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10. MiBMEEICEH T 2EMRE

3) fbivEs i ERE 12 & 0F 9 5 I s

[ Jurrwrc

S mERE I, FEIROEESMEIRO MEEL LR PHEOALITDUNLEHITRETH
B0, MENIRE EF BN INE OEEICBEE T 50 Y, LERBKIEBE, LEPRRIEE,
BIRERFESICNT AFWEENELIINS T TE, IhoD0BFRIAEOALEENIRES
LT, AT LT WY, RTaxF ) —Jb, YIF+7 40, FErs v E0K
FUIAIER 2 E, MOEENABVSE 2241080, 0BT THEGBOU S T &1L
D BEERS £ EFRREER S,

RS MEEERFR S BEIL > TEGEER BRI THETH 5, HiRP, EEHICR
OREDFKIET S U A7 0N L, FEYVRPPLHREROERIENTE S h T 5 59 ik
WBEE LS IMERE 1T X ST 20 ~ 60% EHAE S N T B B0, IR O i & 1 FERE OO
RO FHRFIMEBIRED EF 22, BF U7 LFRERTFF BNP) o EF*®, AE
TREDRIHESN TS, FHEXBOTEHFRNOMESMEEOBCHRECHMB LS ®Y,
Elliot % I3BFEOME ME TFHMEIRE S 40 mmHg RO & O R ILEHBAETHRIEN &
LT3 2%, Bédard & EBEFICR T 40 H%E 3 7 AUMILOAE, FET & 70 5 RN
0% LB ERELTOE Y,

DREOBEBRERBFZEDHTA K514 I8N TS, MELFEEEOERIIFAERE S
NTW3, FRRICBWTE, BURBRBEALE L v/ - i) alimllEEHERERE 4280
IR OREIIREDZE AL, NYHA class FEEDEAL, RO FHIZDWTEST 5,

P 75 1. FE 25 (A

1. HEhEaftERosEyrig™
ENBRBRERTE L v 7 — T8I 5 1985 ~ 2010 EL TOREMT, YNTF T4 N, ZRT

311
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#1 BEESRCERBBEER

BHE (0= 14) | BIFE (n = 28) P i @
TR 295 + 3.5 30.1 + 4.0 ns |
WIEE / FERE 8/6 15/13 ns
WIAERE / 43 1% 4/10 14/14 ns
SR 36.4 £ 4.0 314+ 28 < 0.005
HiZERE (o) ° 2,543 % 350 1,464 =+ 290 < 0.005
N1 g 0 8 < 0.05
ST < 0.05
HE 53 1 6 2
FELIE 4 12
BHE, WS / S RE 0/4 0/12 ns
BMI 212+ 1.5 921+ 1.8 ns
[l e e 1 3 ns
Tl FE 2 3 ns
BJEE 1 9 ns

SNTFF T4, TRTART/ =N AEORBMEESREEERLTNENHD
42 N (42 9FIR) ZXdsRE L7z,
COREEBIODA  BEE (n=10), BE (n=15), THEED  TREHICHXTHR
FEN—2SD LIFONE IR ; ns, notsignificant, P 005 2FEEZHY &L,
BAEER, SiiBE, BEKE, BM (body mass index, #A&IEH) (3FH = SD TE
52 L Student t-test TEHF. DD F — 4 (4 Chi-square test & Fisher exact test THiEH

R L7z,

(EUTERBAWMRE & —EP : 1985 ~ 2010 FLY)

ORAT ) =V EDMBSMEEREEER L TR E D42 A, 42 IRER 1) 2R & Ui,
OBEREIE A LA 7 — T OVIRE SIRIGEE L = 0 — B E BV TEHE U /o, BIEDFIOFITILT
I—DATEHESNIEFA GEETN TS, FIRTOCEREFMEITICLT I —REZRNT
fTbic, HLA T — T IVBEEIZB O TFEMENRE 2 40 mmHg #EfE, 25 ~ 40 mmHg %
BAE, < 25mmHg 2EHELA®(XR2), HLATF—FIVREMSETTET, BiggEro—
TEHE U7 BE, ZRFMEMIC X AHEINHEREAPG (RV — RA) 2% 2 50 mmHg = EIE,
30 ~ 50 mmHg #8AE, =< 30 mmHg 2% & L™, (MEREREIRIET, SBERIIThn
foo MiEMELEDEIRY 27 23EAL, ERMFEOERD H 2 BEITHIRE MG Loy, 1Tk
I AT ERTHA BN, FRERREL T -EE LV, BREBENRERLUCEER
BRI ERIT U, FEEMBRASRKRATSH 5 BRARG I BETSE 3% LU
ARAT U7z, IR, IR, SR%EO NYHA class 98457V 7 X D il U7z ™,
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10. MESMEECEHTL2EME 3) WENEECEHT DITE

