2 FEOHE

MEFEHHH

Protein

Protein
(Phosphorylated)

| [Ca2t]

1 UFADT7 NOIERER

BRI EMRMSE U E

BB
{1 NO/cGMP

BIEX
t NO/cGMP

2 FEATNO SRR OIE ICR-T %2

(Tt 1 & DEE)

PMEBEEDZN(E2))., Tuxyia
70 VERIO XD BT L W IMETRREE X
BRMEI ATy F2EEL TBRRLEELS
HTLEDZEDHBD, YA TTrDLD
ENORIICERAT 2 HEAZ, BV HERE
T2 TWA S 2BINKICILE L TRKILED
HMEERS TV EVH/BEIN S, EE
Becker & 1&, FiKHAD I =T oL T
YRR UREARERETHEIAR LY,
PDESPHEEKTHEINVTFTI 4N, VFT T
FrEBRELLEZA, VTV ITT7INERESL
TeREA R b BRI RN EDE T A D h -
2z EBBELTWAY.

534| BHELAE vol.103-n0.4 2015(106)

MEHR3R

BRI G U

BRE/N

1. VAL 7 MOPAHIZH T 2508
Y77 2B LU TIEPAHB & U CTEPH
It LT BIF 2R R U S IEREY OfE
B2, &S EMHERLRIGER
(PATENT-1) A7 b /=9, Thi, PAHEH
443 A% 75 REE, 1HRK2.5 mgX3ERAR
T AHE(2.5mgRE), 1HBRKLS mgx3EMNARYT
HEE(15mgR) 2 2:4: 11T T - - 2EF
BEBTHO, FEHEEE L 2BRICBITS
6 DAESITEHEEOETH >, ZOHEE, 65
RIS ITHEEOEIZ25 mgH : /5 RE=
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WAL 77 T T LISX®)

m 233

407 — UAVITR 235
5 — TS5tuR
?E% 30 - 243 J[ 254
3%
%

20 -
o 112
A
A 104
=
X
4
SNG4
2 126
1k O Observed

—101 % Imputed
0 ) 4 8 10 12 GB)

3 PATENT-1128(73% 6 3ESHTERON—-RAZ 1 oHh50OE(L
Observed : ERICREETAIEADER BFEBEEH
Imputed : EERERENELGEICLYBEETSCLHNTERD > LBEDERE

Om&LBORR WFREER
(X4 & b)

+30m: —6mé&, 25mgBETT T EREBCH L
BRELUUEZRD2(95%C120~52m, p<0.001)
(B3)4. %7, BIRHEEE Td 5 Ml EER
R NT-proBNPDE(LIZEL TS, Wihdb /o
TARBICH L2 mg B TERAXEZ RO (JE
12 —223£260 vs—9+£317 dyne * sec/cm’, p<
0.001, —198+1721 vs 2321011 pg/mL, p<
0.001), EERMNEMEROLBE (MEMEE
(pulmonary hypertension: PH) IZ & % ABE, PAH
WEEOBEM, PHELIC K% 6 ST
BRI, WHOREE M EORHRI 2 &L,
HEOWT A TER] DAL 25meBETHE
BIE»272(6% vs 1%, p=0.005). 7z, ¥
TEIIZBWTIE, TV Y U 2EEBHRE
b LAY YA 7 CBBIGEO, |A,
RREOVWTIAL)IZEARIBRELZZIT TV
B(1311) BT 56 S THEEOE/IT+
34mé&, FAEEZLZ LOBE123R)ICBSE(L
(+38m) &EN 2L, UFTT7 MIRNHEED
BEIILOTHENTHA I EWRBENI,

& 512, PATENT-1IZ DWW TIREFRBO WV
ThOBOBRED 1EIFEA25mgE THRTE

5 &2 ICHERERS 2T - TREBRRAEY

5B (PATENT-2) A5 [ S X Tb /=75, 14

B O 6 EBITHEREIIETHRBROVINORT
LATHBR TRIVERLTBD 25 mgh¥ :
400 m—417 m, 1.5mg#f : 406 m—417m, 75
T ARBE30m—426 m), VAT T 7 FOYWRE
EHICHE > TR 5 & RBE N,
—7%, PATENTREICBLWTIZYA Y Z7
LR UNOREDERTH 5 PDESHER LD
BERE L& N7z 7%, PDESIHERE OHED
SR ZME T H3BEE LT, PATENT PLUS &
WIRBDSITbONZY, ChiZYLFF 740
Z90HL LR L TWAPAHOBEIIRLT,
12EBOVFAYT7 LR TIERDE
MG 2T _EERRE THIP, 0
RTCIV AT 77 MIMMITENRE, 63 fHT
HEBE, WHOMRES R EIXBWT I RE
WCHLUTESEERT ZESTERP- 2, &
517, MBICBVWTRRICELDESET L
BAZIGEHIMEICBWT I v REE—20.2%
129 mmHg vs ') 7327 b EE—20.7£18.0 mmHg),
R2BRORBRHERICIIHABEE cREDIES

B EAE  vol.103-n0.4 2015(107)
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536

EH EEOHE

(m)
60 1

— U ITh

87

88

TRISUIZ\AUN— DSBS O

O QObserved
* |mputed

]
(@]
L

159

+178

157

88

T T T

0 2 4 6

10 12 14 16GA

4 CHEST-1(C812 6 3RSHITIEBON—-RF 1> h50%E(k
Observed | EECREETIIEADBR BFFEEH
Imputed : EUPERANBLGSICRWREZT O LN TEGH > LBBEORBR

EO0mM&LEROBR EREIEER

(XBR7&D)

Ry MOEF P T2HOD, 2L TE
EREETo L REBRABRICRITER, of
(35%) THREFILICE S BEEBERNRE LI/
O, BRTRR2EOETI LTI 71 0EY
FTI77 NOHRRREIERSTHS.
2. UAYT7 hNOCTEPHIZHT 23R

) F Y77 M2 DWTIZPATENT-1 & R R HE
ICCTEPHIZ X L ¢ % E B 4% B 11148 & Bk
(CHEST-1) B1Thh7z". 5 oI35 BHIEE
PEIEE 7 ZNBHNEBRRICEE - BRLULE
CTEPHDEF 261 AZRREL T, T KB
ESEEERE (1 HEA2.5 mg X3 EMIR) 2 1:20E
ETEOMITITFbNE., ZOBR, TEIME
BHTH5 16:8% 0 6 3SR THEBOEIL,
EHEB . SIS ARBE=+39m: —6m&, EHK
BTSRRI LAERRZREZRD
(95%CI125~67m, p<0.001)(E4)7. %/-, B
WA IE B 0 fif M 35T > NT-proBNP D Z 1t
LTS, WThLEER TSI RBICK
LEBLRBEB 2RO M (BIZ—226+£248 vs 23
+274 dyne * sec/cm’, p<0.001, —291%£1717 vs

2ZHFEAE  vol.103n0.4 2015(108)

76£1447 pg/mL, p<0.001), EREOE(LZEED
REOESIIHH CTRARREEIRD Ao

(6% vs 2%, p=0.17). F7z, FIZBR LD
VAV T7 MIBRMRI Ay FeBELEE
BWZ ESHFENSD, ZORBICBLWTDH
PaO. B T RBETR—ZA T4 D69£11
mmHg 2 5 16 @I —5+12 mmHg Bk LizD
WXL, EEBETIZ70L12 mmHg 25 —3£15
mmHg DFE(LE, MEBTEL2RO LD /.

