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BRI L DR EIRIE I 38, THET . FimEHK
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L, ENEOHE LY KEL EBlo72, $ 7 EDE
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R TH o7, 740—T v THEDINTG A—%
OHTIE, FHMEIRE L BNP 25 F R TFHIE T &
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H. Safety and efficacy of epoprostenol
therapy in pulmonary veno-occlusive
disease and pulmonary capillary
hemangiomatosis. Circ J. 2012;76:1729-36.
2)Mizoguchi H, Ogawa A, Munemasa M; Mikouchi
H, Ito H; Matsubara H. Refined balloon
pulmonary angioplasty for inoperable
patients with chronic thromboembolic
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Interv. 2012;5:748-55.
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1)Ogawa A, Satoh T, Tamura Y, Matsubara H.
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BEaE L e LG IEE O S EABSHEOBER L FRAE
= W L 1 ) B P
BResriig - R B SRR - A S
TREE
9TIZ 40 AN LD AR EERE (ACHD) 25K FIHFE L. BITHEROHEAL: S, LI {HAKT

SRR S TEREENEIAD ACHD BEOFIFENINRI ) L LTVE, #2T, HRAFEFTMBREIGE
FNFHI BV TR L 72BN ER M OERBSIRIZ 2008 £ 4 A 205 2012 4F 12 B2 TR &7z ACHD B I
55 PAH BEH L ZOMBKRIZIZE L COFELIT o720 BN 139 & 11 & (7.9%) & &I IHBIIR M =
I JEAE (PAH) % &6F L. N 4 % (2. 9%) 2° Eisenmenger FEBEREICE » TV 2 PAH B 2 5 S 2R3 7z <
ACHD-PAH & DR & RIEBHE DGR O IEK L £ 2 bhi,

A. BB/

FeRME (T v >~ M) LR (CHD) X, BBhAR A
EIMERE PAH) 25| 3R TEELRER L EZ 2
bbb, L2LARDS, BERALERELEER
(ACHD) BEHOEELRBFIIRHTH 5, 2007 4
BrE CTOHESE SN BRI T, 45 ACHD £
#1040 TN E S, B4 9000 A CHD BE IS H 4
LTWwal, BEOBHE PR OMEEDIS
NBEARCEY) RIEEE ST AEIR ER L TW
5LEZ2L5%0IE, BRIIRAITENSH LI
W) 2 RSB Y) 2 PRI SNTHRAMEL
7z CHD BE 2BV 2 Mg AR MM & EE (PAH) o
BERISHEN I RDEVDOID Lk, L7z
#55C, ACHD BEIZB T A2HAED PAH REREHK
AREL, HRLEZTREHICEY 2EEE T
LIIEBLEZONS, BE. ACHD EE L ERES
HNEHER EEOEMMAG % BE T 2 KADPAKIET
DRBINTVAY, FRICACHD LY AN —D
FSTHLERADOHL 2, TORRTT, WHEL
ACHD B4t % v 7o YIRIBERBNEIIB W T
ACHD BE 285175 PAH BERICEET 2 FHAAL %
THozke L7z

B. W hE

2008 £ 4 AH 5 2012 4 12 A O AR 1< M4 B8 ACHD
MR ZHRITHBA & 7z ACHD BB 139 &I BT 5
PAHOBBBEEHTFHEL -,

C. W%

PHIABA S N7z ACHD139 &, PAH B 11
% (7.9%) TEEE L LTIX, VD3 4. TGA3 4. ASD2
% . PA-VSD/TOF-PA2 %, ccTGAl &2 TH N, N4 &
(2.9%) % Eisenmenger FEMERECTH D . 4 & 1 &
HIE I A X BB R B HTH h LSt
RIEHEB] O IEHE M (non-restrictive) DK &
i Y FOADOBITH 72, PAHEHEEZ 11 £ZD
9 %, PDE-V FHEH R ERA & \» o 72 PAH I{GEE » 1
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NP HFRG SN FHIEETD o 72, ASD % A5F
U7z PAHSEBIC A LT PAHIGEE 2 V5 Z & T,
oy v MRS AR T T A ICE o IERRE DR
LNTWALS, LB 2 6B LTH ERA # Fw
THBEERB L, 1 HIE9 T2 Amplatzer 7 7 —F
VICXHBASICE Y BEf% PAH o> ba—)uik
MIZH B, BAED ACHD BRI 40 HFAZIKIE
ATWAIENRFRIN, KFHRAELI
PAH/Eisenmenger f&HEZH 7. 9%/2. 9%IIIEH I2E W D
DTH 5B, FHELIZHEIEL 20 AEFIA LTI
BhASIN/ )Wz +oEz o, ER®
RODINA T ZZBD %, ACHD BEDL YA R
) = ZITVIEMEL BFORBILETH 5,

