PAH Tix 90%ir<2 WHOFCII 722\ LIV &
ROIKI L, Do —|Z KB e A7) — = T ERATHERE N T ERWLIT ETRW 52608 T
X ZFDOFTHLBARILERELTEY 32 WHOFC X 7% 2 ET IR FThHHEEZLND, 12717
L. Hachulla 5% SSc-PAH o # & ZZ Wiy WHOFCI E Th-oThZ+D % LIFLIFEIE((LTT
BABETHHIEEZHRELTEY 39 FCIHEFLTLLTHRBEBHF THIZLEZERLAWI LIZHEEN
VBT, MITENREIZ DWW TIL, Campo HiE— B HAE(SVD(CI 2.0 TEl-72H D) kY
Jiti 1% HE LAY SSe-PAH O T #% B E KR 1- L7252 L& 4 L, SVI 30mL, PVR 7.22 wood Hifi7 %%
vhA7EELTEY 39 Clapham 5134 = — B HAERVSWD 23 SSc-PAH % & T2 B U
PAH O P#HBLUER T L7252 5 HEL TS 39, Fps e R PAH (28T BNP & OV NT-
proBNP AP #% BE R 7 L7202 ENILL BN TEY, SSc-PAH IZBWTH TR IERN 112058 %
Z BTG 303D, LI E L0 PERI(E M) DR E G L0 &), 6 43 f AT BB ) O BNP/NT-
proBNP % SSc-PAH O P # B ER 7 ThoirE 2. WHOFC., %DLCO. fiti i 55 #Hid T4 48 E
THAREMERDH D,

CQb5. HONT =T NENAT T HEEUHEZf) 2

R Do — T TR AW IEE (TRV)S 3.4m/s 2#8 2584 (= TRPG>46mmHg) 2l PH
THOHRRRENE WD, LT —TNVEITHIZEEREZ T 5, TRV=3.4m/s DA IZIL,
ZOMIZ PH 255 ARSI H LT —T NVETHIZEERE T D,

He SR B

TRV >3.4m/s(= TRPG>46mmHg) D & =2A (&R E 8.6]
TRV =3.4m/s D4 =2B (&8 8.6]

fi# : ESC/ERSO AR HART A zkniE, &= — ETRV > 3.4m/s(= TRPG>46mmHg) D &
IZIXPH THA A REMENE WDV HEZ OLDICE LI T =T IVEITHIIERIRET D, 12,
TRV = 3.4m/s(= TRPG=46mmHg) D& ThH->Th, Ml BR300 5 O 38 L5 A7 =5 il 8 ik
O H LS 00 I Ry R AR L A DR OIER, DE R ROR AL A S EE IR i Eh R 3 85 o
JELREVSTEFT AR5 A IZIZPHTH D AIREME 3 8536, Ko, CQ3 TR ~X7DETECT study
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TIETRVUAMIEE 2 LD 2a—DRFA—H—LLTHLEDIEREHIT TS, £72. DETECTDO T
NAYZXLPREHASINDDIE%DLCO<60%DIER] THHA, ZDOT /LA ALIT%DLCO=60% D H
FThoTbAMHTHLIZENMESIN TGS, T SScEHITBWVWTHLHEAMETIEH DA, Hi
1974 DBRFIZH L T =a— Il AV —=0 T %47 57224, TRPG=Z40mmHg ChH-7-364 D
I, AT =T NERI{T C&12324 2 HIICPHER D I ENMEINTEYY, Lo hy bt 7
WEIXZ B LEZBND, 2D WS T & ML E 72 B 3 Y A3 2 il 81 Uk £ (mPAP) = 25mmHg T
ol LZOHLDOTHDHN, 2018F T AL H 6Bt & Ml £ 2 AR LTIV T, il & £ D2 W
FEUEZmMPAP>20mmHgl T A2 ENMESNT, LorL, Jaafarbid, mPAP>20mmHgE W L
TZW L WA Th A2 — =0 T OFE RICKRERE NI o282 A L TR0 #Hiie
W EEIZBWTHLAELIT =T A ERATTAERBEIIRBE TRV DOEE 2 OND, —F,
Mukerjee 51ZSSc F 137 HlE Kt G Tl ma— |2 X2 Ml 8h R IUHE 1 £ &4 07— 7 L Tl
ELIE MR EZ L2 A, M EIZIEDHBEZ R LA @2=0.44) . BBMEO R LS,
PH 2RH512b0 0 b5 TR 772 —TTRPG 31 mmHgZ i x 72 ARV L2561 7310% T2 17
ETHIEERELTNDD, 207, TRV=3.4m/s(= TRPG=46mmHg)DFE A TH-ThH, Bl
7ePHAZ R ) —a—pi R, ZOMPH %85 B TiER  H KT A5 A TG 0T —T VElT
IELEEBET D,

CQ6 PH DRI A R A A BRITA A»?

i}
HELE ST : SSc A ~D A& & AT BRI TIE LB £ BILREE O HISA TR 55,
HEARRE . 2C [&EE 8.4]

R . SSc MAE IO H N OB ML B F SR IC RO D EIZB TR EEZS L0
EVRFIBILTWD, D728 SSc-PH 1 PAH O #7253, /2 LR BIZIEE K 375 post capillary PH %
BOFLTOWDRIEEME DD, 0T —T V4 T PAWP 15mmHg 78 PAH % & ¢¢ precapillary
PH & postcapillary PH #[X 535 cut-off ([EESTWAD, ZENVBHVLZEFRRE 1 [BIXVO R E T
DAROMEERETHIEIIRETHD, 7725 mPAP=25mmHg 7> PAWP=15mm Hg #%,-
T PAH L2 W9 2213, AR e BYLRIEE OFEZ R LT ATREMERHY AT DO F A 2N
ZHZET PAWP O EHBRONDZ/MEZE T5HZ L) post-capillary PH O IZH H ThH5H Al HE
PERHD, A O TEEL CGEBN AR AR AE K (ER)ARMBNLIIHAVWLRDIN, AT —T v
FEICEEBN AW 2ITHOZENTELERIIBRONTWA, — F TAERBAMITIHEREL F LT —T
JVIRIZEAE D DR 2T T&E 5, A T 5AE BB KD EIL 500ml £721L7ml/kg % 5-10 437> F
TG THFabha— L3 — ) ThHo 4149, PAH ~O4E B AR DO EF EL T, Robbins HITA LA
T—7 N TWiEniz 207 #lo PAH BEICAERAMEZEITL, 95 46 1 (22%) 2 ER ALY
PAWP > 15mmHg (2 k57 U, % 7E 09 i % Ak M4 Ml & 1 £ 5 (OPVH : occult pulmonary venous
hypertension) EHZ Wi L7zL# 5 LT 5 40, S5 OPVH Tl& PAH &L T, ARAMICED
PAWP O EHNEVEHE TH-o7-LL{OPVH:12+2 (pre)—19+3 mmHg (post) vs PAH: 9+3
(pre)—>11+4 mmHg (post)}. E B AFIZLD PAWP E 5 8 post capillary PH O# i 12A T
HDHEFEE LTS, Benjamin Hid PH 2 &7z 107 Bl SSc BE IZH L AT —T VR ERLW
WAERAMARBRZEITL, 53 #1TPH 26 0L, €055 29 #1725 PAH THY 24 #1725 PVH TH-
TmeAE LTz 42, SHICAEBAMICEIV AN AT PAH EZ2Wrsnz 29 #HF 11 #1725 OPVH Thorzk
WEL TS, PH D722 SSc i 25 Bla kit R ERA M RBRAIT V., AfTal# oM TE A A
avbun—/LEE 25 BIEOR THE LI IEOM R, SSc & Tldartr—/ /L& LR LT, AR
Bt D PAWP O EHNABEICKEL (52 mmHg vs 3+1 mmHg, p<0.001) . (2041 H B 10
IA BN Sholc bl S 49, RUFZEDRE RIL PH D720y SSc BHIZB W THIBEN L=
JERMEEZG THHIN LN EZ2 R T 508, /M OREBR ChHZENDH LY KHFGER COMIEN
VETHDHEEZLND, SSc BEICBWCEE O LT T /VREICNZ T, AR AN AR E G
1T 5T TR /e EYLoRIEE O ML, PAH IGFE KM H IO M IRIE A2 Faiic Tl cEs
AREME N B D,
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CQ7 SSc-PAH (Zxt L CHFHEEITL T 2

HER S DA RIK TR R A # 5., Pa02 60mmHg Z#FF 4570 DM HRIEEITOZ L4
BT5., EEINTEBFEIES M AESCMATEN L EICHH THLREENRDH S,

HEAR AL 2C (A& % 8.6]

