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10. MEMELECESHT HFEMEE

3) Mfivs i ERE I 50T B Ik

[ Juirwic

Fi ML EARE (2, FHENIR D BEZE P IEIIR O ME B LR LB OCARIC DU N BB TRETH
B0, WENRE LS IMERDE 0BG EET 20 O, LEFRKIEE, OB TRRIEBE,
BREBRFRESIONT 2 FWEEMSEISNSG T TE, Iho0BEIRLALEEENRES
LT, HABTHRELT WS, 2R ToRT ) =, VIFF+7 40, K& v EOEK
FUIMMEREZM S, MOEERABISEE2 L1080, PE0ERE THEGVOU B I &IC
DAY BHEEES £ cEGRRAEE S 00,

FIREAEOEEEARF > BEL L - TEGEEFTCBLTHETH 5, HIEP, EEHICR
DAENRIET S Y X7 BEML, FEVFHPPORERZOERIENTRE S h TV B 9, IR
VB L e B M AR 12 K BFETTHE 20 ~ 60% & S N T B W0, IR H O B I FEE OO
FEOFRURFEIMBRED LR 2™, W+ b7 ARREXTF R (BNP) 0 LH™ P, BZ
TR PDFESNT D, HIRCEVTRFRNOMBOEEOBREESMB LS "%,
Elliot & (Z85E O Mg ML T EMENARE A 40 mmHg KD & O I3 HEHBAEFHRIZRO &
LT3 0%, Bédard S EBEFIZEB T 4% 3 7 AUNIDLASE, BT &L 5HEHN
30%ic LB EHEL T B Y,

DUREOAABRBZESDOHNA FSA4VITENTh, MEMEEEREOHRIIFAZRLS
NT 5, KBICEBLTE, BMBREFAE L 7 -8 2igEEHTREE 4220
EYRF OREIIREDZE L, NYHA class 030 E (L, HIEO FRICDWTHERT 5.

[ 1] i 5 L FE 5 B A0

1. FEahEAHEROBAFE™
EBEBREHEt V4 —I1281F 5 1985 ~ 2010 &% TOREMT, Y IFF 74, TRTS

311



& W

&1 BEESLEMBEER

B (n=14) | BiE (o =28 P&

TR 295+ 35 30.1 + 4.0 ns
WiEE / Rk 8/6 15/13 ns
THERREE / i 4/10 14/14 ns
S iEE 36.4 & 4.0 31.4 + 2.8 < 0.005
HAERE () 2,543 & 350 1,464 + 290 < 0.005
AumE R 0 8 < 0.05
SiRITEE" < 0.05

KRR 6 2

LB 4 12
BHE, RS/ 2B RRE: 0/4 0/12 ns
BMI 212+ 15 221+ 18 ns
MERERE 1 3 ns
EBlE 2 3 ns
BT 1 2 ns

SINFFT 4N, TRTOART /IR EDEMEEREELAFERL THNEODHD
42 N (42 1FIR) AR E L,

CORFEGID A BEE (n = 10), EfE (n=15)., FTHEBIR  ITRBESICEEXTHR
BN —2SD LIFOAEVE | ns, not significant, P <005 % FEBEHY & L7,

BAER, NiB%, HEKE, BMI (body mass index, {RI&IEH) IZFH+ SD TE
57 L Student t-test THEAT. Z DT — 4 (3 Chi-square test & Fisher exact test THiEt
AT L 7=,

(BNBEEREME Lo —fEF - 1985 ~ 2010 &L Y)