D. 8

2008 4E 4 A5 2012 4E 12 A 57 2~ B MICHH
IHBA S 72 ACHD BB 139 &2 & A PAHEH 1T,
11 %(7.9%) LIEFICERTH o /2,11 HHZ LT,
SIEFIAS PAH (GHEEFER S TH o722 &3, ACHD
HIkD PAH BETHIBRNTH L7200 +45
ENTVRPo7T ENEZLNLN, 4 &H
Eisenmenger SEMEEE T & PAHIAEE OSSN
TWhWI E#ERBT5H L, ACHD H3km PAH ik
BIREBEAS Lo LIBBEN TRV DL
bEZONL, PAHIZ, OV T 7 NV—TT LG
BRI PD LT oRL 505, ERWREEHI
B3 PAH \ZHE L A, ACHD-PAH IZXFLTH Lo
DE L7-BREERELZRITITELLENH S,

E. &%

ACHD-PAH BE DREF SOV IZBHE TH 575,
FD7=DITIEAF D ACHD BE O BZE R DIBEBHI Y,
ECThb,
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BERTHLL LIIiRIMEEDR R 2 EFIBRMADORR L FRAZE
—OIUNREE B D Bifi &5 1 FESE B FIHL R B E DR EIRA B & NP Rld—
—QBERMEEE 0T 2 IEAE R O SN EEZRE G B 5 A E—

WE7esriHE | BTEL GAKER N KRFRZEREFZMZERERGNRSE B

MRAER

FiSMEER, S 8F SRBR - BERBEICO L DERETIMO CFRABDERHETH S, MEMFT
. MSNMEEEMBRCERESLREDREL TV A, —F, MG L, BEERBX L&Y, MEnhEEY E
Fi& 3 HEMPMRIAR L TW5S, AFFETIR, UINKFIZBT A MiEMEEREDOERTES X ERE
BH T 2 HADEETDH 5SS MEREDESFIEE oW THRET L7z,

1) FR23FEEL Y, bbb UNKFERSZNENT, S MEEEMI R BR L 72, PR 24 F£5E, L4
FEHERE LT\ 2 BZEOMBIMESR D Dana point FHHICD L OWTHET 2 L o7z EHZZEEIIO &
T, FBRPEM & MEAE (Groupl) 31 44, MEM 235 B 4E O Mid UL IE (Group3) 3 . 8 1A il L A ZE 4 14 il 55 1.
JESE (Groupd) 16 %4, Z DA (Group5)1 B TH o720 ZD 1 EDFRTHIE, PRI F R o fifi & I EfE B E D
1&THo720
2) BEAMER TH LAMSMTEREIL. RSO I I— Gl TH L, FVERTH L DERREEZNA
HIEHRZEL . LT a—IZ X B5HlD TH & TV, 22T, BAEAUMHBEX D.0x a2 — B & E %%t
812, MiSMEREDRH % Esd 5 BH T 4 [0 Dana point 12d & D ERSHIICMBEZEL, Loa—
HEC L AMESMEREREMIC SN L) R ED LS LAPRAE L, 7TV — MABOKER, FVERTH
AHEMERE OBEEHICL ), O I —F IS MEEFMOLER * BB S 2 P HL 2RI -
f:o