£2 FBLBUIMBNEREOEEENE

AT —TIH
BEEE SEEEIRIE BT hish - iciBs
548 AT —FVBRE APG (ZRFFERD
WARERERED) O O — &
BiE > 40 mmHg > 50 mmHg
BE 25 ~ 40 mmHg 30 ~ 50 mmHg
EE <25 mmHg <30 mmHg

RGP O OCEEFHmIECLOII—2BNTTbAE.,
(Mcllduff JB : Cariovasc Surg 1980 S8BIC L U /ERK)

£3 BE - BEEMSOERICEIILIESEE

BE (n = 14) EFHE (n = 28)

Category :
WE (D | 4% A0 | mE (D | ok D

IPAH 2 - 2 3
FREEER 2 8 1 6
ASD (pre/post-ope) 100/1) 3/ 100/D 10/
VSD (pre/post-ope) 0 3(1/2) 0 32/
PDA (pre/post-ope) 10/D 1Q/0 0 2 (0/2)
ECD (pre/post-ope) 0 1(0/1) 0 0
Eisenmenger syndrome - - 10° 4
ASD 3 0
VSD - - 5 3
PDA 2 1
B 5 BE — 9 - _
Z Ol - - 1 1

BUERSAVR L ¥~ CiigMEESHITR (412 A) OBEREERLE,

ASD : Atrial septal deffect, VSD : Ventricular septal defect, PDA : Patent ductus arte-
riosus, ECD : Endocardial cushion defect, pre/post-ope : pre operation/post aperation,
IPAH : Idiopathic pulmonary arterial hypertension

Chi-square test & Fisher exact test TEH#T. “ p < 0.05,

2. &FIER
KIRE (RRIE, MR, BAEFER SE -AE R - REE BM0E WHEERE

DEE, HERF, SBRBEOMBIREOZE, HZLOBEDE(L, TIREERE | HRITE 7
B, HAERE,

313
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3. ¥ET \
SRR THENEA T T 4 b O, Student t-test TR 2471, HHELSTH L7 & D 1d Wil-
coxon test A HEAT UTce A7 U TV ZAT 9 BE& 1 H 4 2 e, Fisher's exact test %

2:..‘“ e 7‘:0

4. fER

42 B8 A2 IEIREAT » 7 (R 1 )o 14 PIMRAET, 28 PUIMEAEHITH ~72 428055, 18
& (BIE 4 4, EAE 14 8) SEEIRGIINC A TTIEIR P4 BRI, %73 BRI & 72 - 72, B
MERED 77 7 7 =4 HIEER 3 1TR Ui

S I 5 i P

TGS P I 8 MO FERE 0 B8 313 3 PR AE U /oo FRAREEIG I 30, 38, 20 7k (MEIC 1985, 2000, 2003
EOREW) Tholo, 3BEG, FENOEHRE, "FRRH FESEEL, IR25 ~ 308
TR &1 o e, ABER, BEO PaO, LAVIZ 75, 66, 86 mmHg T - 7. WWEIRER
M BE L 2 — T 72/30, 61/31, 82/42 mmHg TH - 72, KFelED NYHA class 538131V,
V, IT& -1, HEVRMNEGREYT I 32, 28, 32 BICiEfT & iz, Swan-Ganz 77 — 7
W iE A UIENIRE %, PEBIIR & 0 DR A ME L = & — 247 - 70 SBIOITHED
EE (PCPS) MBARKIZHA THREMNICO D TOERTE 5 L) TS huic, 1985 F1TH
W BHED S — ZAT BN TREIET ST Ui, B8RS TREFHEY R AT S hieds,
S[ENEER, MEMETL, PCPS #&8LiEMB S &N/, 3 HRIZIETCLI, £0