F/z, YTBITICBLTIE, ABEEERE
J5O CTEPH B (12148) 1281} % 6 3BT
BEDOZEIZ+54 m, ABHNRERICER - BR
L7z CTEPHEE (5248) Tld+27Tm&, Wih
LTI RBICHARTERLTBY, WTho
BICBLWTH UV I T INIEYTCHA I &N
RENT.

CHEST#ERIC BV TS, PATENTRERRIARIC
EHRE (CHEST-2) 53| & fThhizd, 1
FB O DEBHTERIIETRBOVTROR
THRITHBRTRIDERL TH Y (K.
396 m—*411m, 7 7 ¥ RE368 m—405m),
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CTEPHEZEIZBWLWTH U AT I 7 FOMRIX
EHICE > TREET A2 LORB S NS,
CTEPHIZRIEEA SN T\ 5 M E L RS
BIhEFT—o0bhlo2REITBVT,
CHESTRERIZY 4 ¥ 77 O CTEPHIZK T 5
BWHEER LR THD TOT T £ RIER
BELULTHBDTEETHS. PATENTHESB &
U'CHESTREBOERZZIT, VAT I7 b
IXPAHB K U'CTEPHIRER & L THETHK
WTERRRHENTDON, 2013FIHAICHRTH
BOTHF Y TCTEPHIGREE LTEEI N,
WATHRETSH 10 AIZPAHB L U CTEPHIAE
HELUTCERREENL, bDHPETIEE T CTEPH
IZDWTRBHBEN 2 SN, 201454 BITESf

&SN, PAHIZOWTIRIRGERTHEEDTH
5.

MM E O

VAT T7 MNP TANRA)DERZHEBIIE
E1E25mgETCTIHIEART 3745, RS
FUBMERICIZEAZSH27:0, 1H1.0mg
PERARL, 2EBIEIC05mg T DE R ER
9%, A& U CHUHRERA T FEAS 95 mmHg B3
NISHEETEETH D, 95 mmHg Kif CIEMERE
R2ESBHICIBBELZEZET 5. CHESTHR
BlioBWTI, ZRHED1IE25 mg % THER
TEIADEIEN76.9% L REREIBBURE
geEZOoNDYM, BWERAE L TiOMmE A
REERICTERE (25%), HEWV(23%), Kk
FE(16%), EILE(9%), K#(2%) 2 EHNH 5
DOTHEBZET 2 (FEINORFII S NS CHEST
HEBUCBISERBTORER), 7z, WHETP
BV EBRERER A S 2 &P HER
Z20LOT, BEPLHEIAZEDICHAT S RE
DNUMHPEETH 5.

BB TOESIECTEPHO A TH Y, HS

EEERSE (T 113-8655) RRPXRRAM7-3-1 RRAFEZBHEREREAN

U277 MTFLINRY)

EICBWOEESRICER L TWAERN
JU— > YL 3R (balloon pulmonary angioplasty:
BPA) L ED XD ICHABDE TV P SE
DEEIRETH 5. MITHRPBEVERIZE
BPAOBHEDBEI DR T NI LEERX B L,
FHEICTEPH S L < 134 BRI IO BT -
B3 U/ZCTEPHEEIZN L TBPAZZEET 5
BEIE, ETVATTT MEBEAL TTE
RBrWESEBICBPARITY 2 &5, 1BED
LZE2EEEFOTLO KVIGENREB L7201
KVDTIE LW P LEFITEZS. £/, M
72 < BIGEMARENS RAADPAHIZ D
Ti%, PDESHEERLOHHRRIZEZTHS
72, PDESHHEE L DFEWF I PRADOME
WBbDERDLNS, IOV TIEE6HR
BHETRES 2.

3 ER

1) Ghofrani HA, et al.:Soluble guanylate cyclase stimulation:an
emerging option in pulmonary hypertension therapy. Eur Respir
Rev 18:35-41, 2009

2) Becker EM, et al.:Effects of different pulmonary vasodilators on
arterial saturation in a model of pulmonary hypertension. PLoS
One 8:¢73502, 2013

3) Ghofrani HA, et al.:Riociguat for chronic thromboembolic pul-
monary hypertension and pulmonary arterial hypertension:a
phase II study. Eur Respir J 36:792-799, 2010

4) Ghofrani HA, et al.:Riociguat for the treatment of pulmonary
arterial hypertension. N Engl J Med 369:330-340, 2013

5) Rubin L, et al.: Riociguat for the treatment of pulmonary arterial

hypertension (PAH) : l-year results from the PATENT-2 long-

term extension study. Chest 144 (4_MeetingAbstracts) : 10244,

2013

Galig N, et al.: A placebo-controlled, double-blind Phase I inter-

action study to evaluate blood pressure following addition of rio-

ciguat to patients with symptomatic PAH receiving sildenafil

(PATENT PLUS). Am J Respir Crit Care Med 187: A3530,

2013

Ghofrani HA, et al.:Riociguat for the treatment of chronic throm-

boembolic pulmonary hypertension. N Engl J Med. 369:319-

329, 2013

Simonneau G, et al.: Riociguat for the treatment of chronic throm-

boembolic pulmonary hypertension (CTEPH) : 1-year results

from the CHEST-2 long-term extension study. Chest. 144 (4_

MeetingAbstracts) : 1023A, 2013
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FsAEE . o

< DAt D AmEN 4 A= I AEAE

RZE
HAURBE M RS IERARL 13720 - 55

F &I

Jili B R ¥ Bl & 1L 5 pulmonary arterial hy-
pertension (PAH) 13 % % M idiopathic/ & 15 &
heritable i 8} IR 4 i = i £ i (I/HPAH) P4t
WAL DRBPEINS. KR TIZPAH D
3 HMETIY EiFTwizy, Y - EWHER
¥ PAH, PIIRIS ME portopulmonary hyper-
tension (PoPH), HIV BEEHEIZ X 5 PAH IZD
W 5.