D25/ —VEEORBMEEESELFER LTS D 42 A, L2FIR(E 1) ETRE LS
DHERE AL 7 — TIVIEE SR O 3 —HE L AV TEHME L 7. BIEOHOFITILT
I-DAHTHEMSNIEFALETN T 5, HIEFOOEEEFEEF T I —BREZHNT
fTbniz, HlhF—TIVREIZB O TFEMBIIRE 2 40 mmHg % EiE, 25 ~ 40 mmHg %
BE, <25mmHg 2IEEELA®(R2), BLHF—FIVRENHET T, Rk —
TRl L7356, ZRFBIMIC X A HENHEME APG (RV — RA) 4% = 50 mmHg % EIiE,
30 ~ 50 mmHg Z84E, =< 30 mmHg #EF & L, OEEEREREERF, SBRICITHN
foo MEMEREDIFIRY 2 7 2B L, HIREROZER D H 2 BEREIRE M L7cp, Tk
M AL R BIR, 3 HRRELB -2E8E L, BREBIFELLEBER
AR TRATEIT Ui, FEEHMBRERATSH 2 BRHRENLETRE 3 LV
EREAT Ufco WEURRT, IEIRT, SO NYHA class 95885 7107 L O #Hith U 72 ™,

— 100 —



10. FISMEEICEHT 2HME 3) WEOEECESHT 2R

£2 ABICHBILMENEREOEEENH

B BT 57— 7 IS
EEE SE R E R WITs k- s
S5 HibhF—TVEE APG (ERFHFD
WHEBIRED Lo —BE
BiE > 40 mmHg >50 mmHg
BE 25 ~ 40 mmHg 30 ~ 50 mmHg
EE <25 mmHg <30 mmHg

FEIRPOOCEETEEIE LTI —2BNTTONE,
(Mcliduff JB © Cariovasc Surg 1980 8812 & U 1EAL)

£3 B BEENsSNERICEIIIEERE

BEE (n = 14) EiE (n =28

Category
meE (D A (10) | wE (1D | 2 (4

IPAH 2 - 2 3
FRMELER 2 8 1 6
ASD (pre/post-ope) 100/ 31/ 100/D 100/
VSD (pre/post-ope) 0 3(1/2) 0 32/
PDA (pre/post-ope) 100/D 1(1/0) 0 2 (0/2)
ECD (pre/post-ope) 0 10/D 0 0
Eisenmenger syndrome - - 10° 4
ASD 3 0
VSD - - 5 3
PDA 2 1
B E — 2 - -
Z DA - - 1 1

BUERSAMEC /- THeFESHER 42 L) OBFERTERLL,

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

Chi-square test & Fisher exact test TH##7. *p < 0.05,

2. B»FIER

FIRME (RHRTE, MalER), REER SE- - K, BF - BEE B0E EHEERE
DEE ERET, SREOMBIREDE(L, ALOBEOE, FIREER | HRTE 7
PoB%, HAERE,

313
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3. #®Et

BIE B TEELST T 5 O, Student t-test TRITEITL, EELSF L& DT Wil-
coxon test ZHfT L7ce BT T U 7B AT HBEITIHN 1 2 Tk, Fisher's exact test
’/f? 2 k—o

4. R

42 B A2 ITIRATT - 70 (R )o W4 BIDPBAET, BHENEREMATH -7, 428055, 18
& (BIE 4 &4, B 148) BRI ATIERFTREZR, $3BRMEL L -7 iE
MEFED 773 ) — IR ISR LI,

JER S I 25 P

RS PEN & M ESE @ BE 13 3 PIFHE Uiz, BRFENE 30, 38, 20 &% (NRIZ 1985, 2000, 2003
FOMEF) THo7eo 3BED, FEROERRK FRERE ZESEEL, EiR25 ~ 308
TR & 570, ABEE, BE D Pa0, L ~)ViE 75, 66, 86 mmHg T& - 7o, MBIRE X
BB T 0 — T 72/30, 61/31, 82/42 mmHg TH - 72, FRFD NYHA class 283V,
V, ITH -7, ﬁ?fﬂjﬁaﬁﬁié%ﬁ@? T 32, 28, 32 BiCHEfT a7z, Swan-Ganz AT — T
v A UENIRE %, BEBIRE D BIRE 2 ME LBEE = & — 517 - 720 BRALHEE
EE (PCPI) MBEEMHIIELA TEHRENITOO>THHERATE 3 L5 s, 1985 FITB
FBFE D7 — X BN TRAFET S FA U, BRES IS CEEF Y SHEIT S Wi,

