FUVFIVICEETy PETHEERH = 2~ — 0 Db L
B 3% 105 o L i

¥ OFN EN RE
(BB KFoSA 4 0 ABF9E

iU &I

T VR VI AR TERRRE I RIS B AR
TFRFTHY, HEIREEREICO MO TERERK
HreRi-d, LrL, HETHEEH =2 -1 %
BEHICRIZTTA LY VORBRIIBIES T W
T\, FIT, RFETEFLF TV VICEBEET
FREEE) = 2 — 1 RIS B O EN R T T
R E TV F Y U ZFEREIIEOR R E T2

MR ERE

BTy POFTHEBICALVF Y ART
VXY URBEEREL RS LR, EEHO
MBMNOELERER L 72 MROERL, Mk
ThHhArF LIy - SR VEERERNTE L
FUUMBERE LB EH T 72,
HFS Y VOWATA AEHCT, FLF TV A
RO V& ¥V ZFEERREORGHRICBIT S
HFEES = 2 — 1 ¥ O E) % whole-cell patch
clamp #E1Z & ) BAAEFRIZEER L 72,

& R

FVF VA (50, 100, 200uM) %HEHRT v
FOREOETHEMICHMERS T 5L, FH
DEEFHOHEMIERIHEML 720 AT4 AE
BRlZBWThH, FLF¥ v A (4, 20, 100, 500
M) BHEERENICE THRES =2 -0 D
EEBEEN 2 BRS¢ CRAIEEEZ NS &
7z

FULE T V1 BSFRORRNENETH S
SB 334867 %, * L ¥ ¥ ¥ 2 WS BIAKDRERIGHE
PLEETH 5 TCS OX2 29 X REABWE T NVICE

WTHLF Y VAL AETHRESH = 2 —1
¥ OER B O B2 56 K 0¥ % BHE
L, FEC, BEAEWETFVIZBWTEEHOH
BALZ W L7,

SMEIFR TEE DA L & ¥ vk 2 55 L -8
T, BEEHOHEMIIIFEESYIC LTI
WIET L7z,

E =

FLF IV VATETHEEES o -0 2y
3 AH1 BB 2 MWSEEZREL T, BEEH
DOEFZITHESTALIEEZR LTV 5,

& &

FUF Yy A RPREE= 2 — 1 > DR
EZH 5 %,
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Combined pulmonary fibrosis and emphysema
(CPFE) (3ii&UiE & Mg MM Z RRC&0F5 5
BB L LTCHRBEN TV AH LS TH 5,
CPFE D#) 50% \ZMfim M 2 & 0F L, FH1E
WZEPHEEN TS, L2rL, BHERIZBWT
Z OERIRE R O & MLERE DR K & 72 5 A HRZE
b & I RSB I CRE L7z,

MR EFHE

WL B ) B il E LT AE 2+ - 72 CPFE14 12
BWTRBERRICHES CPFE 3 Flix At L7z 11 41
DERRIVEEE, THREARE L TRE L7z, 72
MR D AN FEVTRETH - 72 381 (it 2 61, Fili
B 1)) 2B THEBRO R A HEZ F0 TR
L7,

& R

HERHCIE 11 A 10 ABERETH 72, &8
BLIE R A3 & V) 34 @ Brinkman £2 501 921 + 444
EEETH o720 MRBEREMA T3 FEV 1.0%2¢
FH67£8.1% LEEEMETH 57225, %VC &
BRIz T Wiz %DLeo X FH T 25+
98% L EHITEKMETH o720 BHLAT—F VIR
& LSS E IR E 1& 45.3 + 12mmHg & & E O i
BT % 3280, OREUE 1.9 £ 0.4L/min/m2 TH o
72 FHROMETRITV, S HEEFFRIT338% TH -
7o FAMRFHIMET 2BV CIE 3 3 ic EEEM O
MEMER O T EEMO B EEREZ RO, WKL
W2 &0 B E R A A LTz, B
ZE BRI L R IR A D A 7% & 3 Heath-Edwards

Grade 3 ¥ TOMMBEIROFENE, ARLEZ 2
D720 IR B\ TUSHMEI IR K OHHEHIR (AR
MEVEPBEIEIE I X B 5k2e, PAZEZ RO,

z K

£-[813% 4 13 CPFE (21 9 BN & MUTAESI B
WT, ZOBRREERE PH 2 L COlRkGg
ERET L7z, BRI EICH 52, & EBEE %
RO Tz, BUEIIIAME ISR EIRENC TR
CHILNTWADS, MiFIREZERE IS B\ T B
LOBESHRE SN T WS, SHOFHEKEEICH
WCHBIRIRZE DA 7% O THF IR E 2 RO TH
0, BUERERE L U CHEERE &R ZE
EPEL TV BTRERH S LEZ LN, Tk
B L Tl PAHRENBERESTOA TSI
Mbo3moTEL, SBRBRBERNOLD
WES 2479 LEVD b,