R PAH (A DR EMEEZEIS G, TR ABIOUKHIROHEE LG IR RO H 2 H

WRER OWFE AL T-HT IR A7Z0, FIRAIOME A2 PAH O T %I 25882 HRE
L7 BRIL R HE S AT, KR 58 23 ili M8 O UG 22 R Ch DT EM DR B R IENAITHI TV
LW, TOMBEEMRTH-OO B AR ITEBIN TRV, PAH I2BIF 5/ 35E K5 o L1
COPD TOZEF U AICHEL T, Bk MEE S /0 F 60 mmHg LI E (SpO2 91% 2L |) iR+ 51912
EERFBIRIEEZENTDHIENHERSIN T D 5 %7 JE B O SE G ME IR B A Fn K F 2SR B 4% 5
WSRO EN I CEDRDITSITRFORRFE & 525 B LTI\ 40 | Farber 5 REVEAL B (1C
A ANSIT- PAH B3 3046 Azt 212 PAH 2 T2 F KRG OA A E2#% AR EICTHRIELT-,

R DLCO & EAL FLZAE (%DLCO<40%) TOMFE R G IX R ERELE R T TR K EICHESL
T 7= (HR=0.56, 95% CI 0.39-0.83; P= 0.0033) 5L TW\5 47,

ZOMDOIZFHFRIELL UL, X XVAMB OFEIREE 528 — RIS LM H &2 endgds sh
TWB 48 R D KONG5 SR 070 Bam TG T, XY ARAFNT EREERO
R = hr— a2 BT 528055, (K LH H T O R 2K Z A T H5E 50 b=k
BAR G A2 E TS,

PAH OJFEBEIE BAZIEM /s e JE gk O B 5 3B E S, H<mb U7 7 U kAP B IE M T
AIVTCEZ. ZVETIPAH/HPAH ZxtRELTZRTAIEFRRN 1 {4, %RAM SN2 6 {fhlsSihTn
L8, 5 B CTHEEREOA AMERTRENTWE—F T, 2 RBRTIEHESNDIRE — B L iR
I BILTUVRY 49, SSc-PAH B EH IS T2HF HMEEBRTF L 2 Bk RE24HTH, Johnson
SO A TIE, SSc-PAH & (N IPAH @ cohort (2% 351 AA XfEHT T, SSc-PAH BF D 28%F
FOVIPAH HBED 59%NUNT 7V DG 5%, WTFNORELU LT 7 U 55T % o E %)

BT DN N T2LENTWS 50, — 5T, CTD-PAH H# 117 4 (SSc-PAH ## 104 4 %
G T0) DFHEMAT L. Ngian SO TlE, PAH WBREFEOHIEEKR U LT 7V O 53 F
B ESEDIHENBH TSN TND V. ZNHOFRER TIX, HUEE B L O H 2 EAI12HY

TN TELTIRENAATABDS. £/ PAH 16EE LU LT 7V OMAERICERDBSLETHY,
B R7aRT ) — U770 o0 FIZH i) 2708388 KL, EEOFALZ 31 it 9 #1(29%)
T 2O - ERHEEN TS 52, ESC, ERS, ISHLT OA&RATARTIAL TlE, =R 71
AT )= N R EFR RN BT — T Vv EE 5 PAH JEFI CTHT — 7 vk T 05 &L CThuke
BIREDNOFHSNDZENR— RN THHEL TS, BIFIEME PAH ~OFUEE B L I3 2 O FE § O
WRPNIE T TRE SN DR E L&, FRICHY VAR B PURE GRS R WA R 7 L o M f2 fiE U A2 LR R 35
AOEATIIRFTL TEU 46),

R Z K FEIT SSc-PAH 24 72 PAH 2K TUITUIEER O OIS, 8K Z 134 1 o0 B i JE L3Sz L
T, PAH B O#EI M A RK TR TR EFICHE S L TWD8RWAHDHD, SSc-PAH BH 2B W
TSN RED E IR 2T =F ) LU E G U T IEZ B 5 5359,

PH B#H ~OINEY T —a (TE B A BT % UGB A AR FTREMERHY, W<D0D STk T
AESALTUVS. Ehlken 5% 87 4 ® PAH &5\ % CTEPH H# 4% 4 (08 i D 3R i v |2 E B )
EZBE MU RO W TCIEE BN BE 26 IRAE L U CHEVE 2 (ICBI0AT ), BT EICHGEL -, fif 5, &
B VAT RE CIX 15 8% OEB M A E DA H 72k % (peak VO2: +3.1=2.7 mL/min/kg, +24.3%
vs. v hr—/L#E: -0.2+2.3 mL/min/kg +0.9%, p<0.001) R OONT-I2T TRL, A OLHT—TF
NMREIZEDMATENE AT A—F =L FBICEKELI-EHE LTS 55, G—nay/X 10 20[FH 11 fiz% T
1Tz fth it 3% I F KR RCT 21T, 116 4 © PAH/CTEPH AF I3 L THEE#E LS 7z
VT —yar SERE T 11 ICEIO T R ERGEE N, 7oA~V —Z U RER AN 6 4y [
1THEEE, B XV —2 RARAME QOL 044k, WHO-Fc £ 1k, peak VO2 O LSRN,
WD NRTA=F—H LN T — v a  fifTHECH RIS E LR ESIN TS 50, Zok
INCHE ML ST ) 705 B R V51X PAH B3 OE B it A REC M AT B BE O e 12 i TH D T RENE
WoHLN, PR MR 2L RN THREEICFE G TLE0EIDNEAZOBETHS,
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CQ8 SSc (2D PH (909 I il R ik 13 A H 7> 2

HESESC: SSc-PAH (Zxf L CHRUEPIHIEIE IIIT DR W EEZ R E T 5.

HEEEEE :3C [AEE 8.3]
3 : Sanchez HIZLiiE, SSc-PAH 8 £ %441 28 4@ CTD-PAH EHICHL I /uar A7 7
IF(CYC)600 mg/m2 @ 1 WAMOMRFEELEFEEU EOXT ARG (22 #) £7-1%
CYC Hh(6 #) ICLDIRMEIToI2LlAh, H YT ~vh—T7 AL LUTIR G MR A #0R Tk
20 flHh 8 BITEMIZIE ST PAH O#ETHIEHISNIZOICxL, SSc-PAH TIEL AR Z —IE 1
BB ST 58 ZOfE A2 17T SSc-PAH 125t L CHsE iiHl L 1T E ThHhAL SN TEH
D, zO%EOA LR TL2RBITFEA LT DTV, Miyamichi-Yamamoto 572% 18 4
@ CTD-PAH & 5712 U CRE MR Y 50 3% B R E OB RABRET L2 E O H1Z 1 il SSc-PAH 73
EGENTVED, TORBITRIN )V VAR H —Th-o1- 59, LI EXY SSc-PAH 125 LT HIl %
= PN R T HE SR S LR,

CQ9 idh RE 2358 FUIB 5 B (21~24 mmHg), 2\ L WHO BERE S HH T JE O il icxh LT
B ANTB_ED?

HER SO iR 2R EOEPFo7vy WHO BERESHH T EEOSEFNIIH L TRI T rAN, ELF
R, ZURBVCZRERIETHE(ERA) T 7V 2y, AT T = VY 77— 8 (sGO) #ill i 3K
VA7 TROMHTHEZRET 5.

HEARRE - NT T Xk, HL XIS ERA(T U7 U EY), VAL 7T h=2C (B E 8.3]
FRF < i i L ESETE R AR T A2 (JCS2017/JPCPHS 2017) (2k%5E SSc-PAH # &t CTD-PAH
Vet g il i G S AR IR R OHESR 13 I/HPAH 1S3 A EIE B B HER B 2D 2L SN TS (Cl
ass1C)3D. ZNETENID PAH HARTAL EHITHTENARIE A3 EE Ik & i (21~24 mmHg), &
HWVEWHO BERES T E OIEFNII T 23A N AICONWTE, T8 TV RERDT —H R EDT=D
FEAENOENTI RN oT2D, KHTARTAL 2017 FLFTHUCTIIWHO T EIZBL ThH#E 13K (X
F7uRh, 7TV H % BRA, VAT T TR, LRI 37) (oW CEClass IIbC THESEX L
o BN T U RIZOWTRRA T HE, K TIT NI T T B AMR B O &4 —7 3
BRClk 44 Bl 6 B2 FC 1 EORERITHY, 77 ABIOY 7 FENTILFEIE SN TORWA, SSe &5
TeBRRAEFI TIX 12 MH% O 6 /s HABAITIEEN A BEICSELL 5. ZHER 2L PH 25890 72<
Th, EENRFIZO A PH 2389589572 SSe DEHIXZD% 19% T PH AIIEL, FIELTIEH] DD
HAHIE 5 FUNIKETLTWAEOMELHD 60, Kovacs L, mPAP 28 E % E R E
(15.5+3.2 mmHg) ThH->72 SSc FBH 10 420X, 12 A MMEIRHE CRIBBIZEL, TD% 6 VA
MR Ho G5 E21To712024, 12 7 A %1213 18.0£3.2 mmHg &4 &7 mPAP @ LHAZRO -
0, RerZoBEEIZED 15.5£3.1 mmHg SK FERDIILZREL TS 6. Pan BIE, f7/0L7A
7T —7 VA T mPAP21-24mmHg 7> F 72 1 LEE) A 7 T mPAP>30mmHg % 729 SSc 254 38
L BREL, To7 VX 5-10mg {RIREELE 7 T BREEIC 101 ([ZEAE A 1B AT 72305 O FE R
ZWRELEZ. 1 ROUVRRALRTHD 6 2A %D mPAP OEAIZT v 7V XL T TR RBETH
BT loneiro72’ (mPAP — 1 + 6.4 mmHg vs. placebo — 0.73 + 3.59 mmHg at rest, p =
0.884), 7T AREED 34173 6 2> H %1 mPAP= 25mmHg IR LD L, 7o 7 Uk 2B
U LR SE ~ OB IZ A DN o7, ZIREVRRAV R THA LB L OEBIRFO CI &
W PVR 3707V AU BETHBICKEEZRD TS 62, 2D EHIZ SSc-PAH [ZH#E/TIHEDFFREL
EZLNDHIEND, IVEWITIRBEN AZITOZ LT MATEN RECR IR R 23] T D REME N DD
D, FRAELTZERER O DD 722/ N THY, H AR 2MEOFEM OO ITITRKBERBR TO
MRAEDB M ETHDHEE 2 5.