XY - BYRAFEIEPAH

PAH E & ORFEBERA DA o T 5 (b
NTWB)EY - ZWCEIRIOLI R DON
HoY. CORTRENEZDRIT I/ Ly 72,
TIVINGIIVEREEDERIHETHY,
1960 EUTIZ T TITHMITBWTT I /Ly
7 A & B & LE JE primary pulmonary
hypertension (PPH : 37 @ I/HPAH) £ ® 4
ERRBEENTWS, 1996 FICE 770
FIVERLE LEFRIAHIZEICLY PPHO
FREREDS10.1 5122 Y, 3» AU ERAZ kT
5L 2318 H BB EEESND, BT
1 1998 FE 2 2 M b DERIFIFE D FEFE I F IR
Ehtz. Ly»L, 79 VATERVYINVELY
A DEFFEA 2009 £ F THIT SR, B2 1998~
200 EDMICE R EN. 79V ADL
JA MY =TI, 1999~2011 4E DRI IZ 85 B D
Ry 7VF L7 ARBICX 5 PAHHE S
TWw5, Zhickhid, RAPEOfRER
307 BT, BRARKELSS PAHREE TOEME

0910-1551/15/ #&: ¥ 100/ -5 ¥200/ ® /JCOPY

&5 Ul s IR DR G — MR R DERE E 2BE0E_EDfeh(—

&1 EY - SYFRM PAH OEENE

TI/ Ly P X(BEIE | 3h1>
£

T TSI (BRI | 7o T RIS =T R
) ;

FOXTzrINSIV(EBEI BN 3—-2XT—)
ARIHIZE)

=L NEZ EH ,
RTNF LI R (BEIME | 1 >42—7 0 as&08
)

7>7I&5>5;w%¢
SR

SSRI

PR &
L-b)T 77
ARLTr BRI
gY¥F=7

Bk D & v 3IH, —i%E)

DO RAEIZ 1087 A TH o7z, F/z, 26% @
EFICIIABUED AL TB Y, AHIHIZIX
FIEE & OB DI N TV 5.
Fuyr®F—EEERI R PAH 65
L LTSN, AxF=27(FIRy 29
WS PAHEEZ WS L U CEPELRE O/ THHER
BbiTbhizd, ZOBVWEEERRBAENS
FHREPUEBTLIENTEYT, PAHIREEL
LTCoORE &S hEZ —F FuoyvF
F—PHEED—DOTHLFFF =T (AT
EA®)iE, #HZ PAH FIE L OBEMEE S h
TWhb., 79 VAT FTICXBEELR
7B R B IR AR E 2,900 AD ) b, 13
AP PAH #5EL, BRMEETIZyHF=7
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m EY) - SYHRM PAH OREESICEERMEE, 9F=7, 1>4—T OV HE

PdHB.

B EY) - SYSEEM PAH OBEICH > TEIEREROPIEIELRE LS. PAHEREZ
LBRICRBDTEYREERY U X2 MEREL £ Z#HHICHERT 5.

¥ PoPH [IFFEZERED 1~2%, FIRETTEEDEED 2~6% (CEHT I L3N D.

B PoPH 2585 BE (LK LTI HVPG DRIEFAERTH 5. MIRETEES & 5541,

HVPGZ 10 mmHg & & 3%.

52X ) PAH % 59E L2 BE1380 100 Al
ErEENTwE, ¥ HF=27I2L 5 PAHRE
EREIADRLH045% DlEEEZ SN TWY
23, ¥¥FoTPUNOFOY Y FF—VHE
LD PAHFBEEIREDE ZAHRESINT
Wiz,

A5 —=7zuary(IFN)OFEFES L LTIX
BIEBEM RN MO T A%, IFN-aB
VB PAHREDCEREFLLTHASN
TWh, 79 VADOLI X MY —I2 kg,
1998~2002 4E » [ 12 IFN B @ % 5 PAH
BENSBLZHEENRTVEY. 2013 AL
(48 %) 12181 C BIF&KIH L C IFN-a 2% 5-
ENRBDTHY, EHICFNELIFHIV E
DEERBFLMREITTERESR E0, o PAH
DEBETF 2SR TWe $hbb, IFN
X% A5 2D PAH OfERREF S HEFIKT
L, PAHRBEO NI =L LTEHVWTWED
TREVHhEEZEZLNLSE. FOBFELLT,
IFN-a 3 X OB I ENIR o M A B2 il 2 & =
YRRy -l ERBEED I ENEBERD
SHMESIN TS, IFN ®EHEH» S PAH S
EE TOFHHEIIH IFELBESNL TS,

I ORY - EWF RN PAH T 5
wke LT, EREHOFIRISKRoZ LT
HAEM, FHF2TIWCLTHIFNIZL T,
FHIOBIEDATIELT LD PAH O+ 4%K
ZIIFOLNRWIENHREINRTVWS, D
720, I/HPAH \2¥# U CHiMmE SR E 2 H v
TREIIT OIS Z E—RTH B, AW
HIZEIZX 2 PAHOFHRIIIPAH L RETH 5

1968 Medical Practice v0l.32 no.12 2015

E3INTWA,

FIRAN S I EAE
PoPH 1X[ 1B I 4 .0 7 112 B b & 3 PR

FETCEE % 823, RZHHRFIMEIIRE (mPAP)
=25 mmHg, Jii 8RB AE (PCWP) <15

mmHg, Hiii & #EPL(PVR) > 240 dyne - sec/
e’ I X o TEHENS. FEEBREICBY
TREFMEREIOWD & £ IE) LMRlE
DMz LIZLIERD, Z0BA30EBED
BIMAECEgBIIRE S LR 5205, BMBRED
FROHTHMELD LA Z S TRV
21X PoPH & IS 72 v, 728, PoPH % &
IBEIE, BOA T — T VORI EIRES
7= (P IRBLAE & IFERE O 2 (HVPG) ) % il
ETHERV., EBEILS5mmHg R TH 525,
MIREITTEEDRD 5 %A 12 HVPG X 10
mmHg ML EIZ7% 5. PoPH WIFEZEREZED 1~
2%, FIRETCEREDBEEZ D 2~6% &7
HLINs.

Krowka 5% REVEAL Registry 57— % %
FEDOLHEICINIE PPHOEZ T/
HPAHOBZ L LT MY —ROMITE
RBIZFEICEW(mPAP 49 vs 53mmHg, p<
0.001, -LMEHEEDS vs 41/47, p<0.001, PVR
& vs 12 Wood units, p<0.00) I2d 2 0b 5
T, TOFRIIRMIIRLZBYERICRRT
Hot?. BROZ EHMS, PoPHDEZI
EWITREZAELTBY, ZOHRBEKD
FRICKELSEELZIITVWIDREETIED
595, —75 T PoPH O BF X5 %l E ik
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t;;~1bﬁwﬁxl T EEEN

8 RE 2 EPEEMED,

728, PoPH DEE(CHT 5&5}61‘?,%5(\.#‘1%??6%%# % é.
B 7 OBORMIEREREIC OV TS PoPH DEEIC SV TR ENAMOMED > DEMS

BN EFZ,
BEETH5.