ERFEER, MEMVETL, PCPS 28 UHARBN LI NN, IHRIIT LI, TD

1 EmESHIRICE T SERMNBERETE

60 ~
50 +
40 +
% 30 -
20 +
10+

B 1978-19964F
{7 1997-20074

1IPAH CHD-PAH oPH

1978 B~ 1996 FE(TLENT 1997 ~ 2007 EIZHTAWEMELEICL D BEET
FBERICHRD LTS, UL LAl o BERETERIFE 0% THUMRKSE L TR

HTEL,
PAH : BREMMEIMAELE, CHD-PAH : £XRMVESEEDME MFLE
oPH : ZD DS M FAE (SC#K 31 £ U)

314
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10. MBMEEICEHT LREBE 3) WEnEECSHT DR

D 2HENIBNTRAETETRK Lic, 2ho 2AOBETEHBED - /o 8 L Iis i EiE s
THRFGBRICLD EIAPRENEEZZ B, 2008 FOFlI BN TRSRBFENETL, 4
:Dﬁ%*?w@§T%EWEmGMQHmHgT%th@%%ﬁﬁgmﬁ?bfmktbu,
9, F7% 30 1lpg/kg/min THIBEENZ, FHICX 0STEO BTG & EHERIR
PWHE L, KICTRT 0 RT ) — VEHREEREED 0.5 ng/kg/min THIG= N, 1B 2 H
0.5ng/kg/min#¥E L Tng/kg/min ¥ THE LI, EETEEZRAMERE LTEEDOHEDOES
EERAICH, HaIWTHEE LI, BWEL I—, HUhT— T VREBE B 2 MEMEILsE
L, FELHEL, BEEISM 12 8, TR7 0 X7 ) — VREHREERE 2k LB L7 (B ),

O & R OO I FESE O SRR T 8%

SRBEIE 2O E L -7 (B2) B17NV—71330~32BICE—27 %2RL, 7
V—TRTEEHTHEREINT U, TOBDITETAE A D e —FEER 4 A SRR
mIMERE 5 ADEEh, BEEMN %LU L% DT, $2 7V —TEEE3T ~38BicE—7
AL, FIZBREANEDI, Bl IV —TDIFEALERN, 25 EERER THRTEE
TREDLAEEEZRL, TAE LA VY v —EEFHICBOTE SpOART TS »
foo BREFIO D B IFIIBHEOTE AL, 3FTLEERREYM, 66 THiEmEDE/L,
2O TEARERAER LATRIZE - oo BEEAIZEESICHARTHREHSEERICREL 31.5vs
35.458, p <0.05 HAREBEIEEICED >, (1,464 £ 290 g vs 2,543 £ 350 g, p < 0.05)
felRFEBICB L TIE, EEMD 8/15, ST% BIEIRBEICH N TUNSHREE LTI eh, BIE
BT 10/10, 100% DR BEEBEBOREE L1z (]R3 ),

B2 - BalESSHIRIC ST 5 HRiEN

LSOO SO O OO SRR
P B,
L] &
T T T
i3
# .
2 gl g A fre ARBMII T EEER UL,
R30~32BEE-O LT BHELRL
_______________ L BESIOSIV—-T &, iR 37 BL
DI T IR IFRAEG THEAS
- R Nao V=7, MIEFELCTEEY

BTONE, BEQECERESR

T T N = lqﬁ‘ T T
22 23 24 25 26 27 28 29 30 31 32 33 34 35 36 37 38 39 40 DEE & 7

TEIRE 2 (32K 32 & U)

315
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DT O— B2 & ALH T —F VRS

A, MEMEREEZERLHIZE D TITR 21T - 7o, TED SERICBLTIE, i
BILEESFERPZ DO FRICOWTHFIHRBALIE, §55 740, TRTTXFT /) =LV
DHIEZTEIRE 1 BICEA L, RS 2 B 2 BREBOEIHA 2o TD LI BHIZH
WTRFENRRREEERIED RO VERNICS - 72 (0/3)s