CQ10 WHO ¥EBEXNHH (FC)II E?d SSc-PAH OIBEIZHWAEAIF 2

HEAR L = RV /IR (ERA) (REv 2y, 7o 7V Zy, =T AY), IRARY T A
77—% (PDE)5 PLEMRK (VT F T4, ZXTT V), AT T =gy 77 —F (sGC)
FIE (VAT TH), L33 % WHOFC II E® SSc-PAH |[ZXLTHEHAITHILE
WeLE 92, F/z, XTI RANR PZEDHREHZ WHOFC 11 FE® SSc-PAH 12X L H T
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HZ ezt %9 %5, ERA+PDES E o914 ff  #k k%2 WHOFC II £ SSc-PAH (Zxf

LT TR T 5.
HELREE
ERA, PDE5 [HESK, sGC HIL3H, HL¥ /7 =1B [E8E 8.7]
RSFuAR=2C (&R E 8.6]
ERA+PDE5 i KO ) OF i % 1k = 2B (&R E 8.5]

B R &y, 7oV By, TR VT T4, BT T 400, VAT TR, L
RIS WHOFC II o E42E T RCT THMAMNRENTWS 62)768) /=77,

WHOFC II EDERFEIZRELEZ RCT MM Tbhi-0idRtr 2 0hThsd (EARLY ER) 6. =
ORBRICBIHETEFMEE X 6 I AZOM ML E R L O 6 /5 RIBITHEEEOZ{LTHY, 6 47H
WATHBEIZ OW I T 7 BRI UIE R A M IctE E57228 (+11.2 m vs — 7.9 m, p=0.07),

il if & R PUII R B XU BHECA B RL ELZR DT (—16.8% vs +7.5%, p<0.0001). Dl DI
FHNZHBWTIL FC II ELUAOEEEDOBRELE ENTWED, WTNLOREFS EEFEHE H 2B W
TTIERBELHL THERUELRD TV, R 2 MO T2 UAORBRICEITSEH
FEMEIE H X 6 S MSAITHEEOEALTHY, WINL T T eRBELE LT 12 /2L 16 HED 6 &
MAITIHEEA A B ICERSEDZEITRENTINS 6365767 £/ < T N2 oW TR EE N
H B R EAL R AEETOMB THY, I RBELH L TH B ICE IR EAL I A ETo MM 42Tt
ETAHZLNRENTNS 64, 72771, Wb SSc-PAH OHBREFICIRE LR TIZARWVR, VLT
F 74 DONWTIE SSe-PAH D #F % 45% 5 ¢ CTD-PAH BHE IZBITA YT N1, 77
TARRELLLT12 %D 6 RHIBITIHEEA 55 m ERSE, MATERELA Z ICkFELZ6. —J,

Ry, varvr 2 (2o RBIVZRKR A LB Ol 2 FE 325 ERA. FFlEEDOZOIHTE
B IS TND) KO VT 7 L OIEBN A GE~D A M2 R LI AZ RN T, K
4373 SSc-PAH HE7>5725 CTD-PAH (2B W TCIHA BB A GE DL B ITR O ONIRN 7270,
YL bEozEns PDES BLESR (VT F740) %2 WHOFC 11 B} VI £ SSc-PAH #BHI1CEB
58— BIRFKEL TWD LR H D2 TV, & A O B B 21T > ol BRI TEAE L7272, EEE
DOIRFNBPUIRBESCL 2EREEZR AT R L TITORETHS. XTI T HANMI DV TIHRRM,

KkEOENEFENTITHON 2 5O RCT I2BWT, ZOH AHIZWTFNE 3~6 B HMEWHIFE D
EENHAREDOLFICEEEY, TN EEMOA A2 R8T, FMITEHEOLZELRD LN o7
ZEMBHETE IR 7278 UL, EOBREEIDME AT EEL R, ZORBEI O AEERFILE
ENRBR I, G BMmATE LTS 12 BRI BREEM A &K N TEEO L EZR D
59, KRB ITA— T T ULRBR DT TE T U AL ~ULIEF5 A, 44 I 28 41 (63.6%) 73 FC 11
EDOBRETHY, XT7uR(RKEANDIZFCII EOBEFEICLA M THLATREMENSS.

RO P aRE 5D FHEIRTHL LR R DO R HFE LT GRIPHON 5 #5523
WG SNz, KRBTl WHOFC II/III o PAH1156 £ &5t %L THY, LI 713 75%
REIEL TR T E PAH ICEHEHENDHRAE A U RAA L M B2 L7= (HR= 0.60,
95%CI 0.46-0.78; P<0.001). CTD-PAH % 334 5] (SSc-PAH170 %l 73& £N5) IZB T 5% 7 %
Frbfrboi, 5% 1E CTD-PAH THARER LFEAE THY(HR=0.59, 95%CI 0.41-0.85), SSc-PAH |
FRELTHH BEICE A HEICLDA UMl 322 L3 RmEN T A(HR=0.56, 95%CI 0.34-
0‘91) 68)74)

WHOFC II/III D PAH BEZX{RICT o T VR H L EZE T T4 E DM FRREE, Th
ZNOHANRE L L7 AMBITION R OfE &, HEANEE LSO HREED T% I35
HRMEIRENT . KRBRITIE 187 4 @ CTD-PAH 24 & (WHOFC II/III 48 4/139 4), 5
H 118 428 SSc-PAH (WHOFC II/I11 27 4/91 4) Th-7-. Zih CTD-PAH OfEfl 23t SR EL7-
YT ERHT OFE RN T, FIH0FHEEOEMMEIRSITEY, E512 SSc-PAH IZIREL TH A
RO R THo- 0. ZnbHOfE B5, ERA+PDES FHE KoM # fF H #%i%1L WHOFC II° @
SSc-PAH KL CHLHEZD THDL A RN RIBIND. AKF O Hi& M EEIBRBEATART A2 Tk
WHOFC II EDOPAHIZK T2 ] 0F IR IEZHELE T 212138 > T vy 39 ESC/ERS O AR
TALTRET TV BB TT 4N LW O #E L% Class IB, flio> ERA & PDE5 & 3K
W& DR 0F R 1L % Class IIaC TZENLENHESEL TS 46),
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CQ11 WHO #§sE5%8 111 £ SSc-PAH Din I FH WD 3 AL 2

HEIESL: ERA(RBv Xy, 7ok Hy, ~v 70 %2), PDES [HER (VT F 740, ZXT7
A4), UATT TR, BLX U XY, mR T aRT ) — )V, N\ RAT =)V R, fna
ZTaARE A%  WHOFC III E @ SSc-PAH Ik LTl 4525 #5E 45, XTI T 1AL,
r7FaAT 4=V iE%Z2 WHOFCIII E® SSc-PAH (Zx L CHEATHZLERETH. £
7o, 2RO DA O OF HIFEIEEZITOZEbIRRE T D.