Z0r®), ERESSHIBL TREMEALFOHRBEROB LY

X1 PoPH®OF#HCLHR4) X V5IH)

HFFER (%)

60+

——— IPAH/HPAH, n=1,478 il TN

I Overan log rank P<O 001

85+1%

- POPH, n=174

Hatrisk :

PoPH

T

IPAH/HPAH 1478 1447 1395 1372 1318 1272 1263 1211 1168 1153 1100 1070 1056
174 164 154 151 144 133 130 123 118 113 100 94 90

1

4 6 8 1012141618202224
EHRIMTHSOHE (B)

BOBEPITON BN EREL, 2oL
FRICBELZS 2 TWLIDLEEZONS. &
BE, SEl3 & o Krowka 5 OHEIC IR, =
> b Y — LRl & LF 5 pulmonary hyper-
tension (PH) OBtk SN TwWizBFIZB»
Th, T M —BICHiERREIRE S
TWihro 2 BEOE ST I/HPAH O EHIT
BLTEEICE L16% vs 6%, p<0.001),
LY P)—BIZY LY VZEFERE
(ERA) 258 iz BE OEIAI1Z I/HPAH O
BECHLTEHEEREP o/, AV F Y (F
S VT IFEED LOFBEDD 5 BE
WCIREBBRTHHEL, Tr7URY T V(Y xY
TYRAOB I EEDOIFREDD L BEICN
LTS TH H720, DI PoPH KT 5
ERA OFEGIZEEITIRETH S, Lidw
27TV VIZOWTRBEIIREY S
Y CTIFEENHIE LERICH LT RETHE
BT &7 OEY R, PoPH T 2 H w1 -

FEWERLEBEYLH Y, PoPHICH LT
bHBHEZEHERHTELbDEEZLNE,
72721, EMRBOMED O EOBREEITOW
THHALPCZDMD PAH O BEZICHRLE &
FhH70, BEEDI OB L CRENZ AR
DB BRZRET A ENEETH L. R4,
EBIDERATHEIYF VI V(FTAIy
FE)AEFEEINTD, TRHLWEHTH S
72 PoPH 2R3 2B - ZE&BEEIHLHT
2w, LALaDS, EBREFEBRIIBNT
BHFEEDRERN TS ERBEED L ho
T2 EFMESINTBY, PoPHDBEICDR
SIHEHTELZLPEHFEEIN TS, PoPH
DBEZITBWT PAHBEREICH L TEEER
Bk, 7ax594 2 VEEBLORX
FY L RAF T —¥(PDE)-5 HEEKIZOWTY
FiTH Y, PoPHIZx L Tidfho PAH D%
BlZERT 5 &) 2R KE - BHEEOMLEL
BEOFHIZITE RV LIS, DD,

Medical Practice vol.32 no.12 2015 1969
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8 PoPH LERICHIMREBEFFRATAFE LD EHSV. FEBEODERD & 5 ER
[C2WTiE, MITEEEDPBEOER (mPAP =35 mmHg, PVR =250 dyne * sec/cm’) (
BELEWEZAETUETHEZBEICT 3.

m HIV B £ 3 PAH (K5 TH, HAART SITEMEERET 508 5 H2B5 HTE

3NN

8 HIV BREICK 2 PAH LW T HMMEREDOHRS 1750, EPHEERAOERSS
PDE-5 HERIIZ { ORHIV EEHRATE RV,

PoPH 6 L T E M RE 2 EH T 5 BRI
3, ThENOERNIREMELFF T #iEOEKH
BEOMFHICE &, BOILHFHICBITTA
DOPRVEEZ NS,

BREEE LTI, EE 25 FREICHT
LIREEETHLHBBHELZERTHIH7%
0, B O mPAP %35 mmHg Pl I, PVR
2% 250 dyne - sec/cm® BLETH B & FEBA
CBTHBEIEPHMONTWAYD, TR
WETLILEEEIREXTHS. B,
PAH IZH T 5 X HEETH 5 HugtEEEICD
WTiE, PoPHEHZEOZ (IS HBMETH Y,
BB IO ) A 7 B8 B0 S
Nz,

HIV REHEIC KD PAH

HIV BFE D 0.5% 2SPAH #HHET 5 L #H
HFEIhTwa, ZHRPEARY 4V AERE
(HAART) B L U PAH B EEEEIE KT
LURNZE DD TFHEARL &h, 1HFAEFE
X 50% BETH o708, BAETIHSELEFE
X70% #8225, HAARTBIXUXRE V% ¥
BEICLY, BERITIZ1I7% (10/59) DEH]
THATHRPEEN L EOHREDLH B,
HAART Z0O b O il fTEIRE 2 ET %
EINEZHELPTE WD, BFEIZPAHE
BEOREITOIE., BICBRzREY 7~
Pz, RS F = v(zu—3 %)
RPrL7UAF= A (L TR N OFEME

1970 Medical Practice vol.32 no.12 2015

bIMEENT WS, PDE-5 HEEIZOWTI,
IWFFTANM(LNFFO)RNY FFEL
(=7, FLFER(FYIR5Y), 4
YIVFEN (T )FYNAUEE, FFS T4
(7 FINMADYRY FFEN, TEFFENM(L
AT7F99%), £ YVFEN, FANVT4FE
MEFTETRY), ¥FFENM(L Y ET—
), FUFEEwvo R HIV E L fREE
S2ThbH/0, PDESHEEZFHTE LA
FHEREONTWA.

X ®

1) Simonneau, G. et al. : Updated clinical classifica-
tion of pulmonary hypertension. ] Am Coll Cardiol
62 : D34-41, 2013

2) Abenhaim, L. et al. : Appetite-suppressant drugs
and the risk of primary pulmonary hypertension.
International Primary Pulmonary Hypertension
Study Group. N Engl J Med 335 : 609-616, 1996

3) Montani, D. et al. : Pulmonary arterial hyperten-
sion in patients treated by dasatinib. Circulation
125 : 2128-2137, 2012

4) Krowka, M.J. et al. : Portopulmonary hyperten-
sion : a report from the US-based REVEAL Reg-
istry. CHEST 141 : 906-915, 2012

5) McGoon, M.D. et al. : Ambrisentan therapy in pa-
tients with pulmonary arterial hypertension who
discontinued bosentan or sitaxsentan due to liver
function test abnormalities. CHEST 135 : 122-129,
2009

6) Cartin-Ceba, R. et al. : Safety and efficacy of am-
brisentan for the treatment of portopulmonary
hypertension. CHEST 139 : 109-114, 2011

7) Degano, B. et al. : Long-term effects of bosentan
in patients with HIV-associated pulmonary arte-
rial hypertension. Eur Respir J 33 : 92-98, 2009
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PSS -

| CoEmnsmESSY

e ImEGED

RZE 1

R R BRI IE SR AR 13720 - £83

TEBIDIETR
RER : 440k,
. = &
FER B,
2. " B

BIREE 1 19914E, VA4 —B&, WPFKE
BEELZRO--0OERE %%, JEIEREE
(5,120 #%), ¥TRNP HufkREik (140.1), Hit >
b a X 7 PR (5,120 %) £ 0 IBER A
#% mixed connective tissue disease (MCTD)
B XU CRESTEBERLBW SN/, 7L F=
va v (7L F=v®) (PSL) 20 mg % BB S 1,
5mg ¥ T, MRS

