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b, 77 7E# (R oRfTeBmCHLE L2700, B
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ZFmIiziTbh e oz,
ARVCOFIIZ 4 BRIy 6 had . E1IEh
EOWHL DL BEMREN L, LEEFERD 2w
A OB, B2 MR AEOREFNEEI RS
FIZH D, CEEAEIRIC L AIEREZRD ], 5
SMIZEREOUEROENEIL THEORELAEY
HLBD, EEREEER-NTOAEE, E4Hi3k
ZOBEAELEHL, W OAEE2 ETHETHS.
FIEGNL, GREROBEMRELLDOLLODDOBETDH
D, LEUEARIIROBBRENZDON TRV
B, WHELTEE | ~2MopiicN#ETsLE2
bEhb.
Corrado 5 (1,

1979970 5 1998 D IZ 2% L 72
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BEKRMOEEE273G D ) b, AFTOLERIGEHFA
HY, FHIZLE > TARVCEZI S N731B1IZ D20\,
LERPTRE 2RI ZIZE L TRFL TS
Vi~V3a%E Clate R HEIET S I mmbl EOST |
ABI#ST hA# L E#L, ST LA (1200 ESTIEHR
Q9B DM THE L TV 5. STJ:%l#liSTIE"%‘ﬁ
EHARTIREEEE IS < (83% vs 26%),

R IAEREMIZZEILT B 2 A% (83% vs 0%)
SR LEHIDOREBNS (33% vs 0%) 2L &R
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7=, ICDOLEER) — M2 LEphRICHE L
7. kY (RS, R—=3 v 7l KD
(20 ) TOBRMENCE L T, $FIZRBIL AR 7.
ARVC®D X 5 % #ATHOK BT, ERY — FORE
B L FEANCHT L CBLENHLLEZD.

ICDHE Z A& %, HVEEZEBLIN, 0L A
ICDIZ 1 ELEBIL Tuwiev., 4%, £ k) 2K
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ventricular cardiomyopathy and sudden death
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of genetic analysis in the management of
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2007 ; 50 . 1813-1821
3) Brugada P, Brugada ] : Right bundle branch
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electrocardiographic syndrome. J Am Coll
Cardiol 1992 ; 20 - 1391-1396
4) Corrado D, Basso C. Buja Gi, et al : Right
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people. Circulation 2001 5 103 © 710-717
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OE R EE | BE PAH OREGHEEER 2

R E b BA A 14 firh =5 [0 A OD B P #2588

e HWU-FRABEEY-MRZEEY-H OB
HEEEY RHFEY EEAEY- Sy s mY
HA i -2 E2e? mmE 200 BY

2 C &I

fiti 8 AR 14 i /& 1 EE (PAH) (3E T 0 BLY)
N FRERE T 205, HEEHIRT 22 Lic k
DIERZBNCESL 2 &, BEBEMIEOAD
% (EELT 2 T CTHERNS 2 &, YEBDHR
HMESRLTEL BCRRINENS & L DM
WKL DEEML THroHRINE M
%, BILDIRERDMESIC LD 2D L ) fE
BlD2/313LANCRIG L THEER R L, FIEH
SSEL EIZEFET 5, —7, BAE D& mE
RERRZ R EICL 2 TADDED, DXk
BENEDOREETT 200 % L OERKE,
FRICETAIRIFTZIZEAERINATLR L,
A ETIZ, PAH O EREE % ¥ O MiTEHRET
SEL, Z0ROZAEZBEL -,

1 W& - FHik

19994F4 H X D 20094E 12 A & T2 BHHE K%
RBETEER 2R R (199944 A X © 200943 A),
b BV IFHMKFELEBIGEER 28 N FH2009 4 4
A5 612 B) (< ABE U 7= BBl ik i 5 o FEAE 92
BlextRe L, RAEERIC X 2 NFRII R RN
5581, BERM: 26051, Eisenmenger fiEfEEE 11 41
ThHol MERELA T —TIVEERELD,
PAH % 3#¥ (BAE 9@ AR © mPA 25 mmHg
B35 mmHg LLF, $%4E : mPA 36 mmHg LA