1 MENESHEIRICE T DEMABERIETE

0 i
G0 e e - R

40 A
6 30 | - .
ol 8 -
104 |

B 1978-19964F
(0 1997-20074F

1PAH CHD-PAH oPH

1978 -~ 1996 F(TEERT 1997 ~ 2007 FITH T BB MEEC LD BHET
FEBICTHDLTWS. LALASSEEETERITFE 0% TH VKRS LTE

HTHL.
IPAH : REMMBIESRE, CHD-PAH @ SEXRE RSB EDRS MELE
OPH : DO S M EfE (K 31 & W)

314
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10. MBNEREICEHTIRME 3) HENEECESHT DER

D 2BNC B O TREREFERR U, 05 2 HlOBETREED - 7o Sl & MELE 13
THREANGRICE B L ZHNRENLEEZ 2, 2003 FOHT B THARBFESETL, B
07— 7 I)VIRE THIEIIRE X 68/32 mmHg TH - 72, OEENEEIETL T2 diL,
9, F7% 300 lug/kg/min THIBEE N, THICX0ETEC BTN &0 BEER
PYE LT, RIZTRT 0 RT ) — VRHRERTREED 0.5 ng/kg/min TERIAS N, 1:BRIC 2H
0.5 ng/kg/min#E L Tng/kg/min £ THE L/ 5ETEEREERAE LTEEOHDEA
ERAID, HeIEE LU, BT o—, HUAT—TVREBEICE T 2E0EISE
L, BELHEL, BEESR12 8%, X7 0T — UEEsEE AR LER L2 (B 1),

B & EAE O i I FEE O I B T 1%

SEBEE 2RSS TEL - (R2) B1 7 V—7E30~3R2BICE=7 2R, 7
V—TRTEEH THER SN T, ZORDITETAE ALY ¢ —EER4ALBEER
BILERE 5 AEgh, EREMD 0% EEEDI, 2 70— TIEIEER 37T~ 38BHIcE—7
RED, FIFREANEDI, Bl IV —-T0IEEALRELN 2BEBEEER, THREEE
TREDLARERFEETRL, TAE ALYy —EEHICBOTE SpOETHFEH TS -
foo BREFID DB IFIEBHDOITRAE, 3HITLEBRKEKE, 66 THiEEDRL,
2B TEHAREBRER LSRICE - 7o BEEAIIEEAICENTHRERSERICEL 315 vs
35438, p <005 HAEERERIEEICED -7/, (1,464 =290 g vs 2,543 £ 350 g, p < 0.05),
GIRFETICE L T, EEM® 8/15, ST MIEIRBESICH N TN AHEEE LT ehs, BiE
BTz 10/10, 100% DRERSEEMEEBORE - Lz (3 ),

B2 : BEMEASHIRC B 5 HRiBH

I LR L T e EEEEETE TP TRPRRPR e
o |E=E]
(] &iE
B B
iy
%
2 g g A e SEBRIETREER UL,
{30~ 32BEL—H T HER
______ . EEROSIL—TE, HER 57 85
M) A T I3 FR R TR E
nayN—7, HEEECFEY

ATONGE, BEEEICEENR

T T T R . = S| T T 1 L} 1
2223 24 2526 27 28 29 30 31 32 33 34 35 36 37 38 39 40 DEE & o1

KIS (3@t 32 £ U)

315
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& W

DI =B 4D T T — T VR

SlE,  MlE AR AR Lo & 0TI 29T - 7o, I4ED 3T B TE, il
BIMEEGIERS £ O FRICO>OTHAIHA L, 4575740, 2RT027 /) =IO
2 FIASENRSS | HNC AL, IHIRSE 2 Wb Y 2 MBI OE A, £0L)BHIcE
W T E AR RFEEE RO R D 15 N B - 72 (0/3),

TREBN B TR MEIRE 13507 7 — 51 (535 £ 12.3 vs 72.8 = 13.3 mmHg, p <
0.05), sz 2— (68.2 & 11.1 vs 95.8 = 18.5 mmHg, p < 0.05) 12 X 2HEENEMED 2 2D
Sl T IRBEHEAGET IO T ER Ui (RI3A, 3B), BHERITIRLT I —1T X 5 HEEILHE
A (39.3 £6.6vs47.2 £ 9.2 mmHg, ns) (R3B) OFEN EFIEH SN M -7 (FRd),