CPFE 1249 M s ML ASERE 2> & v ) RilEIZEE
LCOFRIEETDH 5. SEIOEH T T
BIRIE T 45mmHg & 8 2 il & T %2 580 Tw
%o YR BRB & FE N S L A8 A e B A L
ThY, —HKM7% CPEEIZATT 5 PH OREE &
ERRBLEEZONL, ZDOEEIORERIC
BWTIEMimME Z ) CPFEEF DO T b e
THBIRE DB WEREFIDEE > T 53R bias
MHDHWHEELRD 5720, FRICEHZELH
HEOHMRLED THEENILETHILLEEZLN
720 7272 LHBRIZHEA & 7o M g BT
I BRES MUESE T 2 1 S OFEFINE & O BEAE BT o
T4 7 £, CPFE |23\ IR EAE DN & I E 41
PHEETHEEESH S, T2 &1k CPFE % it
DIFIRZFE AL D B MUEE & 00 TRET S 5
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Y (Al

CPFE % £ 9 i & MUEFE B L TR O TR E
THY, SEOIED & 5 72 B & I 552

BOTRIEROBS D57 & FHBIR, Bk
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SENH

1. CottinV, et al : Eur Respir J 2005 26c : 586 -593
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il & MLFESE, pulmonary hypertension (PH) 133F
W B IR E ASE B R 25mmHg DL E & | E N,
ETEOGLAMICL Y HOAECELTEAR
LB TH D, HE, FEYRBEOESIZLIY T
BhtE L, REZW, BERAEOEEMEN
EHEoTwh,

—%, FOJERE - HRBIERMWICEE L EZ 2 6
NBH, IHF CTHEN LIS ES Ao 72,
WA, Z2[ R (BN ALK MRI O A H A3
FHENAZRIZOW TR RORE DTS
NZ B, AEIZODVWTIHIFE A ETREN RV,
KHETEILESB L UCHERE - MgiEoER
fEDRRE L, FIEED PHIZBITAFHRBEL L
TOEROMEFZHME L7,

MR EFE

FEBI DT > § 1) — FHE T EI NG EYIRIE 25 mmHg
PLE, BEIIREEAE 2 15SmmHg LT OER. B
SRR, DR, EYE, ORERRIERICR
BEE5ZLEGHOREER > TWBIES, PH
DIRREDAZ E R IED, LEME) % &7z REH-
DEWRERE RO BIERE Lize 2 ba—
LT, LEERFREORE T, RFFEONE
L CHEW:, Fil, EHo—F L7 0EE
RIFREHRE B Z o TR VAR vz,

LR gicx L, O MRI # W THERE
(BRI EEAEER GEERRIEE (=R,
) Y- N—FREER, BEAREER) BLUhA
IR LREKIINES R, A=A (mass
index), BRHiIZE (RVEF)) %&HAIL 7z,

A5 MRI O#Rf5 7
LM MRI D18 1% 1.5-Tesla  Philips
MRI system (Philips Medical Systems, Best, The

Achieva

Netherlands), Master gradients (maximum gradient
amplitude 33 mT/m, maximum slew rate 100 mT/m/
ms)o PRIEDBFMRMIIEGLT, HEIERD THAT
L, five-element cardiac phased-array coil % ff F
PE PO D72 DI KPR D R F % ¥ & ZEIERA
THifT. UlREhz & Gl Rk G, MERE»
B RE I ER £ T OPLFRI O LB TR 2 e
L7zo &K T 12 Wil % SSFP %1% (TR =2.8ms,
TE = 1.4ms, flip angle = 60, acquisition matrix =
192 - 256, field of view =380mm, slice thickness
=10mm, Omm inter-slice gap, 20 phases/cardiac
cycle) L7z

L MRI DRI, + 754 Y CTHilROV 7 + &
f#H (Extended MR Work Space : ver. 2.6.3, Philips
Medical Systems, Amsterdam, The Netherlands)o P
JED b L — 213, By E— FOMEH L CHERR L 720
AEAREE, AOBEIERAWHE L, RHEHE
MR IRAS R 5 AT 4 AL e L7z B TR
KE, HRCRHIE b CHEIRFOEEND AT A
AZBRA L7z BEABER, A OFIZNEIZED,
EORERIR, TRERIZERE A SR L7z,
INSOFHINC XY, HEOIFRIRIMER & U
RHIBEBEFEE SN, —HHHE =IRRIAR
—ERIIAE B L, R =—nntE/
PLERARIAATR - 100% L T L 72 AFE SO W T,
ERCRERZ b L ICHER - AR EERL, &
BaRD7z,
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JEA S B R AF SRR B & B R BT RB s 3
B R A £ B YT % R E W R