A. BEE/ C. W%

1) JuN#bJ5 ¢k, MimsiERE % B L 3 5 EMR 1) EEIZZEE L 51 £ T, BBHARIEM & e E
BRI ELTWA, FRH23ERLY, UMK (Groupl)31 % . MWk 233 BICHE D M & M & i
AN T, MSmEEREMNRERFZ L, (Group3)3 % . 184 Bt i 4 £ &M I & I A
CO1EMIZBITA2EMNRICERL TWDLEE (Group4)16 %&. # Dl (Groupd)l & TH o720 =

DEBHOSEERALCPIZTAI LB ET 5, D 1 FEDOFRCHNL, W 255 8 B E O i & T e
BED1IZTHoTz0 BDTH, Groupl DHTDH

)M MEFERFVERTH L0, Mz BRE19BE—FSL L, R TEEMEERE
BV TR EEREEEORMIKAEL, Lz B MLESE 16 %A% 225720

— X BFML TRV A v, F2T, K4

UK O g —F R & B AR, s 2) INFCHisBMESREWE LR— MIGERLTE
L FE g D FR ﬂ%mbéﬁ%f@%A%AﬁLib 7227 % (53R WA, 7 % (17%) 2SF 72258 A
IO —Fh 1 & B B L AR I SR RS D I otz b HE Lz, MidEDFFMER &
STDRETHILZAMET S, LT, 16 £ (34%) 3 =5 Hi R 8= & T REHIREE

DHRTH o795, KHEEBME 28 % (60%) HH
ARG A T B T T2 & D RE 2 A B 5D

B. BIEAE: THEI)C oz AIE L7z, A UHEREETIZRE
1) LN KRR AR E MR FERK 234 4 B 1 LTH LRI S5 LTV 72 12 % (30%) (2N & .
H»5¥R 24 4 3 ARDET & 0 #bedo 51 o 12 % (30%) HSFH 7 EHMET A L D ko - e A
BEIZOWTEE L, L7z

2) fEEEIE. FR2UEIA»S 12 AOB. W&

M AERED R EBIC 4 HEAfE I (2 FEHTEF8 ED D. 2%

FE), FEMEICLERL LT I-HENICL S 1) 4R O#HETT, Groupl & Groupd % H.MZE

EFRETHREINS, F30E1E, 2EE ESmML LTWwaZ &#%%#k&otmew2@E¢T
TolnTa—H A3 B RICT ¥ r— MRERAT S MESMEREIR 0 ZTHo7 BHELT
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27



o Tho7z, MFRIZ, BRMEICHE L TIEAK
R GEREBFEMIR, BEMRICEL CIE—NH
DIERZF. BER IV — 7, HREFEEIZOWT
IR 23R, & BRI T I ML fE B E A EL
SNTZREOBEL o T,

2) T~ MRALOKE, HVEETHHMEM
FEEDHBIFENC L 0, Lz o — 5 & I E
SERH DV B % R S/ Z EDHL N RITR

@ f:o

E. &%

1) JUMKRFERZFNEDBIRE L T\ A Bl MLESE
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DTHAZEFHLN I o7, 5BI%. BEE
NI TR L TV AIISMEENES,. BL U
B O & MTFFEERE oW TOAIERN L EE Y
ZTHA9,

2) BiEMERE DD R IZEHIBIZB VT,
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Eiiah 3 SIoBEREBUT, FEEES
ERICHVERTH DS MEEDRH S NS &
I LEBHEE T T DLEND S,
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1) Abe K. Do electrocardiography scores
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hypertension? Intern Med.
2012;51(17) :2261-2. 2012.

2)Alzoubi A, Toba M, Abe K, 0’Neill KD,
Rocic P, Fagan KA, McMurtry IF, Oka M.
Dehydroepiandrosterone Restores Right
Ventricular Structure and Function in Rats
with Severe Pulmonary Arterial
Hypertension. Am ] Physiol Heart Circ
Physiol. 2013 In press.

