—Zve —

EER cstnpnca

R AL ORE

BBBRTHONDE

MIRRE L ANNOBE

kD) (F2). MSmiifkid, HIZEE
BT snb. BEENSEDLNAEZEI
i, R4V AS—FIHE HEV D
O X TP, PLRNA R X5 —FIHE
REEYT S (RI). REHAIFELND
EFICIE, 73 /7/»F7/27?~
RNA (ARS) HitkZ i+ % (§.4). RE
T4k &4 MAF TIE, L UL RNPHLAR AN
THBETHAH (R5) »°, FHMHEIISLE,
TREE, REHRA/SREHRTIRBS
N3, vri—F LU ERELZES BT

104 A JERTIT) RERMRERE

i, PLSS-AFAELH SS-B A ERET
5 (R5). MERERE T, HEHE
X TH B A5, ANCA P BHEDES A
HhH, ANCABMEDERLIFEIND. Z
nH B, EHFEMERENE £ TIE, MPO-
ANCA ERIZHEYE, FERRELENE
RAERIFRERE D 50 ~ 70% T MPO-ANCA
FrEEN S (RD). —F, SRLER
R SFIERE Tik, PR3-ANCA A5 70%Fi{%
IRl ERE (R D).

B TomoBRATAHONDECHE

EAtRaHRS U1 RNP RSB TEE

91f7~b?ﬁf§2¥

#58°8 SRR
 EERS
ANGCABIEME Y
R b
SR
8 SRIE R

58 AE I B 1T B HL U3 RNP H & #1
Th/To ¥k, BZE#H %I B 5 Bl Mi-2
Hfk, PLMDA-5¥ifk, ¥ TIF-1¥Hifh%

O BREVAVCRERBREE TS
ETHRETES.

5. BERKREDOY

%fmffmﬁj‘cmﬁi% RS TORBE /7 —
VLEBE BHL LA L CEBTHC

LENSH D, EXHEHEEOLRE/ S5 —
v L ZECHAED ELISA # CLEIA 7% &
LA UERREPERL2VEAE, &b
LOOBRELT —, B, BRERED

WREEAE . E70, LA DNA i

PP SmPLEILSLE L, PRSI U AT —
ETHAEPH RNA F) A 7 — B IHEI
BEEILENTNE b THEEEIE W,
—HTC, Pty oA THREBEETIL,
TEI LW R ECEREZETHICTE
v B, BTHAOEHEILZ, ST
TiL, BEEE BHERE &E T8
HERFET L) L CRESECLB.

6. BEREDEEADDHE -
BERREORR

BEERRER A & b B BRI A R 7

1 SS-ATUFIHIE £ A L OERITHE

‘I@&d)ﬁ‘m“m Hi SS-A UGS HHE

TEREM B SIEY TS MPO-ANCA 5 70%RIHEIC B
ERERTFEED 50 ~ 70% T MPO-ANCA HBiE
SMEETIE, PR3-ANCA# 70 ~ 00%Ic Bt

HORERA SN BHEIZIL, ST
BETHY, TOZLEBHBETESL. Fik
P odHBBEFEIEEDNLLON. §F
BEHOCHESBE SN2 WIEEIZIE. B0
PHEEL DOV, HFEIAGEREOIEER
L—EIHFRET A L EHBET S Wl
LT BERN L VIZL DA ST IHCHE

PEFAHEHR SNE A S BRERH
TL BHEEN. HEOBBMES oo i
NRhbHIEEHMTL,

7. BEFRBREDEELR

HOCHUROPRMIR G 05y — 2 ol
., ADTTH L0, MEGP L
Lo THEMNB LD M0 A 5 R
EERICEo Bz, BS-bTREL
THETDIIENEETHB., ¥/
ELISA #%° CLEIA BT b 551, Ak
BREBPELD BDT, MBI LVES
B, 2 F O — R Y OmOBREE TR
BIRETH 5.