WCRT AT

PH B3 OFHME 2 % & OWEH RA 5 KD
7ZIEEAE L L 720 PHIEGITIXALRIBED
FHRFURTF L LTCORFEEN T T <4 Y —Hl
# (log rank test) B & T Cox [BINY— FETF
WTHES L7ze & 2 TTROFMEEERRNEL
TOMEZ A7z, BRIRICEILIZ 1. PHIZX 55
T, 2. PHEALICK B AR, 3. ZRTOX7/ —
VHREHEREOEA, OwThh %z Lz
&kl

w R

2009 4E 12 HA 5 2013 4 4 H £ T B IZH A
ANFEME R G 72 L 72 PH AER] 68 iE B % Meat ) 5t
EL7: (54 =160 18 31% (46%), 1'# 2
%4 (3%), 28 0% (0%), 38 1% (16%), 4
H214 B1%), S 3% (5%), FHMENRE
36 (30-44) mmHg). Fih, Hhlk Lo~y FL
TAEEE S3AbERE Lz,

FERRE - Bt CTid, BEHZE (h=21)

LWL, PHIES (n=50) TikHRAkB X UH
INERRIREDEME (p<0.01), HEBEREIEED S
H) - N—FEREBEMEME (p<0.01), BEER
EIERIIEEZ 572 (p<0.01) (1o

FERETIIPHE =53 2EEHE =
53) X 0 AEPRKMAERIEH & 4 = BE mass
index 23 (p<<0.01), FAEER = I IKAE 2 - 7= (p
<0.01) (3&2)

FHRAEFOMETTIE, B2 Elog rank test T WHO
PR/ 4H ur DL, BNP &, (L FEEIFE, RVEFR
DIET, R RABFBEOEME, RA Y F—N—%
BEEBROKEIEE 2 FHRTC, SEBMBITT
& WHO FC, fHiE®m/NEMOEME, )W — 13—
BRI B OB TR T 725 720

Cox WLHINY — FEF IR CTIE, BEEEHNT
THAERE, AERNERIER, G5 ¥ ——
BRI E R, KRB =N —FRIEErE
BICHE L7 (R3)o ZEEMATTIZ, WHO B
RESHH, LRR/ANERIEYR, LE V- —FH
BHEIERLTURTFZE 72 (R4)o

R1. BEFE - BEOREE L PHAEF O LK

Healthy controls

Patients with PH

(N=21) (N =50) P value
Maximum volume index (ml/m?) 40 (30-48) 56 (44-70) <0.001
Minimum volume index (ml/m?) 20 (15-25) 30 (23-46) <0.001
Cyclic volume change index (ml/m?) 23+ 8 216 0.170
Reservoir volume index (ml/m?) 134 8+ 4 <0.001
Mid-diastolic expansion index (ml/m?) 24 (1.7-2.8) 1.1 (0-1.8) <0.001
Pre-atrial contraction volume index (ml/m?) 29 (23-36) 49 (37-62) < 0.001
Stroke volume index (ml/m?) 103 166 < 0.001
Conduit volume index (ml/m?2) 117 18+ 11 0.008
Fractional emptying (%) 51+6 41+ 10 <0.001
Ejection fraction (%) 34+ 4 33+9 0.925
F2. LR - BiROREE L PHENO KK
Healthy controls Patients with PH P value
(N=53) (N =353)