£50 mmHg AT, &EE : mPA 51 mmHg L |)
WO LT, DO TREBICHEITL-ALD T —
TIVEERATR & bbb L 7,

2 # F

HIEl A 7 — 7 VR D BIE 5y L, BIE,
FIE, BAEDNAIC, FFMETIZ4%, 13%, 83%,
BIRHMETIE8%, 58%, 35%, Eisenmenger jif
R TIZ0%, 45%, 55% TdH - 72, follow-up
BOEIZ, FrRM T3 4.5 £ 23FEHIC, BIE
BRI Z DX X, PHEIERFIT 13% D HIERICOER

(N)
50
45+
40
35
30F [] 25~35mmHg
g o5 | [ 36~50 mmHg
1~mmH
20} B 51~mmHg
0,
&l 43%
01 o5y I
5T 100% oo .
(0% e | |21%|
25~35 36~50 51~ (mmHg)
mPA

1 S5 A B ARG & M AE D438

Toru Satoh, et al. : Clinical course of mild pulmonary arterial hypertension

DA B 2 3G R 58 A Y
Pkt

P B R R I A BB R

S EpRtE AL E R A = G R
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(A)
50
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35
N 30 - [ 25~35mmHg
% o5t (] 36~50 mmHg
a6 B 51~mmHg
13%
15+ :
10+ g 3%
51 100% |539%| [|44%)|22%
| L 1)
25~35 36~50 51~ (mmHg)
mPA

2 BRAER S M EEDZER

L, 87T% XA ENBIER~LHEL 2(R1),
ERERETIE36% 13 Z DX £, 64%DSFHIED 5
WISIRIEREN L L E L -, BIEFREETIX38
22 DB ER ICRRE L IZIZRAKOE
Z#H1-(R2), Eisenmenger it &R TIE3.8 £
29 I, PEIED 40% 13 E L, 60% 13K
#L7-(H3), EAEHEDS3WITHIED £ £ T,
17% 3P EGEH 2 W IZEERRICE L 72,

P

(A)

45|
40
35:
30 [J 25~35mmHg

% 251 [J 36~50 mmHg

51~mmH
-l A g

15

5 140%]

25~35 36~50 51~ (mmHg)
mPA

3 Eisenmenger SE&R#FHDFEE

17%

3 % %=

BIEwmEMmESMERE I XD BAETAHD
o Tl FFM, B X CRBERED S
MERETIF L) BEMIEREELES,
Eisenmenger fEMERETH X D AR CHEBRE
D@ o 1208, FeFlE, BEWEME L i 5 &
WEEIZE -7,

1422 Therapeutic Research wvol. 31 no. 10 2010
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HEART's
Selection

fhESmEED /B Z
RVIRDOT

TH : £ BEMKFEFBREIREAR)

1999 FIIANZ 7O b, 1999FICIRTAORF /-
(EPO)DTEEHFGAF I E AN BATERAI & N, AhEHARME
Bt M /ESE (pulmonary arterial hypertension ; PAH) D&
BRREVWEOEBRLISERTEDAL. ThETIE, 20D
RANBRFERTILLEL DY, BEICEI-STE
AERHDINE, BIEILDAES L ThEMIFTE
ENTERLICE ST