(BB

L By

1) Arbuckle MR, et al © Development of autoantibodies
before the clinical onset of systemic lupus ervthe-
matosus. N Engl ] Med 349 : 1526-1533. 2003

12. BERREE 105



OV. BSME - fsiE

4. EREICH S ISIEE

HRAZEZEHERGEEEAMNDE WEE %

up front combination therapy

key words SSc-PAH, PVOD, detect study, anti-ETAR antibody, anti-AT1R antibody,

B M|

4 By MR8 BORE 12 £ 9 BRI s UERE (SSc-
PAH) 12D T, o 61 I 80 e 16 i v M FE
(IPAH) 7 & LIZBA Y, PRIEDIME RGO
TEIXBERE 1R w—TF CHED L AYRE D E
HBTH B & v o RHEN R RS, BRI
IREAZERE (PVOD) %2 &3 5 EvaodzZ & 238
e, WERERETFERETHZ LD
FERBZREICHS» RV DODOHE, AV Y —=
VBB WTHESERTTRY, Ekolx
I —PWHRBEREREICL BRI —= v P DR
59, il TN TYXLBABIAT ) —2
7R, FilhlEEN—I—bBE L Tw 3,
BEICD O TREERBEN 265 2 R - g
BRI X B0 RBEEMThNLS L L bz, SSc-
PAHREE TN T 2 MBMEOBMES P L TEX
RO ERHLPLERD, SBRIBEERIED
SSc-PAH FEa& 1o 1 L C I REHE Y 22 IS A B8 B
RKODoNBEICRBBDERLNS,

A. 2R (SSc) ITfES M MLEE
(PH) %%

PH & I3 IBIREE D L5 % 5 5RO BFT

HY, LEFOFEMENNRED 25mmHg M _Eo
bR, WEIRES LR T 2 ERICIIEL 2
bOWHY, Bl1OLIHEINBY, Bk
HFEIMERE (PAH) &, & L T
ETH BB~ Eum VRV OHINEIR L R
BWT, TEVETY VI LEIN % mE:
A S e oD AR 5 v S A T A oD JE SR B 5 D s
B, WEIRO NEEsBMET 5 2 itk o TEL
3. %7, PAHOFIE I 1 MBI METER
SESLTRELELGN TS, MEEFPAH
£ 2 TREMZEETH Y, bHED SO
IR REI 51T 5 PAH OAHERIE5 ~11%.
LENTHEY Y, WHTIEZ DAGERIZ30%E
b B2 E0ESH B, E7, SSc-PAH
PAHDOHCHBICFRIATH S 2 L5345
TH Y, Fisher 5 ic khi2, IPAHO 1447
H397.4%, 3EEEFFEAS8.6%TH B DICH L
SSc-PAH Tl 2 N 2 4182.5%, 48.2% I} ¥
WY X SIEETIE, UL L TPAHD
BIZfiE D on, PAHX D bFRESRL
SN TWPVODROFEZ & 2 ED
BB EE IR L ) 2 LA e
%o T &7, Overbeek 1%, SLDRBER
fLEl 2 B RE (1cSSc) o &6f9 % PAH
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£1 MSLEEODEE
(Snnonneau G, et al. J Am Coll Cardiol. 2013; 62: D34-41 X b (%)
B MOUIRAENRMERAE (PAH) L Hon AOtbbEEIcE ) e
1) ReFEMERBIIRIENEIMELE (idiopathic PAH: IPAH) 1) EBENETE
2) EEWEFEAE
2) BEEMELIREEN B ELE (heritable PAH: HPAH) 3) SRR
1. BMPR2 4) SR/ BRI D ELTRAR/ T B
2 ;1;11;1, endoglin, SMAD9, CAVI SR RS LU/ ¥ 2 ERRILE A MBI
T 1) 1BiEERZE R R
SEM - RS IR I e 2) PEMENmEEE
3) N - RS FEENGEHIRE IS MR 3) Sl & FRAE ol & 5 £ 5 oo e
4) EHERIHE S WIIRKIHILESR (associated PAH: APAH) | 4) WERITREF
5) ilfﬁﬂ@{&}%%%a
1. ,mfﬂlﬁ&f N
o . 7) FEESE
3. FIRBEILE
4, FRMELER 543 B MR R AR (CTEPH)
5. FRNIRHIE H5RE. FAAARSETOX 7= xAkﬂvﬁﬁmEF
WU THis IR B R (PVOD) :?aiU/ Edsd Qiﬂllxiﬁ%ﬂln‘ﬂ G| 1) MR (IREvEIie R, BRI, )
- jit (PCH) . . 2) REMWEE (Yrad ¥y, iy 7y 2B ERE,
’31’%1"1'*(‘ Xa?iﬂéﬂlj nmmm“ (PPHN) ) VIR GIERE, MMRGHEIERE, 1078 %)
o 13) fREHEERE (BEEE, - =, FIRIER)
4) Zofh (EEIEE, SHEHERRZ, BHERe)
5% A e Ml o
E11ZDIPAHEF IC O W, L o 2F D, SScEEFIZBWTIEERIZPAH &£ PVOD