HedE B
ERA, PDE5 [HLEIRK, VAT 7T, R 0AT ) — )VEE, LT OAT =)V FiE, A2 mAk
W A=1B (&8 8.8]
I PE R, N e AT = LR TE=2A (&R E 8.8]
RS7FuAR=2C (&R E 8.6]

R WHOFC 11 D SSc-PAH DOIEHIZH A WA EAF B I ORI OF LI >\ Tix CQL0 %
ZW . RE 2 N5 TIE EARLY B KL ATIC WHOFC III E R ONIV EoHREEZSRELE
RCT 2T, 16 BEICT T BRI LA EIC 6 SRABITHEZEESELZENRENTND
7. SSc-PAH HBEICRETIHEHEBEZITROOLNRSTN, TR Od BEH NV ETHY
(FZIRE 33 4, 770REE 14 £4), TOMRICIFEELILETHD. =R 7 rRx7 /—/)LiZ WHOFC
IIT 72U IV Eo PAH HBEICHLT 3 50 RCT THAMEIRENTEY 780, 55—
CTD-PAH OBEEZEEZRGLELEZLDOTHD. Zhix SSc-PAH ##% 78 4, WHOFCIII E 87 4%
4ie CTD-PAH #B#E 111 LIS L CTEMIBRICTR T aAT ) — VHEEZBINT520H A%
MatLizA—70 7D RCT THY, mR T aRT ) — )L BN EBRFEOLORICHL 12
% OEB M AGE L NMATHREBZA BICHLETHIENREINTND 80, XTT T AMIDNWTIE
CQ10 #ZBWDL. N\L 7 AT 1=/ FIEIZSW\W Tk CTD-PAH 90 4 (19 %), WHOFC III
JE 396 4 (84%), IV JE 34 4 (T%)Z&Tr 469 A NB ML= RCT MMTbh, I vRBELL
12 HHD 6 HEHITHMZ A BICIERSEDLZENRENTWA. £2, O ERE XA EKFME
WCRELRDBIELHESINTND 8D, AT BRT =V EIC DWW THEERIC RCT 2¥MThoi, 12 B
%D 6 HHIBITHBEA Y 7 BRI RICERSEIN, LA LERRAEEFEFRNLIH
AL BRIT R P Loz 82 2D, N7 RAT 4= VFR R L 2 I O ICERLT
ITHTEZIETH. AuT AR ANICHOWTIE, WHOFC III 22U IV D PAH J OME M i 44
FEFR T 5 M IE OB RS RCT 2 Thh, 12 #H#% O WHO #EESHOKEKR V6 &
MAITHEBED 10% L EOIERICIVER L2 EEFHME B ICBWT, /a7 BAMNIT TR
LTHBRUEEDREBOT 83 KH O PAH OIFHFE 7 LAV XL TIE WHOFC % & 7= BiEEYA
I U THIEIEIR 2R IRL, 3~6 F A ZLITIR BRI A FEAM L CYAZ RIS R + 43 72 5 S HITE
AL T HZENHER SN TS 308D, YIHITR O DEELOIRAN 28 595, Y10 L oA %
NEESNTERY ™8, WHOFC III JE® SSc-PAH 2k L TIZAIHIOF HIRIEZ21THo2 bbb T
2R T5H. 2 ET PAH 1R HER O R OEWE IR LB IT L, o THRAZEE 2L
OB FICET DM AITZ L, ZOERIIAH TH-7-. RESPITE % Tix PDE5 P53 TIH#
HEDBAR A7 WHOFC 111 E O PAH61 4 12xtLC, PDE5S FHEIK (VT T 740 H LUIF X T
TANW)EVAT T TNV EZHZEDF AMEE L IOV TREELTZ, 61 4 H 51 428 24 1% D
FRAMICEBIZEL VA7 T hA~OEFIZLY 6 43 AT R (+31m, 95%CI +13~+49m; P=0.001),
NT-proBNP (22%1% F, 95%CI 5-37%; P=0.017), WHOFC (52%7% II J&~, 2% 1 & ~;
P<0.0001) D ENELNIZEHRESN TS 80, PDE5S [LEIRE sGC Il 3K X[ U R4 0 KA L
LT FEIR—ThHs7, PDE5 HEMKTUENZ LVIEF T, sGC K ~DEE N E2FET S
AREMEAFE R LB THY, T D% D REPLACE Bk THLPDES [HEENSIA L I T R~EHL
72BETlX, PDE5 PHE IR AR LI-BELDY 6 /3 AT HEHE, NT-proBNP L WHOFC (249
R SNOEA TV RRA N A BICUGE LI ZEN RS TND 87,

CQ12 WHO Hme» ¥ IV FEdD SSc-PAH DIEWEICHWAEKAIZ 2

HIESL: WHOFCIV JE® SSc-PAH 125 L ClEmR 7 u AT ) — L # 2 HE 4%, ERA (Rt %
v, TV Ey, =T Hy), PDES IWEK (VT F T4, ZETT V), VEVT
T, N FuRxF 4= VR FTHEROEE, A7 a2 g A, 2503 o) HF 1 EEA
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TOZLELIR—ETS.

HEBREE . =R mRxT /) — L EE=1A [ABE 8.8]
TRTBRAT ) — )V EE e OF IR E=2A [AEE 8.7]
TARTBRT ) — VLA O IEFN LD 0F R L =2C [ABE 8.5]

R A EAIOTE T U AZHONTIE CQL0 KON 11 2. MM fF MBI W TIZz0F Atk a
RLTZ RCT D7V VAL AL R WA, D E B O & otk Al & DR ik 0 F H
PERRIB SIS, Sitbon HiX, 19 4 (FC IIT £ 8 4, IV £ 11 £)ICK L TR T vAT /— L
H, RerZo, DT F ISR O RBEIEEZITV, 4 0 H BICIEEA BRI DS 65.8+13.7
M5 45.7£14.0 FTE T (p<0.01) L, ZO%RI1L 3219 DA MO 7 ru—7T v 7 WM P HEEF SN
TEEHIEL TS 8, Fi, Ik T —T v 7 HEIE s WHOFC 11 JELL F&/roTED, 3 4
FHR1E 100% ThHo7=. £72, Bergot HI, &AM EOMEN TlddH D0, French PH registry (28 &k
ENTODEERIMELER LW A R E PAH B8 TRy nR7 /) — 1V ERriEEfTbi: 78 4125
WTIRMT L7282 A, =R T aRT ) — V&G e I REEZITONIR N KD TEP R -7 (1
HEATER 92%, 3 HFAEFER 88%) ZLEAWMEL TS 89 ZNHDMHTIC SSc-PAH DB HFIIE £
TV, WHOFC TIT E RN IV EOBRENPMDO TTHERR THHZ LMD, SSc-PAH D
FAZBWCHEAEMNICK LTI O HRIELZZE T35 ThD.

CQ13. SSc-PAH D& HAZ 13 )> ?

HELEX: WHOFC I 722 WL I 6 79 W 417 BB >440 m, BNP<50 ng/L $L<i% NT-
proBNP<300 ng/L., #5077 —7 /WIZTH BE<8 mmHg & OVM%E# =2.5 L/min/m?2 %
HIELTHZEEHLET 5,

HEEEEE:1C [EBE 8.7]

R A AIE BRI F 2 OM & MITEIERRE T A K7 A4 (2017 HFELETHOIZE T 2 85 M8 s

PAH OIRFEREO IRE B LINTNDRTA—F —% g1 F 7= 303D SSc-PAH Jl 0 ORI B 1%

RIS E DT TRV D | SSe-PAH DOIERE HAEL AR T ARTANIHEIZ LT3, SSe 1T

EHEBTHHILND WHOFC X° 6 43[R AT EEHE . BNP 72 & 13MiM I PAH @ & JiE 4 Kk LT

WHLDTIHRWZEICEBENMLETHD, EEE, CQ4e TRR72XHIC SSc-PAH @ B FH L7 Wr ks

WHOFCII E CTH-oTHZDOH LUIFUITEEALTTFH AR THHL 33, Mathai S 17 EEEDN [

BEOEEE THoTH, SSc-PAH OHREFE DA IPAH OB FEIVHA EIZ NT-proBNP 2 E W2

EERWMEL TS 9, Mathai HIFRIOHE T, BEIKINIZEROH D H/NREO 6 43 M A3T BERED S

A 33m WAL TWAIENDS 9D BB A BE DB S OIT 6 4 B AT IHEEZ 42 30m UL FiE R

SEAHIENHELRD, F-. Mauritz HiZ, PAH B EF 2% LT NT-proBNP % 1 {FE4720 15% L)