2010 4F, A REBHEEAHE. PSL X 10mg
IZHEE SN,

2011 4F 6 AtH, HERBYIhZ B, EIRNE
BrRoiz/z0, 2012 4 4 BicfibgcLhza—
1T, EEAZEE(RVSP) 65~70 mmHg &
i & I pulmonary hypertension (PH) % g%
7e7e%, [4ES A, BAEIEHE N T USRS
NEHEN%, FE6 AICURE 1 mMAR. &
DB T —F VIS T B IR E (PAP) 83/25/45
mmHg, 0% % (CD) 3.22L/min/m? i il &
HHL(PVR) 674 dyne - sec/cm’ L HED PH %

2038 Medical Practice vol.32 mno.12 2015

MTHole
F—I\—5 v TEERBED—H

RO WMLy v FCEM S T AT IE,
FRiEZE, AWTELRESCEEMKERELR
%, Bt 2R MRS MLERE chronic throm-
boembolic pulmonay hypertension (CTEPH) ®
MEbEZoh2b00, BEIRICHE) MERk
4 Jif %5 1ML £ JE connective tissue disease-PAH
(CTD-PAH) DEZLEMhEE X, MELV#E
EEhTwiRs7ax b(Frvi—="7%L)
120ug 2z, RE¥ ¥ (+52797%)125
mg, 75574 M(TFIYLVA®)40mg, TV
77 (7—77Y O REBLTEE ¥
72, BERIZOWTIIREORKR, 2841
7% b — 7 X systemic lupus erythematosus
(SLE) @ & bt 25 ¥ % 3 7o 3 (BB LR B 14,
2006 SEITIE AR L /MBS OBEED 1,
FEIRES, HGEBUED SHE 2z 7) &
HIr & 1, SLE + & & 1% 58 K JE scleroderma
(SSc), CREST fEBMEDEIEL=T) DF —
N— Ty THEER LB S N

2012 4R 7~9 H, SREWNGIRERITENTH
PEdE 2 AR, SRRl g AR HTT L7
A 7 — T VIRE T, mPAP 35 mmHg &,
ReVy UvBIUY 5T 74 VERKIZK VEH
TMEREDET 2RO TWiz., 77— T Vi
7%, PSLZ 40mgiZEEL, =V FFH >

0910-1551/15/ #%: ¥100/ -F: ¥200/ H /JCOPY
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7SV A FE(IVCY) % M 4T (500 mg/m? = 650
mg/body). ZTHIZX Y mPAP 29 mmHg ¥ T
BTE2RBOd00, ABRFEERIC X 2RI
EEY s v 7E2FRELRZD, IVCY X1 EHO
ATHTL, PSLIZ20mg ¥ THRESNTE
el o7z,

PI#E, #43EC PSL 12 5 me ¥ THIR S 729,
201345 RICHERBYINOBEL RO 7.
Oy I — I RVSP 83 mmHg (7B Bz B 13 59
mmHg) & PHEESELNI2/20, ARTH
¥y % 250mg e, 201346 B, BE
T B Ry T4 P58 3 | ARE.

BEAERE - /3% R yw (2007 48), Wi, ik
Bz,

KIEHE © B IBER GEIARER).

ATERE BRI ¥ — v 350 mi/ H (3 ),
W 7 L.

3. ABEREERER

METAR FE1542cm, #&E422kg,
BMI 17, HE 96/50 mmHg, /LA%% 102 bpm,
1RIR 36.9C, Sp0:2 93% (BENR). E#RIEH,
ARBEEELZ L, BREGEEEL, L.

SEER ¢ SHBRIRR IR Z: L, SHER bruit % BERLY
3, ZEERY ONEIEE: L.

DESI(=)S(1)Ss(=)Se( =), DiEFH
7 PEEET

WRE iE 7BERL.

JEEE : Y, Bk, RISEEH Y, FIERELR L.

PURE - UEEEb NIRRT BEF, THERED D, F
BEEELD Y, TEHEBMOEREHD, W
R MRENCAIKIE2 B0 5, E2-418, H3/4
BICFBEM L RO 5, & 2/5 18 amptation £,

MFERIIVS /) —HRZ2RD 5.
FERE - HOLEED Y.
4. ABEHRERRR
REEZ THRTRT.

M : WBC 6,600/ ul, RBC 469 % 10*/ ul, Hb
11.9 g/dl, PLT 71.1 X 10* pl.

25— | hevsR

AR

At TP 4.2 g/dl
19U/L, ALT 10U/L,
292 U/L, yGTP 43U/L,
BUN 13.1mg/dl, Cre 0.51
mEq/}, K 45mEq//, C1108mEq
L, BNP 54.4 pg/ml. ‘

1% - 48 : CRP 0.25mg/dl, Ig
dl, 1gG 1,110 mg/d/, IgM 66 mg/d.
56.1U/mi, C3 98mg/dl, C4 33mg/dl, Btk
PUARE 1 (Speckled 40X, Centromere 2,5
B5 Sm #i £ 0.5 U/m/ BLF, i DS-DNA i fk
1.31U/mi, #iSS-DNA Hifk 2.7 U/ml, $iUl-
RNP #4k5.0 U/m/, #iSS-A Hifk 76.7 U/ml,
W SS-BH M54 U/ml, MT, YKE&E1EA
BEREDRE ) BL Scl-70 PiikfetE, Hit > buax
7Hifk 153 index, #LH VT4 Y ¥ GPL itk
L2U/miBLF, $avY %) ¥ 16 ik
8U/mIB\F, V=T AT ¥Fa7 75 b 111
(FL¥EME 1.3 Rim).

%M : PT-INRL47, aPTT 53.7sec, Fib 381
mg/dl, FDP 4.2ug/ml, D% 4 < —0.5ug/
ml L.

k- 21 mm/We.

JREM © lLE 1.010, pH 6.5, Pro(-), Glu
(=), Ket(=), OB(-), Uro(=x), Bil(-),
Nit (=), WBC(-).

0§ 7 R 547« (Z 4 pH 7.416, PaCO;
34.6 mmHg, PaO: 64.2 mmHg, HCOs:™ 21.7
mmol/l, BE -2.2 mmol//, SpO:91.8%.

FdR Al X # - CTR 44.5%, K% 2 B2,
FRGEIIR TATAEEE 18 mm (R 1).

12 FELER - EEWHAAE, 0% 110 bpm,
HEMRAL(94°), Vi TR EWME (7mm) Vs T
W S ¥ (7 mm) (R 2).

JaEs CT : MEMEMAZ L, MEIRICHS 5
7% §RD 3 (K 3).

il v EMiS? SSBLUOFRIC
BIEOEBET 200 5. A LE (R

Medical Practice v0l.32 no.12 2015 2039
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1 B X#BmR

B3 B CTHR

SMEIER), BIFE, TECEEOERETZ
ROL. EARMKLIEHE  E=54: 46 (K 4).

L= AoD 29 mm, LAD 38 mm, IVST/
PWT 9/9mm, LVDd/Ds 46/24 mm, % FS
47%, EF 79%, EZEEEHEE 20D T,
mild MR, mild TR, TRPG 55 mmHg (RVSP
63 mmHg), H.0RILK(+), TAPSE 18.9 mm
(B 5).