RS N REERG 2 A L, IPAHTI 114
34T LR 8 i d o 1o IR O B 1L 23,
1cSSc-PAH T3 &FITRRD 6N T L 2 L T
w3 Xoiz, 1cSSc-PAHTIE84H 4412 PVOD

TROONE L) Blid ol 2Rd7. —7,
Giinther & i3 BIEMIE ¥ PH % BT 3 SSc 526
DO CTHEGZMEIT LI L5, HfIPREEZY
VOSHEER, NEFRLEDOT LT AR, NERM
IREEDIEE L > o 7=, PVOD TR BB 22 FT
REBRIZEL, 164 (61.5%) DEHFTIHh
5OFREZEERDLY, oI, ThonEE
23 T EEAR IR S PVOD ICERIL TH D, 8
% (50%) DAMIMEIRRIER S L Y Mik[EZR &
UTEY, SEEFERY30%LLT &, PVODICE
B CTIHRARZ 1D T LB L ad > 2 BE
DFI8O% & K, EAFHRLERIC (p=0.03)
BEhot, 7L, INSDEEIBLTIIYA
BIRRED AL TWA Z EICERNSLETH 5.

BEFT B LERBTERETH B,

72, SSc-PAHIZ B W TRENRREZZDH D
IPAH LI B2 2/ 2 FH L5, 55D Overbeek
5 OIE I L UE, SSc-PAHIZ B\ TIXIPAHT
RO 5 FEOIME TR OB IERE 2% <,
FICIPAH T H E D RO 2 R ORI,
SScPAHIZ BV TIRIREDER E R > TWw3 Y,
L@iv&mmDﬁr 5D &P BRI ZE O R
s, AR B IRFI T B KB ERFHICK
%<%%z&ibfw5®f SSc-PAH % & %
Lolxans olge X CEREL To 208 RD
3.

B 5iz, BRI EERNER (ILD) 24
HTBZEdL0N, Ribobhrs L)l

b MEMEE DR EEES & %25 (ILD-PH). ILD-
PHIZSSC-PAH X D 4 S ICFHARTHDL I L

DEISNTV3Y ¥, MEEDBRETIILE
WRELEWET 270, FEYFEIRE (mPAP) =
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25mmHg 5>> FEIIREEAE > 156mmHg; 12 k-
TEBINBEWMERICHE) BIEE (PVH)
EETZZLHHZDTEENHNETH S, EIE,
T AV AR AF 7 TR E N7 PHAROS registry
DF—F Iz ki, WEMELE & 20 S i 71
ZOBBIEBREDSL, 69% (494) 13SSc-PAH
THo7Ds, 21% (154) (FILD-PAH, 10% (7
%) WPVHTH - 7%". BLF, £ TIixSSc
PAH %ty ZiBR 2 %3, MR ICAHT 3 PHIC
DWVTEZL BRI EROEERZEICZTICE W
TEBDEDLD 5,

B. BRIEICESPAHOR I Y—=2Y

— iR I PHOEEZWIIZE LI T —TF VT L B

s, A7) —=

PAHD I\ U XU SScEHE
(REE3ELL E, %DLCO<60%)

Step 1

%FVC/%DLCO
HE/BEOERMENR
ey bOX7HE
MmENT-proBNP
- IMERERME
BRI THEMRAL
Point >300TStep 2\

VNG 3 — RO RE R

BIRSA—=HDEE

EiC BT 5 HikEEE (DLCO) B TH 5, 2 —
a2y ROHA K4 vickiud, bhra—ict=
RALWFHEE (TRV) >3.4m/s (==RFAFEE
(TRPG) >46mmHg) THIIZPHD WM
{, #IZTRV=2.8m/s (=TRPG=31mmHg) %>
DPHERbLE 2 Z0floza—FR (ALRD
R, LEPBOREL, GEEORE) 237417
NIZPHO B IR & X NT w3, i,
SSc-PAH 2R > T, TRPG=45mmHgTHh
IWRREEI7%, BIEEFFEI8% TPH 2 FHICE
prans? MREHEREICOWTIX, %DLCO
DETHBPHDORAZ ) —= v IRICER L Eh,
9% DLCO < 55% 72 \» L % FVC/%DLCO = 1.6 ®
B 1L PH O RS A ™,
%72, SSC-PAHD R 7 ) — =V 72w Tlid,

kEa—ay 2P LE L TI8HEG2HR

.........................................