WHESEHETENRETHILEZHRELTEBY, NT-proBNP [ZOWTIEZNZHIELTZ0ORE W

92 hxma— BT LEO YA XK OUUHEGE D E & (LS B EE L2505 =22 7 i 50 IUHE 191 % Bh iR i

(TAPSE) 23 A7 DM RE O 72 FEIE L L CTH H THY, SSc-PAH 2B\ TH TAPSE=1.7cm 2N T %

AREOTHIKFLHESHTWATZD 99 TAPSE>1.7cm L9528 R 0 oa— EOBEAED —>

L5,

CQ14. Group 2 PH |Zxf L TUHIME LR I35 Ao 2

H#E4ESC: Group 2 PH %95 PAH JR#EOM FHIXHEEICITHIZEERE T D,

HEAR A 3C (A& % 8.3]
R PAH IR IEDO LR RBE 2R R L LEBEKRRE LTI, =R 7 r 27/ =it kb
FIRST #Br 99 oK & v % 2 & 5 ENABLE &5k 928% % 28, Wb T 1% s 2h I3k R
TEhadolz, £, VT VX U OELAREBICAMT 2 MiEim/EPH-LHD) &2 xf 4 & L7=&
B (MELODY-1 ®B)CTIE, ~ > 7 v X VKB L L CABERMITHREOLES NT-
proBNP ODIK F#/RTZ N TE T, RIRITHEICEE LA FELN v T VX UBETHELL
Lol 99, — . VT F T 4 O W T BRI 40 mmHg VL B YUHE 71 O £~
ez LD AR EHFpERAEEFE 23t R L LR BRICE W T, MATENRE & OV e S PL IR RE 2 8 L
EHESNTEN D ZORITONTE T TR T & LU B Tl E A 2206 R Ik
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HoTnD 999, JF 77T MIHONTH LVEF=40% @ PH-LHD &% 2 %5 & L7z [HERdL:
[F %5 b FHFER 2317 D72 28 (LEPHT study), — K= > N4 > b (16 it © mPAP d 2 1k)
CBWTT T EREFEL OMICHABEITRO R -7 100, DL XY, PH-LHD B#HI(ZX4 258
e AR Z R Lo A L7272 Group 2 PH %% PAH JRRIEOM HIXHEITHOZ L%
RET D,

CQ15. RE MM B kS PHALD-PH) Ik U Cii fi 45 41588 38 - f JH 9~ &> 2

HELESC.ILD (245 PH (2xF 9% PAH {5 IEOME ITEEI/THIZEERE T D,

HEEEEE :3C (A& % 8.5]
fi##% - Mathai 513SSc ([ZfEHPAH 39 #iIEILD I[2f£5PH 20 #ilA#% =2t L, ILD I2fF 9
PH O4MmPHN/EI(P<0.01), LTV 27 05 @02 & 2 L7210, SSc-PAH 6241 &
SSciZ £ 9 ILD-PH(SSc-PH-ILD) 66/ % fij[f] & |2 bk U 72 #45 T ik, PAHSR AT 512
Lo MATH L FEDOREICEB W THEICEZ R o b OO, WEEE b 65y AT HEE O i 3
172 <. WHOFCH i # L7-BE DOE A 1LSSc-PHILDHE THEICAV AW EWIFERTH - 1=
(13.6% versus 33.3%; P =0.02)102, ILD (2 T AR EITHEEHIT, FIR AR B IE/E DR
WERIEZATHZERNHELE I D 23109 20 AMEZ R TR X2\, —J7 T, ILD IZfEH5PH 12xh
HPGI2 BH|l R Zo AT FI74VOEMNEICET L+ 55727 — XX BLRE R T2, Minai b
1%SSc 4 #ilZEterh &L EOILD I2E5PH 19 fllicoR 7 rx7 /— /L (n=10) /23R4
Y=9)E KL, 2D5B15 HIT6 SRISAITHEENS50 m Ll EIER L7722 @EL T 5109,
Ghofrani 51%SSch #ilZ & deh % E LI EDILD émPAP 7335 mmHg L EOPH 241516
BT B IBC2 BT TNF IR T aRT ) — )b VIV TF IV EFR G LA, VLT T
TANEED BRI AW DN R0 E L7108, — 5 2R T uRT ) — LV FETIEY v MILE &IN5
BRI LI A~y F 3 R L, W 35 A Fn B DMK T L7z, R D H A Mg RO BAL IR B 20 THIR
EEIN TR0 PAH {BEEIB BN EZEIEDIEMELRDHD, LB T, HEE L EOILD
R TL56I~OPAH HEEOMFHITEEI/TOLERHD, B, Le Pavechid, PAHIEFRHK O
5 %1757 SSc-PH-ILDD BEHIZE W T . MEADOEAA LIEBHETITIEL LRIV LEE
WTPBRBARThHoZ E2HE L TWDH10D, I5IC, FFRMEMRMEIE(IPF)BEERIRLELET
VR A D T EERARR TR, T RRBCH U THEER T B IR A 2 IR E D AR
£ B SV N D o772 RBRIZ R 1k &7 o72108 ) Z o=, i E DL EOILDEA
THRE~OT TV H B GIXEEIHE T2, VA7 7MW T, ILD-PHO B3 % 5 4
CLEEBE L FEE THRBRPITONEN VAL ST MVETHRERAEELN L o220 BRI
R Ik Lo 72109, — 5 [AERICIPFREZ R G LTV T 74V DT 0% ML EHE Rl
Tl 12 HE % OB AREE & 50 B0 5 O B R IERIZT VT 7 OVEECHBIEREICHE R THEIC
BIFC AT FIANBHRRMFEIA~ Y F 2 W #ETHIENRENTN0 ) EFERICE O TIE, 7AY
HDAR—rTIESSc-PH-ILD B & ICPAHK: BRI OB 5 03 Th v, 3 EAFRITI1I% & BT
Thol-Z ENWESHTVWAI, bREOL Y2 R —2B W T, FEWHE O FEE DR E
Z2ILD-PHICEB W T, #II G PAHFFRIIERZZ T OGN E ) TRWVWELID b TEMN
B CTH-Z ENHEINTWDBEAITFER 70.6% vs. 34.2%; P=0.0D)12, Z D X HIZ,
ILD-PHIZ % L CIEMi M JLIRIE O B2 v 2 MG b A I b oo, f@im i AR
BRCEOREIMEE R LIS DRV, ILD I2fE9PH I2xf 3+ 5PAH 1RO FITIE &I
1THTEERE TS,

CQ16. SSc-PAH X ILD |Zxt L T hiIZA i 2

HELR S #EVA ME SSc-PAH <0 ILD (xF LTI AE 0 i & 2 3E Al A L 2R R 35,

HEIERE 2B [&EE 8.6]
R SSc DRFIT W HIERBEREZE L TODIENEL, BHE OFRBEVE K DNV RT L5,
T BREEEZALTNDIELEL, BEttomu ikl FldE HomE LD, Z0-H, SSe &k
R BICH 3583 1X PAH 1L CH ILD ([ZL CTHBAE SR #E72r —2m3 %, Lol SSc-PAH X°
SSc-ID D= i 22 - B E DT %1%, 30 H T69-91%. 14T 59-93%. 3 4F T 46-83%& .,
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WME LS THFICETHLLOD, ZNENDOHREIZIB W TIE SSc LA D FE#E R BT K i A &
ZFTEBE ORI LFIE AL ENR VI ERUTE L ER > TERY 19115 flifS L 2B = MM
Al RE 70 A W (8T Al A B 72 D1 55 s R T . AR 72 H1F 60 ik A Ti) 0 B 3E Tl Ml o3 ik % 7F
T R_ETDH, 2B, KMER O PAH R THARAEDO TRIRFELTHESN TS 119,

CQ17. SSc-PAH IZX LTV RV a v AFIVITHEHN?
HELE S SSc-PAH 125 T 550 R Y AF L0 F AT S TR,
HESBRE 72 L

FREL: /LR AT UL 8Se-PAH G TR Ik PAH I3 35 E B 3E RIABR M T b, B
R RIIRER THY, LR L TTOH MAMEIZAS TR 16,
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CQl : SSc BFE BB EFMIIFRA»?

HERRSC : SSe BBEOBMICB UV CIRBHEEFMEIT) 2 L2 BHT 5. BICkME (AROAE
CBID P, CEAMBEEALE, A7 v FEAHTEERBL O U 22 B E<, ERICHE
BRI AT & AT 5. (HEE 1, TET VAL A) AHES.8]

BHPETRIE (SSc) A OWENE RN KT TREBTFMITHL NI SN TWVRND,

SSe BRI & L CoEMERE, KREM - BIEIHZIC L DIFEEOIRT, HILEWREICLD
WIRARR (B2 I D7ey) - [REEIRE, REIAR, sraarFas N (GC) MR LI
— R B - B HERAE (OP) U 27 TH Y, SSc TiX OP - B U A7 HEIMMA Tl &
nn L OEE, EENEEE (BMD) RHliiETH H DXA IETHIE S iz SSc BE O F =R
Rk, fEEANCHBELIETLTWDZ ERHLMCEIR TS 20 18 fFowHs (1996/1 A ~
2018/12 A) @D * X fEHTIZEB VT, pooled weighted mean difference (WMD : & 'H % % g/cm?
THER, TOEEZME) CTiT 5 &, SSc XX IZHNEEIZ WMD W T oL (25,