End-diastolic volume index (mL/m?) 50+ 12 108 £40 <0.001

End-systolic volume index (ml./m?2) 269 68 = 36 <0.001

Ejection fraction (%) 53+7 38+ 11 < 0.001

Mass index (g/m2)* 19 (17-21) 38 (30-50) <0.001

*controls, n =21 ; PH patients, n = 50
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PHL 25 SFEERF IR E V. s
F3. BREBEEOBKNWENLTE TOFEEE (Cox AINT— FEF NI L 5 BEEMRIT)
Hazard ratio 95% confidence intervals P value
Age 1.01 0.98-1.05 0.3442
Time from PH diagnosis to study entry 1.00 0.98-1.01 0.6229
Administration of new PH specific vasodilator 0.80 0.28-2.15 0.6543
Mean pulmonary artery pressure (mmHg) 1.03 0.98-1.06 0.2139
Mean right atrial pressure (mmHg) 1.03 0.85-1.23 0.7660
Cardiac index (L/min/m?) 0.44 0.15-1.06 0.0673
BNP 1.001 1.000-1.002 0.0373
WHO-FC 453 2.17-10.04 < 0.0001
Pericardial effusion 3.13 1.16-10.11 0.0244
RV end-diastolic volume index (ml/m?) 1.01 1.001-1.02 0.0188
RV mass index (g/m?) 1.04 1.001-1.06 0.0107
RV EF (%) 0.95 0.91-0.99 0.0109
LV end-diastolic volume index(ml/m?) 0.97 0.93-1.01 0.1274
LV mass index (g/m?) 1.00 0.96-1.05 0.9768
LV EF (%) 1.02 0.95-1.10 0.5088
RA maximum volume index (ml/m?) 1.01 0.996-1.02 0.1278
RA minimum volume index (ml/m?) 1.02 1.003-1.03 0.0212
RA reservoir volume index (ml/m?) 0.80 0.67-0.93 0.0023
RA conduit volume index (ml/m?) 1.02 0.98-1.05 0.2904
RA EF (%) 0.94 0.88-0.993 0.0291
LA maximum volume index (ml/m?) 0.97 0.91-1.03 0.3347
LA minimum volume index (ml/m?) 0.98 0.89-1.04 0.6999
LA reservoir volume index (ml/m?) 0.84 0.71-0.98 0.0263
LA conduit volume index (ml/m?) 0.98 0.91-1.06 0.6197
LA EF (%) 1.04 0.97-1.11 0.2629
T4 BHREROBROEMI TOTFTMEE (Cox BBING— FEF ML 5L ERIT)
Hazard ratio 95% confidence intervals P value
BNP 0.9996 0.998 - 1.001 0.9037
WHO-FC 3.7 1.29-12.1 0.0140
Pericardial effusion 1.11 0.19-5.9 0.9037
RV end-diastolic volume index (ml/m?) 1.00 0.98-1.03 0.8429
RV mass index (g/m?) 0.96 0.89-1.02 0.2847
RV EF (%) 1.08 0.99-1.19 0.0891
RA minimum volume index (ml/m?) 1.06 1.001-1.12 0.0451
RA reservoir volume index (ml/m?) 0.74 0.58-0.93 0.0085
RA EF (%) 0.98 091-1.06 0.6655
LA reservoir volume index (ml/m?) 0.91 0.75-1.11 0.3349

%

SR
<

FAIZTTICPHEMNCBII2HES L UAEE
SRE - BREREICRI T AT R R 2 R L T &
7217V AR EFREOMEOBE TSR
BEE72bDT, PHEMTIILE - HGEABED
R, HEEEOKT, GRIGEEOIET % 225
SIRREICEN S MRI Z Fvy, Fomind A2
HZEHB L ETRLEND TOMETH 5,

T#H FRRIEL) PHETE L CRELGER
HEHRIBEINT WS, R TH HEEMHTT
BREEPER LR THRTFHRTZ720%, £E=
BT CIXEBELRET L3540z MEFEN
WKIEAZERT LY BAERT, PThmhafe
D= N—FREOBHVEN - FHTFURT LS5
Z AR ENTz. hEHEREDS PHER OF Tl
WTEdbl liZonTTICHMENRL, 5H&
0 ZEBITORGESLETH Y, 0 ETHREKY
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Right atrial volume and phasic function in pulmonary
hypertension. Int J Cardiol. 2013 Sep 20 ; 168 (1) : 420
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M : Paradoxical motion of the interventricular septum as
a primary mechanism of late gadolinium enhancement at
ventricular insertion points. Int J Cardiol. 2012 Jun 28,;
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) > (PGL2) #HEBRBK TH 5, [FEIEHILH
BYIREN S IEE (PAH) EE OEB)H A GER
RERZ S ET 5V 0, MROFHRESTD SR
BT ICY PAH ORBET VT ZAIIB T
HERINTHAEVY, LArLAERTE, 2o
FUEPE R B IER D 55 D L HOIER S FRE

E2fHL TS, SHROHMIL, REEED
PAH BERIAEGRICRIZTHELZHRT HZ
ETH b,
WREFE

NF 7R b Na 58 (n=35) &L FERIER (n
=44) ORMMAERFFRZ LB L 72, X 512, National
Institute of Health (NIH) L ¥ A MY —T/R S L7z
FHAEFRE B L2, TV THETELT,
NF 7R N NaBAEEHRGH20ug L) =
25) LIEREEROE, 1R T 7 REERN
EIMEAEEE (37 1), B BE S8 il 5 ML i 2B
H (30H) TOWMEEILBIFN 1T - 720

& R

PAH BHE &R TOMMTTIE LR 2 BM 07
RIS FNABEZIRDOONL 2 572 (5- and
10— year survival : 54.6% and 43.2% vs 37.7% and
21.2 %, respectively) (P=0.0896)s L %> L, &
HAENT 70X Nabt (>120ug) & GERHEE
HCTIIMEIFNEBEENH >72 (5~ and 10-year
survival : 64.2% and 48.7% vs 37.7% and 21.2%,
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HETIENHLV YA M) —FHAGERIYVETR
VR DS o 720 F 72, BEBIE PAH BE T
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Pulmonary Arterial Distensibility; Lt PAD=Left
Pulmonary Arterial Distensibility
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