%FVC/%DLCO L e S R R A S
BT /AR OB E IR !
Ptz > N OX PitE —
I13ENT-proBNP [ i il il
MERERE (I R AN N N A0 A
=y t g t
DERIC THEMR Fommmd

Step 1O&E A

:Step 2

i« Step 10 RHES BICRBUL
| HEEE
| SR

- Roint >35THDLAT—T LA

Step 1OAETA

AFEEE

!

| mons—51 |

SRR

Step 20 &ES

Ea1

BINSA—HDEL

..........................................

-
=3
8
8

T8

r8
@
o

0 S 10 15 20 25 30 35 40
i e e o e

01525 3 35 4 45 s
RSO M i ! j f

Tttt ettt bbb bbb}

HFRE L BEDHF—FIA

PRSI

SSc-PAHDO RV V== JFPINTU XL

(Coghlan JG, et al. Ann Rheum Dis. 2014; 73: 1340-9'” k b &%)
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466 & H3Z N L THT b L7z Detect study D ## R
D2013FE e HEEI N, cnickhid, 7
Step 1 T6DODIRBEEN T X —5 (WEREEER
FIZ BT 3 %FVC/%DLCO, BAE/BFE DB MImE
5%, ik > b u X 7HuE, IiE NT-proBNP, Ifi
BIRBE LERTORMRBMLOEE) %884
L, —EM L ThniFStep 2L LTI a—IT
XBFEZTH. Dra—TREBOEEL=ZR
RUFEREL REMLL, Zhd—EMEThhid
BLAT—FTNVE{T>oCPHOMEZE 2179 &
WwWH boThs (1), oIV Xsz2H
W3 e, ALbHF—FNETToBED) BE
BIcPH L 2Z2Wi S5 D1x36% (69/198) BT
b5, RIELL4% LD TH T, B
N/SSC-PAHO A 7 V==V 77 NdY A bk
L THREREIN TV S, .

X614, SSc-PAHAR 7V —=v 7Dz DI
BEN—A—E LT, fizy FeY UVEEEA
(ET4R) RO T v oA F v v 1 typel 3
B (ATIR) Ptk 0B AER D WRERBE S N,
Becker & 12 & #1112, FLETRILED % W ixFi
ATRHifE 12 BB PAH, Bz SSc-PAH B3
BLWTHOPHOEELD O ERLTED, Ih
SMNEMETH ST LI1X% DLCO<55%7%\> L %
FVC/%DLCOZ 1.6 L o MDY A7 7 7 7
¥ — L A% PAHSSEOTFHETF & 751, £z,
PLETARHLE D L { IZHFLAT RILEDIG M B
i, INoPBEEDEEFIZLL TFBRPARTH
D, HETRFAGDPHATRYEIZPAHFEEOF
HHRFELTOARRLT, PERTFTHRFLELTD
ERHTH 2 HRBEIPTRI NS,

