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Table 1 Clinical and physiological classification of adult congenital heart diseases (ACHD).

Table 2 Registry in Japanese Network of Cardiovascular Departments for Adult Con-
genital Heart Disease (JNCVD-ACHD).
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Fig. 1

Scheme on pharmacological and molecular mechanism of action of PAH drugs (modified from reference 1).

Drugs in Black are certified for use for PAH. Drug in Red has been given up for PAH-certification, but could be
used outside insurance. Drug in Blue could be used outside insurance. AC; adenylate cyclase, Ang-1; angiopoe-
itin, BMP; bone morphogenetic protein, BMP-R; bone morphogenetic protein receptor, [Ca”]l; intracellular Ca?"
concentration, cAMP; cyclic AMP, cGMP; cyclic GMP, DAG; diacylglycerol, E.,; membrane potential, 5HT; 5
hydroxytryptamine (serotonin), HTT; hydroxytryptamine (serotonin) transporter, IP3; inositol 1,4,5-trisphosphate,
[K*]; K* concentration, Kv; voltage-gated K*, MAPK; mitogen-activated protein kinase, NO; nitric oxide, PDE;
phosphodiesterase, PDGF; platelet-derived growth factor, PGl,; prostacyclin, PIP2; phosphatidylinositol-4,5-
diphosphate, PKA; protein kinase A, PKG; protein kinase G, PKC; protein kinase C, PLC; phospholipase C, RAS
& Rho; small G proteins, ROC; receptor-operated Ca?* channels, ROCK; Rho associated coiled-coil containing
protein kinase (Rho kinase), R-Smad; receptor (ligand) specific Smad, RTK; receptor tyrosine kinase, sGC; solu-
ble guanylate cyclase, SOC; store depletion-operated Ca®" channel, SR; sarcoplasmic reticulum, TIE; endotheli-
al-specific tyrosine kinase, VDCC; voltage-dependent calcium channel.
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Table 3 Recommendation for shunt closure in patients with unrepaired shunt associated PAH.

= 2015 ESC/ERS Guidelines (reference 5) and 5th International Conference for Pulmonary

Hypertension in Nice

PVRI PVR Recommendation

(WU*m?) (WU)

<4 <23 indicative of shunt repair

>8 >4.6 no indication of shunt repair
4-8 2.3-4.6 consideration of shunt repair

in the specialized hospital

Class Evidence
Level

lla C

lla C

lla C

= Myers PO, Tissot C, Beghetti M 2014 Circ J (modified from reference 6)

Indication of shunt repair
1) PVRI< 6 WU-mZand PVR/SVR <0.3

2) Positive of Vaso-reactive test with baseline data : PVR 6-9 WU m? and 0.3-0.5

(oxygen/nitric oxide inhalation)

After vaso-reactive test

= 2 20% reduction in PVR

= 2> 209% reduction in PVR/SVR
* PVR decreases to < 6 WU =m?
* PVR/SVR decreases to < 0.3

ESC: European Society of cardiology, ERS: European Respiratory Society,
PVRI: pulmonary vascular resistance index, SVR: systemic vascular resistance
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Fig. 2 Prognosis of sPAH in the United States and Italy (modified from references 8 and 9).
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Fig. 3 Prognosis of PAH in specialized institutes in Japan.
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Right Heart Catheterization and other examinations

ASD > 20 mm, predominant R-L shunt,
marked elevation of PVR

Possible Reversibility of PAH

(unlike Eisenmenger Syndrome)

a. ASD<10 mm (IPAH-ASD)

b. ASD 10-20 mm (IPAH-ASD or ASD-PAH)

c. ASD>20mm predominant L-R shunt (ASD-PAH)

Challenge (“Treat”)
Add one (oral) PAH drug
and follow-up

for more than 3 months

Re-assessment

Yes

SFEMERE (20194E6 H)

Adult Patients with open ASD-PAH should be transferred to Referral Center of ACHD

Medical Treatment including PAH-drugs
(‘Treat-without-Repair’)

Criteria/Requirements for “Repair”
1. Hemodynamic Data
* PVR<7.5WU
+ Estimated mPAP < 35 mmHg
2. cMRI for evaluation of cardiac function
* RVEF>0.4
= confirmation of predominant L-R shunt

“Treat “ with at least one PAH-drug (If no PAH drug is applied, one oral PAH drug
should be applied, followed by confirmation of its beneficial effect before “Repair”.

“Repair” + continuous use of PAH drugs (“Treat”) £ add-on of other PAH drugs if necessary
(In case of ASD diameter < 10 mm, additional reasons such as paradoxical embolization, hypoxia at

exercise , and so on, would encourage ‘Repair’)

* Percutaneous ASD closure should be first considered to be applied because of less stress
= Surgical but partial ASD closure + followed by percutaneous ASD closure

+ Surgical ASD closure

Fig. 4 Algorithm of treatment for ASD-PAH (modified from reference 23).
ASD; atrial septal defect, PAH; pulmonary arterial hypertension, IPAH; idiopathic PAH, PVR; pulmonary vascular

resistance.

54 10
around 7 WOOD

15 20
PVR(WOOD)

Fig. 5 Change in hemodynamic parameters and right

ventricular function in IPAH-case.