BREFICE O T REMEBRERZAOH T — 7)) (53.5 £ 12.3vs72.8 = 13.3 mmHg, p <
0.05), xrz— (68.2 & 11.1 vs 95.8 = 18.5 mmHg, p < 0.05) 2 X B #EWHEHRED 2 20D
Pl THEASAECII ONT ER Uie (R3A, 3B). BEFITIILT I —IT X 5HEENHE
HAE (39.3 6.6 vs47.2 £ 9.2 mmHg, ns) (B 3B) OFELLFRA SN -7 (R4 ),

NYHA 7 5 24748

BEAF D PAH (pulmonary arterial hypertension) 101D 5 B 7#iliE, NYHA 7 5 X541 4

3 : HRTPDOIFEIREDZE L

(A) SEEFEARE
EHLIT—FI)
>'<
1
80_ e e e e A LA
72.8
He 535
40+
0 T n!
T RRT TR HA
314158

(B)  HEAUENE
(BEERE)

140 -

YRR R A

A) BOAT—TIVBRECLSDFHMEINRT : s T EAEG CI3ERET S N THERZE (F
HIEIR 31 £ 15 B) ICEBICHBIEN L& L=, (535 + 123 vs 728 £ 13.3 mmHg, p < 0.05).
B) BRWE LTI I-BEICLAMBMOBTINMHBE . T 1-RETHEEAIIFECHSLE
[3OTRAT & LB U CORIRB R (TR 31 = 158) [CHEEICHSNEIZ LS L7 (682 £ 11
vs 956.8 & 185 mmHg, p < 0.05) 4%, BFEGITIZ LB L/ 572, (393 £ 66vs 47.2 £ 9.2 mmHg,

ns). mean + SD. Student T test & F(\/=,

(szwk 32 £ W)

316

— 104 —



10. MEMEECESHTHENE

3) ME MR ICEHT S TE

R4 BESIVEEMSNEEICSTSEERNBOT I -BRERE

| BIE (u =10 | B =128 P fE
AR B AR
3R] 39.3 £ 6.6 68.2 = 11.1 < 0.05
HIREEER 472 %92 95.8 & 18.5 < 0.05
SRk '
None-Mild 9 8 < 0.05
Moderate-Severe 5 20
BRI 2 3 ns
%FS 36.5 £ 5.6 375+ 4.6 ns
BRBA 2 17 < 0.05
BEIK 2 18 < 0.05

BEMATROTII~IZL2#ENGRHOBEEALRIIR Al o=,

“UNHEEROD AEENAR T (LTI - RBMOELESD.

p<O005THEEHU LU, % FS, IBEADMENARE(S Student ttest THE
#i L mean + SD THRIR. FDO T —# (4 Chi-square test & Fisher exact test T
AT L7z, (BN EREEEAR L ¥ —EGHLY)

SIFRAMTEM LD 72 (B4), B DO 3BEEIEINIIZS 2 X0, 25 2839 HMEET

7520, 18373 xMicE Ui, 4 ZOEEMTHIRRNIC, 1837 I7X1, 12813775
2N, 18377 ZAMTH -7z, 2HBLSMNEREET NYHA 7 7 A48IZB/L LIz, 2F

I 1 BOEEPSENFEESR, MEMETULUIBRIET, EERIR 112175 XMW, 24
27 3 AN IZEE U7,

(6] &

e D OFX CK 32) BEMEESRE IV THEREY OIS MLE O ZALAFEER S 0]
HTORETH 5o BEFNTH O TIITIER, S ICHBMESEEC LR Ui, BEET
BER Ui, BT REENOEMTER Uk, MEMEREIC BV TIImE sk
L, (MAHELBEAT 20T, BROKEOEMEE S HIRIFETET, &%, HIEFOFEA
&, BERMSHEAT 2, BRIMKE TR 30 B TIHEEIER O 140 ~ 150%I12Z L, ZOH—E
TH5%, BEEFTE, IOBBMEEHMERETSSTEREEELY, BEELOSREL -
FokEZ 5N B, WAL, VHIEEEERAS, THEES SHEB L, LhLurs, BEIMD
b, FERL, BOEERRAEOEMATIIRE LS, -/, JHIBEEEZRDICPE L)
EEZoh B,