C. SSc-PAH DBEDES
SSc-PAHIZ[R & ¢, BRIEPAHIRE O L &

BoTWwBRERIZ S e RAYY 4 7Yy (PGL)
FHEMk, v Fe ) v (BT ZEMEETZE (BRA),

FAFPLAFTS—¥ 5 (PDE5) HERKTH 3,
WiE, BAEIEBWT, PGLEERIZNEREET
HBHRT TR MROZORBANEFEETH B
IRTRAT ) =) (RFEHFERITIIE T TR
LEHECHAET2 FL 7T uX7 4 A ERE &
2 TW5AFE), ERAZET.EURET: DFiH % fH
ETLRR VY VEETADAZHETZT7 V7Y
¥, PDESHHERIIS VT 74 0E5 5
77 4 VOSPAHIZXN L CREB#EIG 2/ Tw 5,
I L) A TRE R PAHNSERIZBED X 5
WX TW3R, Ins 0EBEOMHEAEIL DV T
WBOWEREES7d D0 ) OPBIRTH
%, Johns Hopkins pulmonary hypertension
program ? SSc-PAHIEE 7 )L 2V X ATl WHO
BEsHEIZC LTIEOEEDE —ERES
PDESIHER L LT3 (H2)?, —HT, #F
FCSScHEME 117 A L T o ZfiEIC X
i, BEOPAHEF I L TiX72% OEME
DSERAZEE—FINIE L L T2k ™, PAHK
BREOFEARIERHRICL > TRE(ELRST
WBDWERTH S, BHBEITEWTIE, SSc-
PAH 2[R & 3" PAHIZ A U CIEBRIR N 72 BF A
BAoTWAERIZ W EEbNS, SHEED
HiEd, K2 k)i LT OmBERz Rkgd
53 ~6HAZLICIEAIZEML TS “Sequential
combination therapy” & b %, XU O» 5 BHED
HEHZ2H 595 “Upfront combination therapy”
PIFENBERSH 5, HANCEZ T AN
ARUTWS &) Bl CHEEILE C Rl
JE4E ¢k Upfront combination therapy D78 %
ERLEBRELHTETE LY, WERNET
FHARRDSSC-PAHIZH L TIZEET 2 REH
BELEZ NS, 1B, WHOBESBEE 2
W LIVEOEEFCIZZE e AT/ — VO
NERINDD, TR RT ) —VIFEERMmT
SAvvFRELLTBRLZEBLI T 2B
BH 570, IDEEMHFLTWSE I EDEVEK
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FERE NI 5 M EEICHETT 5 2 L23RD
N5, %7z, BEWHEDPAH DBEITIEH
WHOBEADERINSD, SSc-PAHIZEHL T
I REIFIF OGRS TE S — Rk
{, ZOHEGHEEIZHWITRETH 3,
FLWIRESREL LT, AEPAHBERELE L
THFEMHED & 1T\ 2z /MR B R385 K 7

14 A EC202 A23&in U CERRILR 1/ THHER
DFb iz (IMPRESS study) ', 2z kug,
—RLY FRA Y MTH5H24BED6DEBT
DEACIZDOWT, REFHTR 77 RBCHL T
32m (p=0.002) DIER%, BEIXFHEEHE D
MEEHIZDOWTS 75 v RPEICH L T379
dyne * sec » cm™® (p<0.001) DHREZRD /-,

(PDGF) ZBAHBEERTH 2/ v F = 71I20C,

| wHowtEs T |

| PDE5RE5 !

LIAD, A<F = TIRRRNEE TOREE
HLHFZT
SSC-PAH&:;/%E
} WHO%%E%‘%EBI | | wHoEE S |
ﬁ ] peuzﬁﬁ&-i%wmsz |
158R (T Tollow m IpRRISREERROK) | | wemsRy

BREANEEMNMI-6r AL

*WHORRES 80
-6 HISHITHER

*BNP# L<{ENT-pro BNP
I
ZEME, BEISECTEOATEEE (K2)

v

BT OBERENDRT 5 R
‘BREREEIREIL

"WHOBSBE S SE D FEE

65 ST RO HEAI0MET
*NT-pro BNPELLZD Ta—Fr RO E{L

BRPREEIR B

| PeLEER TR LS EM |

v

| POESH® % +ERA+(OTORMEA |

IS iEERE BEHERET+S
DEDRHENRESE ‘
sty Loy AEATRAMEASIE,

PGLIFRR TiEH LG #TEM

v

3-64 B Z LITWHORSEESY

3, 65 FEHITHER, BNPHLLC
[ENT-pro BNPEEEA,
TEIS1ELTa—%EE

| PDESIEE+ERA ! a3 361, 21> Chollow up

BEEER

SR
AVINIUFRURMRRED OFEE
EMROEBOLETOUNEYF—ay
PR

EAREE

DadFLy

OISR

K2 SSc-PAHDBREFZILIUZXL

(Chaisson NF, et al. Chest. 2013; 144: 1346-56'2 k b %)
PDESHHEIR: S VFF 740, F¥57 40
ERA: RV ¥y, Prv7yevyy
PGLEFRE THED LA REE: =8 7/vx5F /-1, bL7BATF4 NV
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FR2 ERRBRIMBIEROERFE
(Khan IV, et al. Respir Med. 2013; 107: 2081-7'9 X b #Z)

Ref 30 HaFE 64 BAHE LA 2R B4R TER
eference

SSc Non-SSc SSc Non-SS¢ SSc Non-SSc SSc Non-SSc SSe Non-SSc
Pakhale 2002 9 88.9% NA NR NA NR NA NR NA NR NA
Massad 2005 47  85% NR NR NR 67.6% 75.5% 58% 66.5% 45.9% 58.8%