2. FRRK
1) 2012 American Thoracic Society
International Conference (May 18-23, 2012,
San Franscisco, USA)
Abe K., NagaoM, HirookaY, KishiT., Yonezawa
M, Higo T, Ide T, and Sunagawa K. Cardiac
Sympathetic Activity evaluated by '2I-MIBG
Myocardial Scintigraphy in Patients with
Right Ventricular Dysfunction Associated
with Pulmonary Arterial Hypertension
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2)9™ Scientific Symposium (July 7-8, 2012,
Tokyo, Japan)

Abe K. Treatment with Bosentan Improved
Pulmonary Hypertension in a Patient with
Idiopathic Interstitial Pneumonia

3) % 33 M HAERHBESRRE
#7H2H)

FIER BAKER. B R, R iR I B
— . Todine-123-Metaiodobenzylguanidine
(MIBG) Lo > > F 2775 7 1 % B 72 i Bk P A
& I FESE B D4 B O R RAN G E) O M

(#HA, 2012

4) % 60 B H ALBRFERRS (@R, 201249
A15H)

FTER  BAKER, &R RRE, K&
R, B IR, B BT
Ao BB OMRI 02 & B =5 ofF o A 19 8 B B
(TAPSE) {3 fifi w3 IfiL FE A 8 38 D A5 U AR BERTAT 12
HT®%

BA. RE

5) % 77 B H A& REF
A 15-17 H)

Abe K, Hirooka Y, Oka M, McMurtry IF, Sunagawa
K. Vasoconstriction is an important
therapeutic target 1in severe pulmonary
arterial hypertension.

s (WEiE, 201343

6)Kunita M, Abe K, Hirooka Y, Hirano K,
Sunagawa K. A new endothelin receptor
antagonist macitenta is a potent vasodilator
in intrapulmonary arteries in rats with
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7)Kuwabara Y, Abe K, Hirano M, Hirooka Y,
Hirano K, Sunagawa K. chronic
administration of proteinase-activated
receptor 1 (PAR-1) antagonist attenuated
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H
OfF
g

— H A NN 593 B8 22 T B I 14 v 0L T 8 D RRPRAFRE & P8 IS BE 5 A W E—
WoesfHE @ 4% LR BESIRFERFIAE fEHdx
W 1 & BH EE BRERIRFEFSIAER fHEDE

WMEER

AARANOBEREEMBRMEM S ERE (PAH-CTD) EZ OB, T, FHRTFIRTFZHECIT S
TERBRE Lz 1970 45 1990 £ X UF 2000 55 2009 FICEERAKEFRE X2 L-BERR
ZT, BLAT—FIVREICT PAH 2SS SN 70 Bl & Lz, BEER, MITEIRE, BE., &
IREBENICALL, PRTFIRTE L VURBEGTROBNI 21T o720 &FIHT, BIRZIIIBEATES
A MCTD), &5t 7= F—F X (SLE) 7F 43%, 20%& %o 75, — 5 TR sE (SSc) i3 19% & 48
BiRE L, By 100IEREY = — 7L VEERE (SS) THho/zo HEIKTIIPL UIRNP HLfkas 61%&
BAE Mol AR THREMEIE LA 2 A, PAHREEEIZIMCID & SLE 25301 TdH b, SSc & FH
PSS 13 50 fLTH - 720 ETHMAIE MCTD & SLE TidHt UIRNP Hifk#% < . SSc Tlddit > b 1 X 7 HilkH%
» 572, PAH 2D MATENRE L 4 BECEBR S N d o7z, BREAEFERE 1990 £ LT 30 1 & 2000 4 L4
& 40 BITHEIL/2E 25, 2000 ELNEDBEED F THELRUENR Nz, FHRFAURTFOBIFEIT- 7
& Z A, PAH ZWrHEo WHO HERE 4 111 BE/IV A FHRABRETTH Y . PAHIGEEOHERPTREGFORTF
LTI S R7, SSe AY T0%LLEE E©. Bty O ATHAESZWE W) kOFEL B, AEXA
PAH-CTD T3 &4 L, MCTD - SLE, #T UIRNP FURBR B DO A E W & v ) SRS & iz, PAHEHESEI
EGFHREYNE LY, BPHOAFRIKRE LTHI TRV, EHRLFHUEBDDIIZ. BHEADF
BICEDLELAZ ) -y T READ S O PAHIGEREICL ANADEELEEZ bz,