S ML EEAE I 315 3 IR 60% 12 & _E 2 B WBHIECENRE SN T B0, BHIETR ]
FIOATH -0 CHITRLUTO 3 EBEELTL 2 EBbh 5, | BBREEAEER0E

317
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H4 : EHREIHRO NYHA 75 A98EO#E

NYHA SEHRA HERT e

T

FIEGITIE 10BIFR T HIANYHA 2 S ZHE ] THE, 26130 S5 T THE, —HlE
0SRS5S ANNG U, BEFTEERC—HINI ST, 1268108021,
—BRoSRMTHY, 26ZHBNTEH NYHA 2 S RDEEREFETL, 1 BMETL/L.

(STt 32 £ U)

Bith CIRIRD P 21T - oo i, BIEOBREMPBREICHNA oMl &, HEROFLFE
BFBNICURBEBEOREBILXZ 6N TS, RKBEOF L 1,000 ~ 1,500 g THA U7cHE Rafn
HEZNEELBRITEE L, E215 7oA, YAFFT7 4, TRTOXF /=)
LEDMBMELEDEATH 2, 83 IRBEHEOESTH S, BLUMT, i, BBk
BT ENIRE DAL E 2 #8 X 251213 Swan-Ganz 77 7 — 7 /b 5 100 mL O [ % 55T
B % AT, BIRGICEIEE LT 3720t 7 c =L 7Y » 0.2 mg(EE) 217 ) F0@EAKED
MEVEESTb NI, BEREOMBIMTAHF DR, BEOAM L0 A SRER (BRI
HRTHEENEN) OBEENED -7, ChROHEEEOREICL 2 FE IHEEOE T ICER
TEEELOND, LOLENS, EROMSOFEEL D HE LI NSO ROKE, HES
MFZRIRIFTH - 72,

BEOMEMEREDS < 13, AAEBRERICHEREBET, BRESBRET, BRICLSE
B OB ERMMEOBIMEHA L, §5ZEBEFTHEREY, MELED LFE
DU o, INLOEER, BEOCHBMEEDLMEICE W TIEBRESEEAT A IR
REETH B LERBET 2, Lo LA, 1060 8 6o i ERED BE R EREORS
WEAMEMEETH D, BEREMSOEEOBEND I, BEREFESOEEDBEICBL

318
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10. B MEECAEHT HHEME 3) WSOETECSHT IR

THIONRIMEPBLETHZ, FIZ L, BROKEVENTALUIMLSOIRTORT ) —
NOFEEEL, BOAOVVTFF 74 vz iahEROREL ETHE, 207120
WRITIRRT, »2 WV IEEEVBICHENEEARET A2 S bRBIIEELERTH 3,

B

fisMECEEZFICE TR, HIRHETICHSLEZERI LR L, FEBEPIC 14
BHFETHRE Lz, BEEFICS O TRERBEFIAICELTNYHA 7 5 2583 M~ NVITK
Tl BUCHIRORBFMBBETH Y, FURBROEEVED - /2, BEOMSMELRE
HRREFRT A EEAONID, 10BF8ERAEREMVERBICERT 2MEMEETH O,
BREMSOEECELTE, BETh-Th, EESERENEI L, SHBOE S HKEH
DHETH 5,

Wi L 5 DFREUROD R TE L= DB

Bédard 53 1978 T~ 2007 ECHF 2B SN EMEMESHITIROTERZ 2 D
DERCATTEHBEL TS, 20D T, MalEiEz © REMMSMAEE @ %X
M OERBREEDMSIELE @ €OMOMEMERED 3 DDHTI ) — 2o TEAT
B R NTUND, 1978 T~ 1996 TEIZH/NT 1997 ~ 2007 EL ST 2MEMEECLIDE
FHTFBERCBAL TS, @ 56% —33%, @ 36% —28%, @ 30% — 17% 2R
L. LOLEN S O RREMMSIEEZEKRAE LT 0% EOBFFTERTHY,
EBCBVNEEDED22E1EL), BColRE 1 BELUAROFETERNSS, FHTIRBIEZER
5, oAz, [MEERTEDIBICEL\Eliot SFEEDMSME THIMMEIRED 40 mmHg
FKEDEDIZLLEOVEHAFRIZRINE L TULDH *, Bédard 5IREERICH T HDME
BARE, T ETEDEERD 30K EDEREL TS,