MEHME, RERESHES, B, #573) CTHAKL<, EHE BMD X WMD -0.08 , KERE B 1%-0.28, A%
1£-0.08, #51#5-0.06, &=&-0.06 TH-o7=. F7-, 201244 F TOD SSc IZB T 5 H &Il O W15
ERGICLIZV AT YT 4 v 7 L Ea2—TiE,DXAETOT AT 1.1 105625 %F &L,

D25 KA EHERIES ERLESGS, BEBADIE 27% ~53.3%, BHERET 3% ~51.1%, 24
ZHRE 10 TSSc BT AERBEELZREL TS 3, 7L, ARRLBERT Y 27K
FTOIELDXIZE LTI, Yuen b O ZERVNT SSc D > 7 /E 100 BILL N &/ &<,

SSc DJFM « AL EN —ELTWARWNWZ L, MROAFER ENRERE LTHEMILTWY
L. D%, XA D SSc205 Bl & xR U B HLERAE A P RS S S e S IEHETIE 28.3%

(&Mt 263%, BPE10%), KERESEHE T 8.8% (&M 11%, B 2.1%) L HES .
SSc ICBWTE R - BHBRIEOHENE W D, FHHEFITREOFHEZREE oA
MEMLTNDZ ENTFHS, EE, BBORERRT —% X —X %57 SSc =&/ — M
TNZBWTEHEI Y A7 OB S TWD. SSc 1722 B (&t 77.8%, “FEHI4FEHE 50.3 %)
CBWT, EHESRM S22 FTHD EFITOREAR (/1000 BFE) 1XEHE 6.99, & 2.18,
*FHE LI T OB (IRR) T2 T 1.69 5, MHE 1.78 f5, & 1895 Tho7. 27201,
PERICREME 95 & 2otk 1.74 %, B 106 (5 AMETHEE THoT2 2. —F, VAT~T 1 v
7 L E 2 —TIX, B¥1E SSc T 0~38%3, A XM TILFHELIS O FHr > OR 28 2.24, FHEH
Pro OR 231038, L EHICHESMEIN2, WTFHNICLTSH SScizB T HHIT Y A7 NIl
TWabEEZDHN5D.

IO EBET DL, SSc DBIFICEB W TEREZEMNITITY, B &/ - B HREZ 21
R L, @EIRIBENAZRBIRT AL ERH L EEZ LS. £72, SSc DIFHRE - W HIA T
DEEMEEZETHE, BERDOY A7 BEVEM 2R ICHEICE =4 —7 25 2 L RhEN
tEZLN, VAZHRFORENRLSLNLTWS. SSc DINEHBIE L OB#EENRBFF STV
LHRFE LTI, BHRIEOXERE, Fhn, PR, (K{AHE - /£ BMI (body mass index), FZJ& il
fkox 47 (NEALEHEAE), HasfE, (K% > DME, #ry /) —v A, GC ML
EMBDLN, BRI -FH LN b E 0. OF AL SSc (deSSc) & BR =) B & i {7
SSc (1cSSc) D EH#E T, deSSc i3 THEHME « KERESHE & 612 WMD 28KV (-0.06, -0.09)
ZEMNRALEIT TR EN TV D 2. Chuealee H 1%, K BMI (18.5 kg/m? A{ifi) M3 HEHE - KBRE SH
HoOEEWD (ZHF4 ORT.78, 4.54) [ZHXHHENG N & 2H®E L . Mok b b & BMI
D s KERESEE OB &R /BT 5 2 & 2/R LAY, M BMD &3 B#E 3, £7- GC
MR W, BREELEFEBRDICITREE L o7z B 122 L, GCHEHANTEICHEL
o HBE L TOIEAENMELS, RN EVW EREELEZ R RBRINLTWVS.
FET U M LELTZzas— M TOLEREMBEITCTIX, " (HR1.09), ZM (HR4.88),
PSL7.5mg ##i x 7=l (HR4.75), &R A M7 v 77 I FMEHZET 25E OEEHIKT

(HR 1.63) BNY R ZKF & LTHIHENTWSD 12, SSc DB BICB W TIE, B, GCHMA
EO— W72 HRRIED U A7 OHFTEIC 2, BARATO ZM<°, deSSc (23 W TIXFFICIEE 7R
BREOT=XZV VU IHEITHALEE L.
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CQ2:SSclZfEYFHRBREICH LTEERMEX I D (VD) BANIAEA»?

HELESC - SSc O FHLERAE O T - IR O 7D ITIE M VD A 2 GFH 5 2 L 2 #EE T 5.
BREE1, TEF A LULB) [& & 8.5]

SSc (2 5 B HLERIE (OP) ICHHb L CiHMA v % 2 D (VD) A Z W 7= R BRI FEE L
Z2NDS, LIRS SSe TIXHEEME L C, K VD MJEZ SEEICEHIT 22 RN E SN T
& 72. Dovio 5 (2008) % SSc 60 5l (HHfE 58 /%) 2B WT, > br— LB L, I
25 B Fe¥ B4 I D (250HD) BAEICEKS, VD XZ (20 ng/mL Ki) 35.0%, VDR
/& (30 ng/mL Kiifi) 28.3% LW L7zt D% b, ¥ 250HD L ~/Lid, Yacooub b (2012)

% SSc #f 10.88 ng/mL, = > k 17—/ 57.41 ng/mL'4, Corrado & (2015) {Z deSSc # 11.53 ng/mL,

=2 hr—/L 2293 ng/mL'5, Sampaio-Barros © (2016) % 20.66 ng/mL'® & SSc TDAK T 23 #
HE N7z, Horvath & (2019) HH VD RZiF = b —Jb 393%i2% L, SSc T 60% & #54

L7z 7. F£7, Avouac 5 (2012) X SSc BT HHITDO U A7 KWF & L THEE &K VD IMIE %
i L '8, KilicG 5 (2016) 1XF#) 250HD i 23.1 ng/mL, VD RE1X 25.6% TH VY, BV 7
~FHBE (345 ng/mL, 158%) XYV & VDK FNRERBL>DZ EZ2EMLE . =720, K
250HD RAEE VD OMFIC LV hFEST DL Z ENEFEME, HOVITEEEFICORNDINE
I L CIBEARRBE N IThoN T 67, o TR v. EEE, Rios-Fernandez & (2010)
b2 D SSc48 FlHZ BT, # 6 EIA cholecalciferol 800 IU/A ZARA L TWmIZ b &
F, VD RN 81%, KZ (10ng/mL AKjii) A 9.5% 2457223, BMD & OAHBEANA LV
Mol=Z EHHMEL TWAH 20, —J7, Neumann H (2000) (X SSc30 fFlH 1 5l L 7> OP # 3D 7,
FHRIV DRV EDOREZLTWDN, TOMEBED 1 2& LT VD % & el HERE O KK
EOEHZ H T T D 2L 7235, SSc B 1K VD MAED K & L Cik, HLEHREIC X D05
WHEEZ I Thsd VD ORINFEESS, REMELOFE S HRHEEIN TS,

S0 LA, IHEWE VD 2% SSc BIRWICEMBRIEDIREFE L LTAHEMH TH L0 E 5 »ILGE
BHENTWARWN2, OSSc B\ T 250HD L)L OIRMERHRE SN TWD Z &, @SSc i
BWTHHREOEYBEEZFA LEHCEHREOARENMEN -T2 8, QAT+ A7
4 F— e & OB W O B R R BR TIXIEER VD AR S L O &, AR R
THRBEEL Z B0, MmN U AMIEICEE LN b EMBREMKE LTHEMANEEL
WweEZbHh5 2,

CQ3:SSc T FHREICH L THIALY Y ABEIZHEAN»?

HELESC : SSc D BEMBRIED TR - 1BEDT-DIZ OV UL EHHAT L L 24T 5. (HESEE
1. TEF L AL~ B) (&8 8.4]

SSc (2 9 B HERIE (OP) IR b L TH AT T A Z AW EERRBRIIFEETT, FHEEHDS
DTV, L, BHOFHRIECEW CUXEEEORE OB, MAETI - KRS
VAL ESE T IEI 2 R L CHRENH Y 22, 72, 2L OFHRIECHT 2HEERBRICB VN T
BT AERRAE X I DPNERRE L THERASNTEY, SSc 2B W T H B HEIE I
THTHIRTHAL LTIV, BEICBWTIIFEHTHLI EEZLOND. LT LD
FYRARMELTOERIZENT 1E 500 mg b EOEETLMLEREY R REET2ED
WENDHD B, AT LAO I EEGEFTS00mg Z# AR NWEOBEE L ZIE D K.

5

CQ4 : SSc IS BHREICKH LTER T+ 27+ X — MUAITHE A ?