NYHA 7 5 24578

BE D PAH (pulmonary arterial hypertension) 10 il & & 7 #ilid, NYHA 7 7 2581 H

3 WEURTR O AFBIIRE DZEAL

(A) SEH B IRE (B) HETE N ERIE
(OB F—FI)) (BFERE)
X
80
72.8 3141.518
53.5 ® EIE
it
3642418
20 -
O T i 0 T 1
ITIRRT T IR B iR IR
31+1.58

A) BONT—FIVREICL 2 FEMEIRE © s MEEES TSR N THEIRERE P
TR 31 £ 1.538) CEEICHEMED L8 U=, (535 £ 123 vs 728 £ 13.3 mmHg, p < 0.05).
B) BB LT O —BEICLIMBMOKTINBHE: T -RETHEEAIEECHS0E
[SREURET & LB L CHREE) (FHHFIR 31 = 15 B) ICHFEICHSMEZ LS L/ (682 £ 111
vs 95.8 & 18.5 mmHg, p < 0.05) 4%, BAEFI TIZ LR L7Aan o7=.(39.3 £ 6.6 vs 47.2 £ 92 mmHg,
ns), mean = SD. Student T test & L \/=, (SThk32 L W)

316
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10. MEMEEICEFHT SHME 3) MENEECEHT 2EE

R4 BEBSIUVEEMENEEICETLIEEIHADOT 1 - RERE

, BE (=14 | BE (=28 P&
AR A B AR

IEIRET 393686 68.2 + 11.1 < 0.05

TR 472 %92 95.8 + 18.5 < 0.05
SRR

None-Mild 9 8 < 0.05

Moderate-Severe 5 20
BRI SR 2 3 ns
%FS 36.5 + 5.6 375+ 46 ns
HBILA 2 17 < 0.05
FEEKR 2 18 < 0.05

BREATRLIO-(CHAHENBHOFEER LRIZIRSNGM o7,

“UINHEER D BB ENAR E (L IRV - BEBDELEST.

p<005THEEZEHY LA, % FS, IUREAOMENIRE (L Student ttest THE
#1L mean £ SD THRIR. TDMO T —# |4 Chi-square test & Fisher exact test T

AT L7z, (BUERSBHRMR T 5 —EHLY)

SRR TEMLEh -7z (F4), B O 3ZITRRIC, 521, 5 b223aHEET
7520, 187 AMICELk, 4 ZOBEEFITHIRANC, 181327 5X1, 12413735
ZM, 18377 2MTH 7, 2ZLUNERZEET NYHA 7 7 A5 BREA LI, 2T
IZ 1 BOBRESSENRER, MEMMETL S BRI, EEPHICRI1IZR7 52, 24
127 5 AN IZE Ui,

[6] %%

e O Z O GOk 32) A MR B 108 TR O i ME O E/L it s hizd)
DTORETH 5o BIEFITHE O TIHIERT, HRFCHEOESEEC LR Lot BEET
B ER Uo7, MELEREEOLHTLER U, MEMESRE B CEMMiE»k=E
L, OCHHEESBIT20T, BRMBEEOHENEKS FIRIFATET, %, HIEHOFRA
&, BERSHET 3, BRIEE IR 30 8 TIEIRE O 140 ~ 150%i1cEL, £OBR—E
ThH5H®, BEFTE, JOBRMEESHMERETESIEERETD, BEBELOSHREE -
FrlEZ bNE, BRAL, SFIERREASL, TRERESSHERL, LarLans, BT
b, PEIRP, BOEEREZSHEOEATIIHEBE LI, -/, JHIZERERDICHE L7272
EEZ LB,

MR B 3R 60%i2 b L2 BWBHRCESEEShTL A2, BEFIETHR 1
FIOATH -7 CHITIELUTO I ENEELTHEEEPN S, | BB RIEEAE TR0 E

317
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F4 : EIRETED NYHA 2 5 25 8BOHE