W % FE RE M A : VC 2.48L (92%), TLC
3.58L(92%), FEVio 2.08L, FEVi0% G

2040 Medical Practice wvol.32 no.12 2015

2 12FELBERIFAR

B4 iR > FmR

84.8%, % DLco 57%, DLco/VA 67%.
HA T~ 7 VA HR 90bpm, RAP 8
mmHg, PAP 80/24/47 mmHg, PCWP 10
mmHg, CO 5.48 [/min (CI 3.97 [/min/m?),
PVR 540 dyne - sec/cm®. FigiR%EE CizhG
Fili B R 13 SRR I8 (% 12 T 28) TR % avascular
THY, MBI L~V DT OMEEEE D
N5, KB LAV Tomes & X 5 HEG
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®5 HIa-mR

BED v, EEIIRIS LA RN X TERIT
BIF727%, wash out iz B W, TR AL0

Wikslit 2805, 2H556%, RIEHELAVT
DM B2 L AHESRIITED W (X6).
HEBIBMARTE TORBZRTIIRT.

Al T ONTHRR

1. PHOERERER
@O CTD-PAH, @ CTEPH.
AIEFNIERRB L LT —1N~F v TER
BrH 5700, PHORRE L TIEE—IZ CTD-
PAH%Z#Zz 4. LHL, MK Y FBIT
Eﬁ@ﬁﬂf{:‘é%ﬁ* b CTEPH D b BEb N
. REMTIEAI NI L) E VBRIV —T A
TrFar sy MIBETH o208, —i%IC
SLE IZix¥ ) YIRERFEEFz & T5 2
0% <L, PH OEKRA PAH Tid7 { CTEPH
DOBFEDIDHHZEIFERPLETH S, KEH
2 CTEPHOER DL D EEZERbNT
AS, I P BESRS BRI pulmonary endarterecto-
my (PEA) % i 8 Bk /¥ v — > T B i balloon
pulmonary angioplasty (BPA) D3&EJS & 7 595
ETRRVWD, HEERELZRBTLEED
\Z, PAH ORFEICHE U CTMEIRRE (Rt v
Yy, ¥FFTTLWVICEBEBERITIIE L
L7z, MiEHERICHTA2REPEbDO TR

‘tij‘— \wwx] B OE ( aﬁEaPﬂJ ‘

6 ﬂiﬁﬁlﬁiﬁﬁ%

PSL i

60 , - 100
= | IVCY(DB50 mg/Body _ i
5 80— %
/g 40 BEAEE \?" sog
Z 20 w B &
= \/ —BNP ™" o
@ 10 — -
5 RVSP
= (0 T T T T T T 0

2012 2012 2012 2012 2013 2013 2013
/6 /8 /0 M2 /2 /4 /6

7 HIEARETOREE

FTHo(1r A B TmPAP 45— 35 mmHg
WERT)Z & 2% 258, AEHIZCTEPH ®
MELEZLNE D DD, PHDORMEILCTD-
PAH L2 TIwEHE L7

2. PAH OERESE

D SSc-PAH, @ SLE-PAH.

CTD-PAH 12 B 5 B i & 3 3R 38 0 3 F =
28 5% PAH idiopathic PAH (IPAH) 2 & &
KELEDBE I ARV, BERERICES

Medical Practice vol.32 no.12 2015 2041
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TIERBEANFEEOBEISE DS L) AN
IPAHL I RESERBLZIATHB. —fRIC,
SLE, MCTD, v x=—7L VEEETHNLIIR
BIHEEOERNESPIFTE, SHWMREE
289 PAH SSc-PAH IZBWTIXEZITH 5
EENTWE, REFTIIFETFTRKEE, LA
/B, AEEHRE, BBE BHILER
BRAE & 9 CREST JEMBREE OB E 3T/
L, BEHEIH20FEIIREILEND, T
SNz R)F B B ALY & B PR TR R limited cu-
taneous SSc (1cSSc) @ Fr A3 | T 12 322 9 RE
LEZbNniz. —HT, SLEIZDWTIEZH
FEZE) LT3 D00 FEIAERE,
g2 & C/MMORAD OBER:, MRS,
HYGBBOED 5 EH 2W729), SLE 4B
EARFTRIIEZ L, Pids-DNA Jufkht
Sm PRI TH 72, T2 48 MCTD
EZW I N TWzA, YEEE 3 EARRIEH
UL-RNP #iifkixfgtETH Yy, MCTD & b i
LB 7ownwkEZ 65N D7z, 1eSSc +
SLEDF —=N—F v FEBERL V) ZLIET
&5 b0D, Ul-RNP UG E: (DORHRDH -
72) 1cSSc-PAH OfREE L E 2 5 & L H Ebh
7. T, FIEARBEORERSTORE
B L CIE, MiMEIRREIC X % 6% 2 1L,
ThbhbbIRTOAT ) —VEALRELERE
N7z, BEIWCPSLZ40mglic#EE L T
IVCY 2 1 B JE 47 L 72 B& 1, mPAP 35— 29
mmHg & MATHROLEZHD TWiz20,
GIEIHREICRIT ARBAEEL, IVCY
ZIRIOATHIELAZ &EIZMZ T, PSLIKE
BOR—APEDP o 22 EPEEOBEL RV
TR D A DT R VWHhLEZ, BERE
Pl 2 M T3 A& L.

UNCE-SES

EREo®@Y, wEElRE T Bty 2 h8t L
L, PSL # 40 mg (CHEETH L L HITIVCY

2042 Medical Practice vol.32 no.12 2015

(650 mg/body) % F B L7z, IVCY 1» A#IC
WAT U720 A 57— F VERETIX, mPAP 30
mmHg & AR (47 mmHg) 12 U CEH R E
TEBDIZ. 207z, REHEEEREIER L
L, 2013411 B £ TIT 2012 4B ICHEfT L
72% O b &0 aE6H O IVCY % #ifT L 72,
ZOM PSL X 15mg ¥ Tl S, 2013 4E 11
BICHEAT L7 wm& DB LA T — T VRETIE,
mPAP 39mmHg & R LA ZRD-H 0D,
IVCYHERR LT CLIZ EH 1L (3.40—+3.861/
min/m?), PVR iZ {& T (439 — 418 dyne-sec/
cm’) % R, REMHEEZOMRIIR N T
W5 O LR L7 BRSO MTERED
WRBIIR1LIOMY.

ZHDELED

1. PHOERER : 1cSSc + SLE D % — /3 —
S TREERIZ X S CTD-PAH.
2. PAH o BEHER : CTEPH.

TR SZENEC L

PHIZZOERERERIC L VEEFEIREL
Bxbz0, BHZHPSFECEETHL. B
WBEROEEICIE PAH OA %R 59, KRIEH
D& HIZ CTEPH %, & 513 EMRBRRHE
HHERBICIAPHERET A AR 2w
DOTEBEINVETH 5. FIETIE PAHIZHT
% PR E L 1T controversial T 545, CTD-
PAHIZBWTIIRIENES bEEDLNLEAC
BHSEREIILETHALEDbNS. F7-,
CTEPH (0&H) BEELN A HEICIE, KA
Yo TIZPEASRBPADBRIZEZLAEEL D
20T, MEkEE T CEDOLRM2ITH &
THAh.