HESESC : SSc ITfE Y HHABREICH L TE AT + A7 4 x— MURIOMHZRET 5. KL,
EHE T EREEEZET IR AOBEAICIIEESLETHD. (HRE2, T A LA
b Q) [ARE 8. 6]

SSc IZfE 9 B HERIE (OP) 1L TE R 7 4 27 4 3% — b (BP) A2 H 7= KRB
EHF, SSclZfED OPZxf¥ % BP OAF HMILIEH ST aw., LasL, SSc TlEfds Al
EEEHD -OP OAFRENEL (QLBM]), OP DV AV N+ THD GCHHAENEH N &,

F72 OPICkt9 5 BP A OFHMITIAS Bk 4L, KAHEZOEKED OP O T - 18EHTA FT
A2 HHNEFATaA REOP OFH - [RETA RTA4 VICBWTHEHABBRIA TN
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ZEMmb, SSclTfED OPIZHBWT BPHANITAFMTHL EEXBND . 7272L, SScix2 M
PEPRJpi, 2R iR, 1B MEPAZEMEME B D K 91 BMD LIFMNE LB A 2B T LR
ERBEESNTELT, BEMAOFREHICEL CIX, BEELZ2EHNNICE=4—L (Q1 2R),
ORIV E HERIE OB R UE, 7o VW LI AT v A RMEBHBRIEOEBH EIRBEITA KT 4 12
WELHZONEY EBbRD. T2bb, AiE CIXOMEBETI (RERE IEALEE IT £ 72 13 MR
B BN DD, Lo NEgsEE 3T - BMD % YAM 28 80% K D&, @Me9s v 28 72
WiEAIXZ 1) BMD %YAM 3 70% LA FE721%-2.5SD LN, 2) BMD %YAM 7 70~80% T
FRAX® TOFIHERN 15% L L, 20 LIRKIBE IS EITOFEREDH Y OBA, NiEE+
L. Fl, BETIE, BOXTueA FE23 7 AU EERBHL2WVWEHEHTETHY, BIAEKR
K7 (BEfFadr, Fhs, A7nA REG5E, BEE) 2Xa7 CiiL, 3 L EoEE, H—
BWINELE L CBP Al (T Fex—h- Uk Fax—F HHAREBOOND. BRAIZ,
65 I, 7L F=vwr (PSL) 7.5 mg/HLL L, BEHE%YAM 70% Rl TIXA a7 4 &7 %
DT, ZTUHRFN 1 2THdIX, A78uA4 FMEHT CTIXRERESE RS, 72720, BP &A
ORWER & LT EHEAERE, FICRER - BERENSHREINTEHY, SSc TOREHITEE
LT, HILEESESE, FRICHREYREOEBRICEAL X+ REEZLOIMLERDD.
URIPBRESNDEAITIIRBEIRGICERETE 5 BP #AIRL, EIr0oEANCEFSLZ L
BmINfETH D 2526,

CQ5: SSc lZfE S BHRIEICH LT PTH ®AIXAERA»?

HELESC : SSc \ZfE > BHERIEICX L C PTH ®AIOMHEZRE T H. (HRE2, 5 AL
~JL Q) (&8 8.4]

SSc (2 9 B HERAE (OP) 12 b LT PTH A 2 H W 72 BAR R ER IXFEE T, Uk BiX SSc 1
Blaagte) v~FHEED BP /AIRIGAT o4 RIEEHERIE (GIOP) 281 288N H
HDOHTIHDH Y. 12 60> GIOP I[Zxt Ll 1 Al PTH 85| T& % teriparatide (TPTD) Zffi /i L,
BH5R118 7 A T B 8D FEI R o > Teh, &%, FillFIML1HOARTHY, EHE%YAM
% 827% LA &5 L7, SSclTffd OP x4 2 iEIRAY7Z PTH ®Al O A HMIZAEH S TR
WS, PTH ®ANI AT a4 FHEEHBRIEOEI SRR T A K7 A > T BP A o BRI 3K
ENLEMT B2, KOBHRIED T EBRBETA NI A4 THEEE - HIEEITICx LT
X7V —FA (EADERD D - BIREZIH T D) LFHMIEINTIHY 2, SSc LA R
IZBITD OP LAk, A ThHIEEZLND . HFEICICEL TIX, Q4 2. Ik,
TPTD i 1 T SSc & M A S 1 Bl W CTHEEAKILEIEOEANHRE SN TEY, 41%,
ARG OWMR TR END ZENOEERBENLEETN D 2.

CQ6 : SSc 1T 5 BHEIEIZX L TH RANKL Hifk, fix 7 L a R F U HETFERAN?

HELE ST © SSc \Z 5 B HERIEIC 3T L CTAEWFEMRIA, FFl2Hht RANKL Stk 05 22T 5.
A7 Lo 2AF o HKRICBEBL T AERAER BRSNS, (HEEFE2, 85211 C)
ABE 8.4]

SSc IZFE 9 B HEZIE (OP) 125k L THL RANKL Hifk (denosmab: DNS), H D WIEIHL A7 L
o AF U HiE (romozosumab : RMZ) % H W7 EERREIZIEEE T, SSc IZfEH OP IZxd 5
DNS * RMZ oA AMIFFEH STy, L2y L, $T RANKL Hiik TdH %5 DNS I AH o5 H
RIED TR EIRBETA RTA TIIBEEICELTI L —FA(EHFDRERRH D), HEERE T -
FEHER TP« RERB AL ES BT LT L— R ACEIRLEZMIHET2) LFMsnsy 2,
T CICFREEEHREICHS L CTHA SN TEY, SSc UANDKEBIZEBIT D OP L FHEE, A%T
bHrEEZOND. —F, 2014 FIZRITSNTEALORATa A REFHRIECEI IR A
KZ 4> Tix, DNSIZE7Z GIOP IZBT AT —# B ARRLTWNDHELTHLEE C Tho7 24
Z D%, DNS @ GIOP (29 2 A& XM L TV D2, SScIiZfT 255 — X 1T 4TI\, Saag
5 (2018) IV F=vwrmy (PSL) 7.5mg/ALL % 3 » HLL RARHAkRE GERERE), 720 LIiX
BR4n (B4a#E) L7 (RAT7.4%, V U~ FMHELHMFBEIE 17.9% 7% L, SScidid#izL) %
DNS # & VUt Frx— bk (RIS) BT v X b LTSk IR 7 o ¥ ALk iBR (RCT)
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ZREAT L7z 30 EERAME A ThH D 12 » HRFm O EHE BMD 1235 T, DNS B Tl i
BRAARE L BT 4.4% - 3.8% L A&7 LA (RISEE23% - 0.8%) 2, L, EHMENSHER S L.
2L, 12 7 AR CTIEEHREGITORERBEIZIIERNADN oo, £, XKEY U<
FHEED GIOP IZHT HHA RT A2 2017 Tix, DNS OBERIEN A BP ##Al, PTH ®AIZ >
CTI3IFZHIZSNTWD 3, ZoHM & L TREMBIZEEHMI COREET — 2N\ L2
i AT W23, FiiIk O Saag H DO F) 800 il & %} 512 L7- RCT TIXEERPIEL B A FHR
IZRISEELE ENR2VWEHESINTEY, 4%, GIOP IZEF 5 DNS ON &1 O F B2 7l
INb. R TIEEEEFEEEL LTSS 1flZETRY v~ FHER 66 5l GIOP  (PSL fii A
IV 592 mg/H, HEWIMIT 11.64) %5 L L= DNSOBENRE SN TW5D 2, JE
HE BMD (X 12 » A TV 4.4%8M L, 3% % B2 28T 682% CHA LN, £/, EERA
EEHL IR, FHOTHEETITIIRE LR o0, BROMKBEIN 26 THRE SN, B
£, GIOP %# & ie OP IZxf ¥ 5 — BRI BP A L SN T 52, SSclc@EEILANT S L
HMEEERELZZSELSHA, BP HAOBEHARBE I b bD. BEBZFIIBWT,
OP |Z%f4 % DNS O RN ERH I N LN R IN>o5H Y, DNS & SSc @ OP (Zxf
LDEHPFEHLBBRED 1 >EEZEXLOLND.