NYHA AR B o g |
I

I

il

v

- N

BEAEBITIZ 10 Bl 7 BIAS NYHA 2 5 258 1 THEIE, 262 52 1 THR, —Hld
252 Upe o S ANAEG U, BEMTILHHETIC—@Ssos 221, 28080521,
—Bs oS A MWTHY, 2HEBOTEE NYHA 25 AP ERERETL, 1 BT UL,

(T 32 L W)

HI# TIEIRD PRI AAT - e fcw iz, BAEORBARMAREICIZ onicZ &, RO BT
BFBNICUEBORBIILKA SN TS, RO E L 1,000 ~ 1,500 g THAE UL Raepis
MEFMEELRSTEF L, £2IX537m2 b, YAFFT 4, TRTODRAT /) =NV
BEDBMEREDOBATH 5, 83 IAMMEEOMESETH 5, HETRF, o, HEhs
BT BB IR E AL 288 2 5 812 13 Swan-Ganz 77 7 — 7 U & 100 mL O [ % £ T
I % H6TT, BIRMICERIEZE EF 3 7nic7 2 =L 7Y v 0.2 mg(8E) 21T ) SO EKED
MBEEITh I, BEEOMSMESFo1iid, BEOKM L) AYRER (EREEIC
HNTHEENE) OEENED -/, JHROHEEBORDICL 2 FENKREOE T ICER
TEEEZONE, LHLuNs, BEEOMEMEREELDHELLZINSDROKSE, MEF
MR L BIFTH - 720

BEOMSMER DS < 13, BRMBRERSICEREGET, SESRET, HRCLSE
B DR TR MR B OB A A U, # 5 IR CHERRM S, MSnEo L7 %
B o7ze TS OERR, RECHBMEREOKMEICE W CHBMELTERLTAIEE
BAETH B EETET 3, Lo Lahis, 10 6% 8 FloiE i ERE O BEZEREOER
WEAMBMERETH D, BEREMSOEEOREND T, FEREMESMEEDBEICBL

318
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10. MSNEEICEHTHHME 3) BELEECEHT IR

THIOHNIMEPBETH S, FlAIE, BBEOAKENEBNTAUI»S0IRToRT ) —
VORREES, BOOYNT 74 VEBOKENEZEORERETHE?, £20HIT
BIFEERT, 2 CEERERVBCHENEEARET 2 bRBIIEETERTH 5,

W

&M EDERESEICE WV TH, RIRARTCHSnEIEEC EF Ui, FEUEPIC 1 H
BHFRCOHRAE L7, BEFICE D TRITREFIICE T NYHA 7 5 2583 T~ VIE
Tl BUCHIRORIAFMBLETH D, FUBBROBEEIED - oo BAE OIS MLERE
RIERZHET 6 B onre s, 0 &P 3 EPEREVRBICERYT 2@ MEETH Y
FREMSMEEICELTE, BETH-Td, BRENSREN LI D, 4HROE 5T 5HRE
WETH B

SO 3 MU ENE &5 BHE IR O B TE L D BUR

Bédard 53 1978 £~ 2007 Elo ST 2 MBS N EMESMNESHITIROT#Z 2 D
DERCATTHHBL TLD Y, TOPT, EMEEZ O BREMEMSMETE @ %X
HOERBREEOMSIAELE, @ TOMOMBMEED 3 DOHTFIY - oI TEATLT
T2 RN TUND, 1978 T~ 1996 FIZH/NT 1997 ~ 2007 FElo ST ditellEEC L5
AITIFBERICBAL TS, @ 56% —33%, @ 36% —28%, @ 30% — 17% 2R
Liz. LALED S, O REMMSMEREIKRAS L TI0%LL EOBEFTERTHY,
FEBLCBVNCENDE 2ZEF. BlcaRE 1 BRUADITERLSE<, FTIEBEFZRN
5, DA, [MEEREDIBIZEU\Eliot SFEEDIMEMME THIIMMENRRTED 40 mmHg
FBOEDBLENGREFELIRVNC L TVBH ™, Bédard SREBERICHVNT E2RE
BARZ, WEEEDBERL 0K EDEREL TN,

| caz PR ek,

ASEERL X DEAITERD 0% ZB 2 TL\D Bédard SOHSH 5T D, sl
EREQOEHDIHRIGRF R CRERTHDEEZ BND, 2000 EUECZ<ORI THS
MEFCHL T, HFBEOBWUHNEBENTEE, Tk, MalEESHEIRTRT
LEARZIE WRRICASMEEDHEL TOED >EZMORTEMZLESENTLD