CTD-PAH DREIZY 2o Tix, SREIH
BEOBRYED L0 E5 »OHBRE DD TE
Br%oTL A, —#IZ, SLE, MCTD, ¥ = —
7 Y RRERE T B MUTRIEIRERE OB RS
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=1

PSL 25mg

MiTENRE DR

| w27~ [ hEvsR| A

PSL 10mg Ber 120 ug
Ber120ug | - Bos 125mg.
| Tedd4omg

2

e

83/25/45 49/14/29 80/24/47 49/16/30
3.22 3.04 3.97 3.40
674 446 540 439
g/ 22.7 13.8 54.4 4

Ber . RS JUX P, Bos: Rbr¥y, Tad: ¥¥%¥57 40

BT &, SSc-PAHIZBWTRENTH S &
ENTWED, FEFD L) ICHEBEOBER
BRPF—N=F 97 LT3 L) RBEI
X, 09 b PAH OFREICHEDEE L
TWVBENZE o THEEFEVPEL - TL 5.
D720, LYBEREMELZ2 VN LE
DWOWRBFSERET AL L BT, HEIHEE

HRHELFT o THUVE L2 L) BEFE
BT 52 LHSBETHS. 7, R
BRI BB BRELIIRL T FER L2
W, TOBBECHYEL X TBEUNDE,
Z ORI BEMMETRREOME - BN
HETHLEND L0, FOEKRTHIEEY
FHEIEETH 5. |

Common disease h'5A% 13

e T AT R EEMAZRERIER)

SRR S5 Medical Practice D AROES R BLTAR(L, WBRHELRE, RERZEMELRL

EmE e, KR Common disease DRA Y 20D RIBEHH LTS, 74 XT#

A CeB AR EAEEOBRKEEE AN LT 30 TELARD %NS, 0L LE) K

B> common disease 2> TBE\EWS ERRCEE 1 it

@B5¥-2128 - 4B R / Effi (547,000 +5)

ISBN9O78-4-8306-3458-1
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M & 8 B
#63% F115 BRI
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IF& 9§ -63% 115 - 20154 11 A 1063

LI

SERRZEICHF D MiE I AE DiRRE & iakE ™

RZEH N

SSc ICf£5 PH OSHE

4 B VSR BEE (SSc) S8 9 Bl & I JE i (PH) 12
B AR B LR (PAH), AOEBICHED
Fii s EfE (PVH), FEVEUMERGER B Miis i
FEHE (ILD-PH) B EBA DO H 5. 77,
PHOLZ»PTHIEEIHLRBLEZLONTVS
HiE IR B 24 (PVOD) 122w T d, SSc DEEI
BEHEENBEVWIErHLP Lo TE T
PAH 22V TIRIEER & & F 72 72 i S YLaR
BEHLTELT LI, ZORBERED RE
B9 S LT 5%, SSc-PAH M & 5iR3E
W B RISV ARREERND S, FHRITERE
LTABETH B, ¥512, PAHEEED PVH
R ILD-PH N TH2EHMERIHS 2T %<,
DLUAHREZEMLAIETCLEIrF—RbDHBL
B, 8% OFIRIZIE U7 BB FE OREINRKD &
hab., —HT, FHARBRE &N 5 SSc-PAH T
HoThH, BMEMNRZAZ)—= Vv 7L 58 8%
B BHEBRNAAZITIZLICLVZOFHZY
BFETEDLILMEERERN, SSc-PAH IZBWT
BAZYY—= v FOBEWI—BLEE-TET
Wi, EKRTREZIOI) 2B L HRELET S
SSc iZfE) PHIZDOWT, FOHEIPSLR 7 Y —
SV T B L EEICOWTEI T 5.

PH & ZHBIRE D 157 % B9 5 WEORKT
by, BEHKOFHMERE mPAP) 2% 25
mmHg kDb D%\, MBIRESLERTS
FRICIEEA R 0BHD, R1DLIIHES
Nz, PAHEEE LTHOERME TH 2K
F~KE um LRV OB L RVITB VT,
(&) €7 v 7] LIREN2 MENEMRD
RIS %o o SR MR 0 BRI RE O B, T ENIR
ORNEEFEMETHZ 22X > THEL, [mPAP
225mmHg 2> M EIREAE (PAWP) =15
mmHg 22 MM EEH (PVR) >3 B 12Xk -
TEFENS., SSc i3 PAH #RTHRENLER
T&H Y (SSc-PAH), #%#B$ 5 & 912 SScicBir
HPAHOEHEFERIIN EELEINE. /2,
SSc-PAH IZ PAH O LM THHFICFELRBRTDH
BIENMSNTEY, Fisher HI2LhiE, #
Y PAH(IPAH) ® 1 E£EFEDT97.4%, 3EE
FFRH88.6% THHDIZH L, SSc-PAH TiZ#
NFEN 82.5%, 48.2% IZBE WD, X5 |IEE
Tk, 'H# L LTCPAHOHERIZMEDIT S,
PAH L ) dREBLEZ SN TV PVOD £
DFREE AT HHED, SSc BETRIIEFEILHE
WEWH T EPEL Lo TE. Overbeek

* Pathophysiology and Management of Pulmonary Hypertension associated with Scleroderma
' R AEESIMH R REER N (T 113-8655 HEHCRIX A4S 7-3-1) Masaru Hatano : Department of Car-

diovascular Medicine, The University of Tokyo Hospital

0452-3458/15/4% : ¥ 800/ : ¥1200/§&3L/JCOPY
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1064 Mg 635115 - 2015411 A

5 ! Bﬁ%m&ﬁwﬁﬁ(iﬁk‘& D%’W)

1R WRIREWRIUEE (PAH)

1) %%ﬁﬁlﬁﬁbﬁ]ﬁﬁ%%]ﬂlkfﬁ(ldlopamm PAH IPAH)
2) WIZMEMBIAR MM % L 4E (heritable PAH : HPAH)
1. BMPR2
2. ALKI, endoglin, SMAD9, CAV1
3. 7H
3) FEdy - FEE T B IR MU R

4) BIEHE BN FiBIIR M %5 MLUE 5E (associated PAH : APAH)

BEAHER

LA XY 4N RBRGE
P R B e ML
RO ER

A I 08 E

Cl > W DN -
DA

1)@&%%@%%%

2) HMEHMER

3) WEHEEREROBREEELEES hoMKR
4) EREMPREE

5) MliEREEE

6) BRTICBITABEEBE

7) REREE

1) m#gkB(eEnttgn, FRHmERR, B

i)
2) ERRBHVIA F—-

YR, WG VP MNY
A KRR IRIE, V) VN IREHIERE, WA

@, M)