SSc TliX Wnt/Becatenin & DLEN T TH 5 DKK-1+ A7 L AF » DIF L ~L O HIN A #H
HENTEY 3, IAZ L XF ik THD RMZ OFEMEREIES S 4. L, VY
~ FHEEE, DV GIOP Ik T 2 AR EITFREREICRESINTE Y, SSc @ GIOP
~OEMETSHOBRELZRHFOLERD D.
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<BHRE >

SScD T

Bfmoze |

SSCIAADIEBIFE cas
B S DR

|

BEnY v~ FEO MO
FREB D LT EE DRERR

|

fhEEDEE
BT ERLTH? Bz &AL
BIEN Y 7 ~ FEEHEssc & HlitT SscE1EIC & 2 EETER & Hlir
BEY v~ FERAAEBEORETITS cQ9. 11 MTX% BBR T %
CQ13. 14, 15 l
cQlo. 12 TCZ, RIXZ=FHBT S

CQ7 TISSc DEAFERICIZIEDE I RLDORH B2 ? |
HELE ST - By VETR B2 AE W I BAE e . BB 2 . BRES VSIS . B AE M A b B 2R e K
HRIL, #E. tendon friction rub 72 F OREEIEIR A A LN D,
HELERE . HESERE 20 L
RE - BB IS B U 7= JER 1T B B VETR B JE (SSc) DEEIERO T THLHENELS . bo s b —
IR IERTH D, BFREEZEL T38~97T%DEERNRBRT L L ENT WD 3,
BEEE R XL RIE R 6380 6, LA/ —BRIZEITT522E8H 5,
SSc THE®O LN L BEFEERIIRBZOEE 2K T D5 « #F O TR < R, B, B,
TR & o T kR 2 Ze R IR E M BB D D
SSc TOMFERBFIREL DT TUTOLI bR H D, (£ 7-1)
= 1 7-1
BE i Jr
BH i J¢
il 35 3 R %
RE 1 9E M 28 b B Bl 28 b
A E I
ki

tendon friction rub
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BRI ZDIE 0 2 nB@E OB ~ZEEROEE LD, 2HIZA LT 5 52T (MP, PIP,
DIP), FRA& ., RBEHEICZ V., Z 2TV BTN T U RIEME D i 5 J <0 I8 #1212
HRT 26O TIERL, HRERDERE CHEME - BFRZBVELERICET T b0 H£<
aEnsd,

SSc IR T DAL, WMEAOHEIREICL > TR ATH D, BELEZ LD LI ICE
BT DM, =" —=F v TEF O DE, BRSO M5 7 A FF A O # H 7 0 #5532
RThHdeEEZOND, 7286 Hl>5H 725 EUSTAR D L2 A b U Tk, BEi% (IR - EF %2R
HDHED) E 16%I2, BEHIBIRE Z 11%IZBOT-E LTS %, — 50032 &bz A4
TFU U ATIEER EA SN REEROEEIX 23% Th o7 ¥,

BEIROEREA— =T v TIEF O P2 OWT, BFEREZAT 5 SSc BFITHB W
TIEho B CRERE . FICHEE ) VO~ TFORHFOFREELSZSETHIULENH D (CQ8 S M),
T 2B, SSc ORAEERICIZEE Y v~F DA — =T v SSc HHIT L D%, SSc i
LHBEHEEOREEDEB O N — U RNFET HEEZ b5, La Montagna b 1% SSc @ B i
JER 2 TRIAEMERIHI N & — ), TR % — 2 TEREE AR N2 — 2 ) @ 3 FEIZhy
H+T 52 L 28E L7 38, RIEMMBE Y — 345 - B A 8IS b b BT o g%
I, PIP RS FARF OB/, BOLARD L b O, BEHEREE$¥ — 1% PIP B&i<° DIP B
O/ ME, WE TEEL, BMEREZEO D b0, BEERBERHEL Y — 35 - ko
JE il HRE TR oA EICE D ST REIME (L <KIZDIP) RO DHLDEEFRL TWVD,
#%IZ Erre HIX ZICHGEMA EREN RV E L <IHIE & A L7220 TIE% /minimal change /X % —
Y EBINL., 41 5o T o fEHT C BT E PR ML N 2 — D 34.1%  EPERE N E — o n
22.0% . 1E% /minimal change /X% — 1 & RIEMERIHI N2 — L 1T 19.5% Th o 7o &t L
TS P EMEE N2 — 2D T SSe WHAELBEO LHICHIET 22 EBZ N b,
— R FOEHEEEL A TWDRIEMED H D25, Fin - Hillcd~ v F S /E AN % &t
izl W/ adk— FTiX, DIP OFBUDH A & BRI/ NMEIL SSc TENEI 15%. 21%I2 A
NI x L, ABEETIZZEN TN 0%, 5% o= EMESNTWD 0, SMbic X 5
AR D HE G| 72 & SSc IZRF BRI 2RI E OREN RIS T 5D 4,

B I REAI O B H 7 D 222 T, T4 L MRI e X 0 {70 835 I & 7 CRIHEN - iR b
LEGZEHEMA L VM EL TS, BEREEZHWEZEETIE, 2EICEI2EFTHTAL
Pl U C IR OB B DY 15%0 5 46%IC , BEFE W R OB B DY 6% 5 27%IC E5A- L
e THHENDH S 42, Cuomo B HRIFRICHEIEXOHENE N LOA TIZ3B3% THHo7=D
WL, BEREEZH VTS AIT 8% ThHoTm EHAE L TV B, 2 bIXBEEER D FFERE
EHETIEOOFRREX VT 4 THDLENZD,

Tendon friction rub (TFR) (XF¥+e. i, B CoMAIOEIZHS W CEEIEHEHCMm I 5
i Thod, MEIXZAHTHLA, TFRIZME ., iR, B L X0 HE RN AE & o B
MOLNBY EHFEROET & BET 5, T4 TFRIZFHEEE. B HET. WEEE. EAROM
VLETHIRFTHDL EbHEINTND ¥ RICH B D deSSc 128V T TFR X P&~ B IK+
ELTHBITREFR TH D, Zofth, MIZEE L7ZMER E L TIX, SSc ICFRFEMTIXR VN
TREEBEHEEZET LI DML TN D,

KEEOBFERIVUIEITT 2 & T, BHOEMICORNS, LA /B LOENRED L
NTEBY, KHAERASICEDMEBTRBRENEE 2AE 2L 0EE 25TV 5 54

FROBMBHEIBLZIND 1 OBREICERD D E Vb 3640 FoOMERED TER &/
%o FEBBITIL deSSe TR WBEENE WEM A H 5, FME TR ECK PO, B o
fEl, BT~ AIKEAE I A2, Ll O BIfiER 22 & Ok 4 2B AEE L T\ 5, MfE
E LI LIREITHEOREEZ & 5,

DX DI, SSc TIEHMICEE LA-RICEEELRRERNA LD, BMEERIIVA /2 —
BlGe LW AT SSe BIER WO R 6, Riz@E L CEMMEICHI > TERFE D QOL (2472 h
DB EEZDZ LI, FEMRZRIIL DA A, MIERKRAESSCHEGRZ W H Il 2 Fv TRy
WCBEEEROFRREZ T 5 Z E BRI D,
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CQ8 TRHFiK%Z/ 7 SSc BAFIZX LT SSe HENHELADOBEHEOR BIZFER»?

HELE ST - BAFI & &2 /R ¥ SSc ARFT I LT SSc fFF M BLALAN o B btk 2 [ET 5 Z & & #EiE
5, (HEEF1, =5 XL~ B) [&EEE 8. 7]
CQ7IZFE L7z K 91T SSe Tldm B ICHEIERBBEINLIN, DO —FTSSe TIELIEL
o B OREREE AT D, KEICBIT S 1,700 N\OBEDO am— s 22X T 4 —I2BWT,
20% IO HERERBOEMEDRH T L OBRENH D Y, ZONRE L THE (42.8%)., B
MY v~F 32%). Y=— 7 LU JEGERE (16.8%), &GV T~ b —F 2 (84%) & LT
W5, %%)?V?i%%%h@:&\&%%%@%@%%\é%ﬁiU?VF—?Xﬁ%%
ROGENTZMEEEBICHY, V= — 7 U UERBEORBIETEIMERLYE CTH 5 ESSDAIT IZ 13
BRNDEGEENTWNDZ LD, BE L %TTSSc%%‘_%ﬁ%Ltzﬂm_@i5&%%0)6\1#%
RODE I DOMHERIZZE DR DR EEETHEMETHDH, Lz -> T, #ii DNA Bk, Bt
SS-A HiiR, $L SS-BHLAREDOHRBHFENE CHEOMRN/HER I D,
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Juvenile Systemic Sclerosis Severity Score (J4S)
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	CQ09. アンジオテンシン変換酵素(ACE)阻害薬に治療抵抗性を示すSRCに対して有用な治療薬は何か？
	推奨文： ACE阻害薬単独で降圧効果がえられない場合は、カルシウム拮抗薬、アンジオテンシン受容体拮抗薬(ARB)の併用を提案する。血栓性微小血管障害症(TMA)を合併する場合には、血漿交換療法を行うことを提案する。
	推奨度2　エビデンスレベルB     ［合意度8.3］
	解説：

	CQ10. 強皮症腎クリーゼ(SRC)に対して血液透析は有用か？
	推奨文: SRCには急速に腎機能が悪化して腎不全に至る症例があり、そのような症例では血液透析での管理を行うことを推奨する。
	推奨度1　エビデンスレベルA     ［合意度8.8］
	解説：

	CQ11. 強皮症腎クリーゼ(SRC)に対して腎移植療法は有用か？
	推奨文: SRC後に透析管理となった患者に対して、腎移植療法を選択肢の一つして提案する。
	推奨度2　エビデンスレベルB     ［合意度8.2］
	解説:
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