BINEPORBAETHPAHDORENBEEEVL ST
W, EPOREHINTETE, EFEDBLALERB(LELES
BEPHDE, BBEEHT —TIVREE, M/MRED, 2
TV IIROEHEE R FEEBILS L IMBREELDS
h, 4551 B 8h Bk M4 B = ML £ 7E (idiopathic pulmonary
arterial hypertension ; IPAH) D 5 F4 7L %70~80%
ICEEESETVWS, HBAAEPOBIRFIDIPAHD 5 F
EERIZ0OBREIET, cht 2 BULEICERLL. EPO
$70X%2%7 77 1 (prostaglandin ; PG) REH| T
CycAMP % 18NN & ¥ TMEHIRIEAERIET 2, T D&,
cycGMP D2 % #1#I L TNO D MEHARFA £ 1854 S €
B5VIVTF T4 EDNOIWOMEEE TIE20025F & ¢) &S
S CIEREIAYD, 2008 FICIFRBREIC & & > 7. 20055
ICIEMEBEAZ DS S hiEh s ENHEERDH 51
Ke > DREHEERERt 208080, 3 RED
ERFEEE T 2SN PAHBEREE L UEHASNSIC
Wtz YILTFF 740, FEe220d, EPODRER
EHEL, ChOoOERITRIICKSE I TZHEMND
H'), PAHEEAER S/ S5IC&EATE, BAPG
SETHEBHOEANTTOXN, YT T ILORR
BB 2L F 740, T2 Kt o IEEADERER
B7LTVE 2 PBAIER, YT FT 4, K
TR DORAEHOI ENEIFEINS. 51, cycAMP
EREESEAHNZXLTHEME € BNS304, cycGMP 2B
P TUF T T DIED, F 4 OF LW EREFE
BOPAHABEET, M/MREBAFEOMERERIEERTF & HE
THIMBEATF I HRAEARP T, PAHDREDR
£HD 1 ERRE EFBRIEEMEZFED T LN B.

L Vol.42 No.11(2010)
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N PN

TURY T TV 74 ¥/ Ty FeY Y cycGMPE I

TH B S
cyc AMP 1 S R PDEME® | GCHIME PROTIHEE

OIS

1998 NZ77aA b

1999 IRTORAF /=
2000
2001
2002
2003
2004
2005 Ky
2006
2007 ERFERI~NS 70X b
2008 YIWVFEFT AN
2009

2010 (NS301) AR ¥Y5 740 (MATT7T7—1b) (£ =F=7)
(Y992 xEr7 )

PDE : PhosphoDiEsterase, GC : GuanirateCyclase, PDGF : Platelet-Derived Growth Factor
() IxiRERS

1404 LM% Vol.42 No.11(2010)
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5 BBRMAS T (PAH)

1. W& EAE O BEE & EF

e Bk L

fEMmERE (PH) Z28RFE—DEXHFTEELLSEDBET, 1973 F£&LY 20104
FTILAODHEHRSENVREINT LD, 2008 EDFFHRA4 2 b EETEYMENIRE
25mmHg LA EIZ PH, 21mmHg #*'5 24mmHg F TI3ERE PH EEZShi-, 1998
FOHFSHL BABRNUMFBRINZNICSESH, 98 1 IMHEBROMENIRN B E L,
SH2IIELRHEBEHN, SRIIMHEET, PEAIKOIHENRICME - FIEH'T
EDE0, 7S IEHA, EBERBICKDEDEES N, BERFI 272 FIDRSIT 2/3 HF
MENARME, 20%A'MmieERYE, HEUAMMRBICKDEDTHY, 30 %K, 50 HKICF
REBOIERLDY, EENICKENSZH O,

TTHMEI R, B2EIFX 1998 FIZTFTADL
bR R L7, B3EE2003F A XY TDY ==
C3E ] FEEREEMEILEE (PPH) oRBYIOHK A, #E4ENE 2008 FIZKEDOXFHA > Tt