1) EEPEAL

2) EEHRAE

3) FEERA

4) FERE/BREOLLHAR/ RHEERAE

3) RAWRBERR, T2 =5, FREBER)
4) ToMm(EEER, BEERREL BEFRL)
I 390 P i 86 ML

ik, 8HOBREMBE S FHBEE
(1cSSc) I2&Bt3 % PAH B# & 11 40 IPAH &
FEiZonT, ML EOBICE S N mEE S
%BEHRIFL, IPAHTIR 11 &9 3&IZL2RD
%o 1B AR D RHEILAS, 1cSSc-PAH Tid £
FITRDOONAZLEZHELTWVEY, &512,
1cSSc-PAH Tid 8 & 4 %I PVOD THH LM
5 X9 Rhf) oME%EBD/. —F, Gunther &
WRIEMEEPHAET S SScBE 268D CT
BREZBT L7225, MARKREXY v EE
*, NERLEOT Y F T AY, MNERBEOR
HEEwvioi:, PVOD CROLEBMLFRLE
EIZAL, 16%(61L5%)DEETINLDOFRE
BEIDLY, 517, ThonBECIBVTIR
FRFR#ZE D PVOD ICEMBILTEY, 84 (50%) 4t
B RERS X VKEZELTEY, 3
EAEFEERD 30% LT &, PVOD 468 7% CT
FRE—2UTLPELLRPo2BEDOH 80%
ERN, ERFHIAFEIC(0=0.03)EBho /.
22750, ThODBHEICBVTIILRBIRFEE D
AHLTVEIEICERNLETH A, Thb
%, SSc BEICBWTIZEEIZ PAH L PVOD %
BT HLBETERETHS.

¥ 72, SSc-PAH IZBWTIRBIRHEZFDD D
LIPAH L RERLZABBMEAL TS, £
Overbeek b DOEHEIC X iF, SSc-PAH 2B W
Tid IPAH CTE 5 hEO & Fig i oRMamEsE
RERS L, FICIPAH TR ZVHED RV
P DRRMEILAS, SSc-PAH IZBWTIRHREDE
e oTwa? 20Ok % PVODBHED
B HREIIRFE DR, BICRRBHERIIHT
BREERTFRICKESEEEZRIZLTWED
T, SSc-PAH %% 5% ) A TR b OE#E &
CHBLTWLLERD S,

72, SSc BEIBVWTRIEERERZILDE
L2OGREZAEHTAI LS, BRLLT
[mPAP=25mmHg #*2 PAWP>15mmHg] 12
XoTEHESND 2BOE MBI Wik IE
FEPVH) 2 BT 222 d %L ¥51,
SSc Iz iz EMMERICHES PHUILD-PH) % &
P45 Z & b%B v, ILD-PH 2D Tk &4k
BEOEPHIIELTIELL, SSc-PAH &1
EHICFHBEARTHED, DELEESLET
559,

T, SSc BEIC
PH OEIEREORETH S ) .

&PF¥ 5 PAH, PVH, ILD-
£F3,818 A
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MEmERVDEE

@b H 7T —F I EHETT

EBE (h=107)

Y

No
nE§4 4—-———*——l mPAP = 25 mmHg |

i Yes (n=53)

Yes
nF:;J;L 4__..____r PAWP>15 mmHg l
HARANEREICLS

Y No (n=29) ~----- > "PAH (n=29)

Y =
————ﬂs—)—{ LVEDP>15 mmHg |

‘ No (n=24)

Yes
ey =6
wEmpvH | (120 | A

EBRIEKS0m E | o [ pan

n=11 LVEDP>15 mmHg

BWLERD > =18

1 AEPAIERKERIC X S HER PVH O GO & ) 5THEE)
mPAP : FIIEIIRIE, PVH : 0B EBIC X B MR10E, PAWP : Jii#hik
BAAIE, LVEDP : ASYGRARNIEE, PAH : TBhMR YA i £

D SSc BEEN L7 X ¥ BT TIX, SSc BE
BT A PAH ODAFERERIE 9% Th-72". SSc
BEIIBI S PAH OEWREOREIIEED 5
A, WTFNLERRBILT~12% EWMELTBY,
PAH X SSc BEDOWH 10% IC&BT LD EEZ
BNE, —F, 79 ADLHBEFHNEAET
1, 384 Bl SSc BE % 3EMBIL, ZOMD
PH REZRIZ 100 A - F£H72 D 1.37 6, PAH A
0.61 ), PVH %% 0.61 #l, ILD-PH %%0.15 i &
MEINTVAE?, TRIZENIEPAH & ILD-
PHORIZ4: 1 EELWI I EICREA, dLk
DV I A MY —(PHAROS) (49 : 15)¥% 4 ¥ R
Dak— (343 :86, 7=7FL, SSc IADBIER
LEL)YTHIRIZRABOBFEZHELTEY,
PAH & ILD-PH O SAE#E 1384 10 1 2.5~3 &
2Tk —%, PAH & PVH O5EHEIL L
DI|EFICINE1:1 454, Zhid PHAROS
LY A MY —iZBiT5 PAH & PVH ORIEHE
49:7 L R&EB% B, 7272, PHAROS L ¥
AMJ—IEPAHONA YA BEENRE LT
bOTHDLILINEENLETDH B, EE,
FOX 53 PAH & PVH OF =4 29: 24 L 3
H#HLTBYY, SSc BEFI2BIT5 PAH & PVH D
AHFRIZIZELVEEZEZONA,
CZTHEELBDIE, SSc DEEIZBWTIE

—8

INSDFEEFEED b TV B EEI DR
{BWEWHT ETHAB, FIAIE, ILD %L,
mPAP=25mmHg, PAWP=<15mmHg, %if7-
FTHEEZIZEE SSc-PAH L BB hTL T )4,
EBRICIZZD L) 2 BEIZIPVOD ROBER
PVHZ#&AHLTWwAB I L n L v, B,
PVHOEERDSH ) AW OB MEE LT PAT &
ENTWD (=FEMNPVH) EEFRIETL L
7, SSc BEDBEIIBVTRIBOTEEL R
5. Benjamin 513, SSc ®BEZ 107 ZIZHLH
F—FNVEHEITLEE A, FROBHEREIZ X
% PAH, PVHORBHEIINEIZ29%, 24 Bz
A%, PAHEHE20%D5H 11 £ (38%) iZEH A
K 500 ml BRI & O AZILIRERIE (LVEDP)
N5 2B, BEWPVH B INAZLE
HEL TSROV, #HiBR35MlEREL
FEERM Z LR SEHHDTHY, L Fialic
REDEENSH S PVOD R PVH OBHFIZH L
TRBIERTHEM ) - MEBL /B3 ES
BNDH BT, HerDBREDFEEEIEL  HF
THZEDHFICERE L 2 5.

BEEICHES PAHORIY—Z22 7T

—f%\- PH OMEZHEIE LA TF—F VLS
A5, A7) —= U iR a2 — B & IR EE

39 —
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PAH M1 1) 2% SSc ¥
(FRFE 3 FLLE, %DLCO<60%)

3% NT-proBNP

& RERE

DB TABIR
Point>300 T Step 2 ~

'

BINTA—BDEH *

%FVC/%DLCO
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