A. BFEERY
WiBhIR MR ML (PAH) 3BEJ% (CTD) sildenafil SMFH I 2 5720 LA L, THE
BT SBOTTHRARDKETH L. KOOI o) pAH BHEIHRITRIC 2> Th b, BAA
F— MFEIZ L B & ARERBORF I H MR PAH-CTD BEZOEFERSKEIN L) F—
RESS)TH V) | ik b HEDOFHVHLIEIH Fix7r 0,
Y PaATHAELRE SN TWE—HRIE T, ABFZECld. BRI TREDE ML HES
1980 FACICEAA R AR S HBRIIZIEIC X 2BV, PAH-CTD * e S - BZ O
LEMRABMECTON, REMEHEMET R 26 T%. B L OTHREE BT 5 PAH
(MCTD) &#T UIRNP HifE0 i b HHHETH 5 BEEDNERICOVTBEE L7,
LEESIN, LA L, FAETIE PAH OZHT
WHODA T — T VIREZLE LT, EORER B. BfgehiE
BUE MM EALD), M BERRE ) S0 1 w4

EEZRIL T Lhozn, BEA B 35 3K SR B 0 il 88 T FE A 38 P43 T

PAH-CTD E& D EM 2 FHICOW TR E L 1970 4E2° & 1990 4E D [I- PAH-CTD & SHF &1
THLA TRV, 72 30 Bl & . 2000 £ 5 2009 EDEICTW S
% 72, PAH-CTD EZ D F#%IZDWTid, 2000 4F 72 40 Bl g U72o PAH OBHIE. HLAF
LIBT3 TAREB T, SSe 1249 PAH BED 1 — 7 VIR LB EIRE 25mmHg Ll

FEFRIL BRIBELDP o7 —J7, 2O 10 Aol EMERARE 15mmHg LT 272 L,
FTTOASH A7) YFFEE, TP Y% Rigrs BEOMEWMES (%EHHNEE
BHERRE, AAFTIATIT—E-5MERLY  (%FVC) <70%). MMBEREIC &5 b O xR
-7z PAH B EN L MEYRE (PAH HHFE) »° L7

BRI CHATREIC R o720 TDRER. SSe & CTD OZHEIZOWTIZ. 2 EMTY F< h—F
FHET5PAH-CTD B& 2% & L72WfZE T, Z (SLE). SSc lXKEY < F 4055,
LARAEAFERAT 80%LL LI CUE L AL HMESNT  MCTD 34l & o8k BRMES 2 — 7Ly
Wb, AT, 1999 4 LIFEIC beraprost & FEMERE (SS) VIKE & RN DT ETHIEIZHE - 72,
eopprostenol %, 2005 LI bosentan &
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2. ERIRIER

ETORBEZIIBVT, PAH OB W& CTREE,
TR, MERR., Alh T — T VIREFR®
THRERTDEGSLIVIEL., DoERPOE
TR T — & R— R TR L7z, IS
FEE. B, BEW®, L1/ —JEIR, ILD, L EH®
B8, BREE, WHO HReEO3H. MATENRE %
L7, ILD i X i CHEXEELLDH »
DUFVC<T0% & L7z LERIFE 1T LTI —THE
BMLEEXBRREE Lz, BEEEIA 70—
YELIIBERTBW SN RREBRE LT,

PAH {4 # # (beraprost . epoprostenol .
bosentan. sildenafi) R HRFEIHIEE(T L =
O Y 0.5mgkg Db 3B X ¥ azathioprine .
cyclophosphamide. mycophenolate mofetil) % &
0, PAH X352 TOHRBEDRERL 720