GE H SN R A Y @ Ernst von Romberg (2 tEmMHEI N TV S

S TREANTVS, DIiRICERE %3RO T IHE o ® =

BaSROPE, NEOREZFHREL LT, '

o 1951 K ET 39 Hl A EE L THIE S 1973 FFDMHAESFH BT, GLHIT—TIL

i, M TH LN EEMEIARE (mPA) 25mmHg DL
SOHOBBBQIAMSECAL L, FH 100 EMMEMEE (PH) &340/, 243 2008 4E

VD2 NRIBEINTELD, 1965 DA FREA VMERESHETHHRI N, B2

E=TySTREBRPI LA LA, JAUEMEmY #Lick)aEREL THERINIY, [

WD LA & e BRI aminorex fumarate T3 mPA 20mmHg £ TIXIEHE & 34, mPA 21

22550 T, 1970 FRUCAELELINE E  mmHg» 5 mPA 24mmHg  TIRIERE & h

TEDEOVBERERR L, 1990 FRUCIEKR o, o, EEBIKICA T — T ILHRE T mPA Y

K 7T UATHRBENERL, ChEFRILCAR 30mmHg #H2 5L PHESIMATELL, +ok

2Ch 5 fenfluramine HEET, 1997 #ic T EFUAHLOVEDOBMBT, SEITEE)IEO (I

BEVPLEI N, REEICEDLEOLI LB,

SHOEREL TR, 1973 FIC3—0 vy 8T

3 4y
#=0 (World Health Organization) E#DH 1 R
SESMTEIEAY T P LY ADNAAL ADY 1 54— 1998 FD 7 > TOH 2R EHRL Y,

- KRR TRBNE - 2 (8L - LB
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— EE - HERMERSMEE (PAH) —
%1 WEOEEOMFTHEICLSES
2008 ED X FFA ¥ MERBIHTEHLN T — T VR TH 5 N FNTEIRE
25mmHg BA_EASHi & ILE D52 # & S hre
B MiFEReC & 228 | Y
CmEmEE | 25mmHg < FEMBIE

Bl EAM L I"Hirhmﬂﬂﬂ_f“ 25mmHg = ikt
RN L S 15mmHg

1. PAH

3. Wi &5 PH

4. IR PH

5. FREAWS 5\ @K
___________ PEBOPH

1% 7 A0 000 14 Pl 7 I A 25mmHg < 5 Jifi B ik 2. ElESRICLS PH
15mmHg < Hili B AR LA

passive TPG < 12mmHg
reactive 12mmHg = TPG
TPG = fifi iRk - — Nl B AR LA T
PAH : ffi @hHR.E Ml UL RE, PH Wil i £ 5 (CHk 1 &9 &E)

®2 MEMEEDS R
ZFRA 2 MH 2008 TEATEMEEHS DICHT 5Nl

L. SR HE A 5 L FESE (PAH) 3. RIS & O/ & Fo (3 ER FE AE (= B S N 75 L
1)%%U%ﬁ%ﬁmmMFrlwm I 4
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TAPSE : =L #F#INMBIAZEIER, FAC  EAZ(LR, RVEF  AEELE, MPIIDENT x — 7> 24E1R

J£IETIE, RVEDAMLAL, A-OHEREREEAETT
45 ERVESALILKL, RVFACIZIE T3 4. ASE
A KNTA Y TOEFEMEIZI9 (35~63)%T,
RVFAC <35 %3G ZBIMEREEK T L Z 2 6Nb 7.
F 72, JAMP StudylZ L 5 HARADEFE L, B
44+ 13%, 46 11% EMEZINT WS,

@ RVEFIX, HEOREMF#ICL Y 2D LT
j—’C‘OJfT‘EH‘J’C‘ SIEFEISRD 5N, 3D LT T

& BEHlAHELE S I, 3D I —RVEFH®D YV

DId—

2.34 cm
322 ms

<. Dist
Time

Slope - 7.28 cmis
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ExaE (95% Cl)
23 (16 ~ 30)
49 (35 ~ 63)
58 (44 ~71)
57 (44 ~ 69)
15 (10~19)
10 (6~14)
29 (20 ~ 38)

1.54 (0.85 ~ 2.23)
0.28 (0.15~0.40)
0.39 (0.24 ~ 0.55)

(3Z#k3) & ) 5| )

7 b7 = 7 (4D RV-Function, TomTecft, Munich,
Germany) (2L W EHE NS (H8). 3D.La—T
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