80% ILD 80% ILD 59% ILD 37% ILD
0, 0, 0, ~RO0
Schachna 2006 29 69% 79% IPAH 69% 7% TPAH 59% 74% TPAH 52% 58% IPAH NR NR
Shitnit 2009 7 NR NR NR NR 88% 84% NR NR 73% NR
Saggar 2010 15 NR NR NR NR 93.4% 86.9% 80% 71.1% NR NR
Crespo 2011 67 91% 95% NR NR 73% 86% NR NR NR NR
90% ILD 83% ILD 69% ILD
3 9, 0, 0,

Sottile 2011 22 NR NR 85% 90% IPAH 79% 00% IPAH NR NR 68% 90% IPAH

SSc: @EMEMBEZAE, Non-SSc: SScBUAMDEGEREE, ILD: MEMLIFEE, PAH: FtEBIIRIENFRIEE, NA: #ikl, NR:#ELL

ER XD ENTETY, ¥, BERREEER
DFAERPPREOPERZA v F = THTHES
(ME 1= 44% vs 30%, 33% vs 18%), iz v —
77V VEARF T RFAL QB EEIIBY
TEANICHEBETMENFE L 722 E0MEE 2o
7o, TDRD, A2FZTRERPERIIL DL
ECPAHIZ X 2 WIBIE R O AR EFE I TbN
72bDD, WTNHERBICIES e odz, L
L, Overbeek & %5 SSc-PAH (544), IPAH (94),
PVOD (94) DBEOMEMICE VT, HELD
L AL DI T 31T B PDGF 3444 8 (PDGFR- )
DOFWREB L7 25, IPAHLPVODDEE
TIEPDGFR-BMSFHIL TR WEF S Ho kD
WL, SSc-PAH Cld4fl¢PDGFR-BH3FH L
TBY, ZOMELED oI LEREL TS,
DI E»S, SSc-PAHIZ BT 31ME Y €57V
VB WTIRIPAHIZEE L T X b PDGF D REE
PO EWRBIN, 4 <vF = 7 1ESSc-PAH
BBIZIIRE D ES DT R W L EEIIE L
TEDY, SBI oL IBEEMTONS Z L2 iR
LTCw3, A <F=7DFEIRREINTHE,
Bl I (BRI %2 b - 7 PAHIBRR OB 133
VEIC B 328, FLCD20E /) 7 u—F AHED
VY F e T 0oL R OfEL ILD i
LTEMTHSZ EBREN', SSc-PAHIZH

LT b RO THEEBNET T odh 5 19,
Bl E®D X %1z SSc-PAH iZ GBI TFHR
RTharZ Lo, MBHEL > ELy FERIT
BE 2 SEMS (MIRHREAE 22 & (55 iRk, AL
7% 5 IX 60T DEETIE, BOICEREE
BT2_%ThH5, SSchk ) heHEETIE,
I EET> CHMUADEE DEIHED Tz DIC
FHRBRELRDOTR VI LW BELS, Ih
F ORI L CRIEBRICE Z o T E
TRV EEbNSE. L L, SSc-PAH®
SSc-IDD 7= I 2 Z T 7= BE D FHE,
30 H ¢69~91%, 14 T59~93%, 3% T46~
73% L, MEWX I > THFREZDHE DD,
ZNFNOIE I B> TIE SSc B D EEREE B Iz
OB EZ T - BEOBRMBE T LA EENY
WIERHO»ERSTED (E2)Y, 4%
SSc-PAH O B3 1 3 \» TR BRI cH g
BRI REL L B2y PEER T TR
qLEZOND,

TR mmmmmem— |
1>ﬁa%ﬁ®vmk7&kﬁfaﬁ4 54w (2011

FEAFEERS). WELEERESA FI4
v 20124 ETIR.
2) Gabrielli A, Avvedimento EV, Krieg T. Scleroder- - -
ma. N Engl J Med. 2009; 360: 1989-2003. B

— 248 —



194  Annual Review {E3E% 2015

3) Fisher MR, Mathai SC, Champion HC, et al. Clin-
ical differences between idiopathic and sclero-
derma-related pulmonary hypertension. Arthritis
Rheum. 2006; 54: 3043-50.

4) Overbeek MJ, Vonk MC, Boonstra A, et al. Pul-
monary arterial hypertension in limited cutane-
ous systemic sclerosis: a distinctive vasculopathy.
Eur Respir J. 2009; 34: 371-9.

5) Giinther S, Jais X, Maitre S, et al. Computed to-
mography findings of pulmonary venoocclusive
disease in scleroderma patients presenting with
precapillary pulmonary hypertension.  Arthritis
Rheum. 2012; 64: 2995-3005.
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2009; 60: 569-77.
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