319
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& W

EBOND, EEOMSIIELEL TIHERMERD 5, TRZO2F J —LOFHEEE RO
DT FIAINEFBAENDZEH—Rbanng, HiR EERRtIVEZ2ICERT
HEENTEDUREMIEH D, EEOEHIIET EiRFE CMACE (Center for Maternal and
Child Enquiries) 123 Saving Mother's Lives™ (= 2 ¢& 2006 ~ 2008 FEIC BT D&M
FEIEIC KX DEATTIE ) ADH CHOEEHESNTLND,

R s e 5 O VR AR U B 0 2

fiBMERECHNTIMMESREL, SIOLEERDT D, —7, WRCHNTE
IR 30 3B E E — D 2 BIRIMRE S 140 ~ 160% 21800 D, IFIROE IR GBIRIIESE
DENEMSNEREFHSTES, & HEFOTETE, [MF B2 FEODR
Foo PACYAYY v —EEBETIZT 7/ —CHRILT DTREEL DD ERMIZIER
WIMEDIHED BEFEN, FIRPBECSNECHEOZENNERCRY, 555ER0M
BEDBNC S VEOAEIETRTED, TEITRD, EHHOBRE, BEURED
BEARRC S WINEEEEDTREEE <02,

T i ST DI IR A D - TER A 7

ITYRDP DR, IREE, MEEMITRMSNEEZENT 2, T, LENTELEE,
TRZERFRAIAIE T 29 — CIREEFRMEDTH 217 D,

BRREUMSDEELSINGEEZBTHDN, FIR - EEAOIT ) 27073 30 ~ 60% &I
Bleglhe v, MIMERASIEN MERDELLMMENMZZEILT N, D22
BRIREN BN, @REZHHE I DFRCHL TIIFSL O BVWVBERE-ERT D™,
RFEEMSMEIC I DTN, B iRE 1 BREMAROITELIG . JETIERBIFZRARIL,
BAE, [MREREDIECEV. MEMEEDERCESL ZOER, MEBR, BRSER
CL2EPERTDETHD. DRIIZ<OBITREDGHHEENTLDH ™, OF
SRETHRIEESNDHES <, HIVRTESCHGESE, HEAOEDERDHES
ENDETEDD. BERLE, A+I MY VELIDFENESMEMNEERILSEDS
CEDY, FBODETH D, ERNBANEDLEEMNE, SEDNPRBEECYD
BETHD?, MEOHABRESIEEMERRIK - MKEDESIC, FERCKDOEELD
k<, BB T PCPS @IZAMIE, Swan-Ganz HF — FILIIREE, FRE hERDER
THEEHD. BE EREIMSNEEBILSED2ERQEBTHDT, MEREDR
PPRERMIEZRESEDTEEMEHY, MERBERENRIDHBEY, MEBRICD
BIEEEETHD. TARITO2FT /)b, IITFI4I, RiY9 VEOERIDREREL
SUMBMEEREOETRIAEHELE Y, TRTDRF/—I, YILTFI A
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10. MEMEEICEHT 2HME 3) WSNEEICEHT DEE
[QIHRPCEERTEDSEZITHY, BEEBERINETHD ™,

(EAER - MEEH - PEE)

Miyamichi-Yamamoto S, Fukumoto Y, Sugimura K, et al:Intensive immunosuppressive therapy

improves pulmonary hemodynamics and long-term prognosis in patients with pulmonary arte-

rial hypertension associated with connective tissue disease. Circ J 75 : 2668-2674, 2011.

Takeuchi K, Watanabe H:Pulmonary arterial hypertension associated with connective tissue dis-

ease and immunosuppressive therapy. Circ J 75 © 2543-2544, 2011.
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Galie N, Brundage BH, Ghofrani HA, et al : Tadalafil therapy for pulmonary arterial hyperten-
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Weiss BM, Zemp L, Seifert B, et al : Outcome of pulmonary vascular disease in pregnancy - a sys-
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