| co D e
MBIEEC L DEHATRTERD 30% 2 2 T\\D Bédard SOHBEN ST 2L, Ml
EEOEE DRI S TIIERTHDEE R 5N D, 2000 ELELC Z<DRI THS
MEECHL T ZHAEBROBUMSERSNTEE, Tk, MSMIEESHITIR T
LEALCE, HRSICMSMEEDHIEL TLVED >EZMOIATEHZESENTLD

319
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ERBNND. BEOSIMEEMNTERDEN 5, TR0 T ./ —ILOREHEE R0
DINTFIAIHTBAEND N —RibaNNE, HE EBREIUR2LCEET
DENTEDURRITH D, EEDEHAT T ETREE CMACE (Center for Maternal and
Child Enquiries) 1242 Saving Mother's Lives™ (242 & 2006 ~ 2008 FElo BT B s
FEEELDBEFTIZ T ADHFTHoEERSSN TS,

cos T e e AL

MEMERSCHSNTIIMMEREL, SREELEIT D, —A, WRICHWNTIF
1R 30 BEE — D 2IBRIAREE 140 ~ 150% 12 1810T D, HIROEIEHNGBRIVRE
DIENZMSNERBLEBHFES CTEY, & FEFOITRAE, [ME BRE FEIDR
T2, PACYAYY v —EBETRF 7./ —CHOBT2TRMMN 5D, ERRICER
HINBDOUED RSN, HRPBESNCEBEDOZENNERCRY, =532@KRM
REDENC S WELAEKIRIFBE<ED, IEEED, EFROBRE, HIURED
BARIC X WINEZEREDTREM ©5 <D,

LSl lPR i o FEE B DEIEIRAN DS - VAU 2

FIRDP O, IFREDE, MG TEMeSNEEZERT 2, &I HENTELETN.
REMRZREAE T -9 — CIEEBEMEDTEE1T Do

BREUMSMDEELSEINDERTHDHD, HiR - EEBOILT Y 2070 30 ~ 60% &3
Elogln e, mMERn 18I0, MERDES LHMERMREIEUDTY, DRI
BRIIRSN BN BREEHYE T DTRCHL TRFESLAEVBRE-ZEF D™,
RRUEMSMECLDITIE Beoki 1 BREIROITTRD S, JLTIRHB LRI,
BARE, MEEREDBCEV. MeMEECIRCESL -OER, MR, BReSH
CI2EDPERLDVETHD. DRES<ORITRESGHHESNTLNEL Y, OF
SRETRBMZESNDHEZ<, BIUHETBECHREE, HEADEPERNRET.
ENDEEEDHD. BRGEER TFINYJCLDFBNEFMENEERLSEDS
CEpY, FRODETH D, BROZEMNEDLERMNE SEORPRREREGLY
ETHD?, HEOBABREESMEARIK - FKEDESE, EBRCKIOBELSD
W<, BRET PCPS @AM, Swan-Ganz HF— F/LIMEEE, FBE hELDER
FRLEEHD, BE EEIMESNEEBILESER2CFERTHDH, HERMEDR
HERTRMMBZRETE 2T EHY, HREEBSAROL DY, MEBRCOD
BECERETHD. TATORT/—), YIFFI 1), Rey9 VEDEADESL
SUMBSNEESRESOEERIAE<WELEYY, ITRTO2F /=L, YILFFIA4

320
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10. MEMEEICEHTIEME 3) MESNEECaHtT TR
[IHRPICEBEBTEDERHTHY, BHEZERINETHD ™,

(EARER - HEH - PEE)

1) 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.
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