3. HOHE

PAH ZWiks, &EE2SIMELZHRML, -20C
THAERG Lz, BOHHERO 70 7 7 £ VIdH#E
WP, —EREILENE. RERENEE.
RNA S b % F v ORES L7z,

4. FREtFE R

HEHRAEIZIE Mann-Whiteny U test . &3
ERIIE A ZFREET AV THE L2, 2x4 53
HERTIE., 2ROUBRETEE (P<0.05) %%
Ben7 T ORBICHW:, EFEROBITIZIX
Kaplan-Meier % H Vv, 2 HEOLBIZIX
Log-rank test # i\ 72, PAH 2#i2H, 1, 3.
5 FEHRDFET ) A 7 IZHGT 5 ERRE T OBTIC
3, Cox HBINY— FEFNVZ Rz, BEER
Pl SNARF I EEEMITICH W2, HET
FRHTICIE SPSS ver17.0 DY 7 by = TR EHL
720

(fHERTE ~DELRE)

AFEIIFNHHEZEE S TERREATH S, &
BEANCH L THIRARZHAL, XFEICLLH
ErRoTWwW5,

C. et
1. ERRAFE

FERZ B id MCTD »°%% T 43%., kKW T
SLE29%. SSc19%. JEZ1% SS 45 10%Td - 72,
H PR Tiddt UIRNP Hifk28 61% & &% T, R
VWCHL SS-A ik S 54% Th o 72, —F. Pt~
b X 7 PRI 16%ICBE R o7,

PAH Z Wi, 69%%% WHO ¥R I EE 7213
IVETH ), PEEL FICMTHESE/LL TV
720 56%DEE T PAH HHEEN 1 HILL LIRS &
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. 41%13 S SIEMPEA SR Tz, R
ki3, PAH BRI T 37%IAThh Tz,

EBE % 1990 F£LART DR (historical group)
& 2000 4E L&D (recent group) i24F T, PAH
ZHTREOBRREFH LR L2 2 A, BNMEED
SEEE. fEKG. ILD O¥EEEDS recent group TL ) %
VA —BHE0EEIX L DV E» -7, PAHZ
WrEF D MATEIAE 1L, recent group D HHETF LT
Wioo Z LT, PAHIGEREI 1812 BRnTE&To
recent group D EFIZH G I T 7278,
historical group MEFIZIZHFKG I N TV Ao
PASS

2. BRI L OEERIEH O LB

4R THRREM T kL2 & 25, PAH R
X MCTD & SLE 2530 X T& Y. SSc &
B SS 1 50 K TH o 72 HEHMAEIZDOWTIE,
L UIRNP ¥ifki3 MCTD & SLE 124 < .PT SS-A
PLikid SSc Ak < 3EBILL RN, it v
ka2 X 7HRIE SSe TE Ao 72, PAH ZHED
MATEIREIZ 4 BECTEIIR O h o7z,

3. HEfFsE

REEALEE L 1990 4 LLET 30 & 2000 LA
FED 40 BITHEIL 72 & 2 A, 2000 FELAEOED
FNHEICEEL TV (P =0.003) (34EATF
R 26%3x} 76%. P <0.001), R IZ4E T PAH i
EELTBY, BAEMNICIE PAH 7Y —¥, AL
e, RERICE BRRIETH o7z, 14E, 34,
5 AL, historical group Tl 73%., 22%.
22%T&H > 72D IZxF L recent group TlE.87%.
76%. 53%TdH o7z, FPERBIT L 5 EFRITHK
HFENLEEEIRO SN LD 57295, recent
group IZBWTIL, SSc id SSc PAt & b & AFF=R
MEWERIZH -7 (P=0.08),

4. FHTHUE OB

PAH ZWitED 1, 3. 5 EROTFHIEF = HiH
T 572012, 9 PAH 2 OBRE/CIEE
NEDPOEREHREL., BEERITYTo 7 &
¥, WHO f#%#E08 I BE/IV X 1, 3, 54RO
FEC L BAE L, PAH IGEEDFERIIER L IEDH
BERL. ROT, DA EDET RH MK
POLEFAIT I EROETEEEL, ILD 0461
3EBDTLHE L, EEEALHCHAR
FHRFHURFICE 2L o7,

BRI ORI FNICEEE A AT
DWTIIEEERBITICH, BT AL
7-HF oMM 24T o 720 WHO #aES 38 111 BV
BIX3ER 5 ERORTOTFHRTFTH o7 (P
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