Cl; cardiac index, IPAH; idiopathic pulmonary
arterial hypertension, mPAP; mean pulmonary
arterial pressure, peak VO,; peak oxygen uptake,
PVR; pulmonary vascular resistance, RVEF;
right ventricular ejection fraction measured with
three-dimensional echocardiography.

chronic thromboembolic pulmonary hypertension)
IR, BEEICENZ G MRI 2 HWT, 20
EABRE & S5 I2MEN L7z, Fig. Ga llmEiis k9
2, RVEF & PVR IZE#MEFRZ/RL, RVEF >40%
25 PVRIZT7.5 Wood BN THho72. 2F D,

PVR <7.5 Wood &\ ZE#EI3A5 LA Azl 2EE & 2
ZbN 5. Kijima 5 PVR <8 Wood T v > M
BHEAT) LWV O HEEL D ORR L (, BEER PRME

HFTHALUEBICHT AT 2 EFZL/T &
2L, IV EEHROBEREVERTZEETH
%. 72, Fig. 6b |I7R SN 5 SFERIZH T S Balloon
angioplasty 12 & 2 /G E2 S, L2 DOFITL Z 0
EABERIZIH > 72 RVEF ORIENR S b Z &2
EINL. LLEr»S, HOKEED reversibility @ 15
& LCPVR 7.5 Wood 28 ¥ » b #i#:® RVEF
EwEAA~NOBEEE2T-OTHLH. ST, PVR 7.5
Wood # mPAP |28 3 % &, L= (CO=Q,)
T4l/min, mPAWP 2°5mmHg & + % &, i & L
mPAP 35mmHg & 72 5. Z @ mPAP 35mmHg &
V) EIZAR R S O TPAH B %81 (42.5mmHg)
TS 2 B Y, PVR <7.5 Wood 13
sPAH B F#% %2 T C25EEEZ LN
DTH5. LEAS, PVR <75 Wood (Filll mPAP
<35mmHg) #b->C, fidMmEa >y bu— ety
BB R 2 e & T 2 MATHIRE Lo T v >~ b EgHIE
#r L CHELEOTHS (Fig. 4)2,

2) ¥y ¥ MELGER PAH 2B 5 UHERE O SEAfh
E#FLIIBU D HOEERFOILHEIZPVR 7.5
Wood TH 5 Z & &Ik~ 72%%, sPAH 2B 51
UEREICBE S 5% 2 FIZIEF LI BIT BHLEEEEDE
ZAHETEL L. B ZITIPAH O¥a, FIELIETIZ
WHEIZIEFOUEEEDIZ T TH Y, FIERSSH 0
BWHEDEENS A Y — N4 5. —J7, sPAHEBIOHE
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a) Linear Relationship between RVEF and PVR b) Recovery of RVEF after Balloon Angioplasty

in 3 Cases with CTEPH
0.6 0.6+
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. o}
A \_0O
0.4 0.4
-
: g,

L [V
w w

0.34 B
& . g N

0.2 - 0.24 o

[] O
0.1 =7.5 Wood . 0.19
R’ 0.64
1
0.0 T — . ] 0.0 : T T !
0 5 10 15 20 0 5 10 15 20
PVR (Wood) PVR (Wood)

Fig. 6 Linear relationship between RVEF and PVR in CTEPH patients.
a) RVEF measured with cardiac MRI is plotted as a function of PVR in 12 patients with CTEPH, showing that
RVEEF is linearly and negatively related to PVR. With this linearity, RVEF =0.4 can be maintained when PVR is
no more than some 7.5 Wood.
b) In 3 patients with CTEPH, RVEF was plotted as a function of PVR in the chronic phase each after balloon
angioplasty was performed. The recovery process of RVEF is proceeded along the fitted line.

CTEPH; chronic thromboembolic pulmonary hypertension, PVR; pulmonary vascular resistance, RVEF; right ven-
tricular ejection fraction.

ASD-sPAH IPAH+small ASD ASD IPAH

20s Male 30s Male 40s Male 40s Female 60s Male 50s Female

ASD-PAH ASD-PAH IPAH+small ASD ASD ASD, Af, HT IPAH
mPAP(mmHg) 44 44 48 15 21 40
Qp/Qs 1.9 2.0 1.4 2.6 2.6 1.0
PVR (WU) 5.9 49 5.1 0.5 0.63 9.1
RVEDVI (mL/m?) 153 139 142 149 174 55
RVEF 46% 42% 28% 43% 43% 38%
LVEDVI (mL/m2) 70 33 67 68 55 42
LVEF 69% 80% 51% 72% 61% 58%

Fig. 7 Morphological feature of ASD, ASD-PAH, IPAH+small ASD, IPAH.
Cardiac MRI shows markedly dilated RV with severely compressed LV and prominent hypertrophy of RV wall in
the patients with repaired ASD-sPAH (1st and 2nd panels). The 4th and 5th panels on the patients with ASD and
no PAH show markedly dilated RV with mild hypertrophy. In the 6th panel on the patient with IPAH, RV is not

dilated but moderately hypertrophied, while RV is more dilated with similar hypertrophy in the 3rd panel of the
patient with IPAH and small ASD.

ASD; atrial septal defect, IPAH; idiopathic PAH, Q,; pulmonary blood flow, Q; systemic blood flow, LVEDVI; left
ventricular end-diastolic volume index, LVEF; left ventricular ejection fraction, mPAP; mean pulmonary arterial

pressure, PAH; pulmonary arterial hypertension, PVR; pulmonary vascular resistance, RVEDVI; right ventricular
end-diastolic volume index, RVEF; right ventricular ejection fraction.

(&, FEERALETO T ) HAEER? S Y v 2 BRI PRELERLZDOTHL. 2%, v » MABKRD
IharrFava= v Pk U OERPBHSNES 7 OBERE TN AR %~ D BB L UM 4 DREFI TR E <5
O, FEERE - Uy Y MEKREOAL ST OMATE) b ZEHTFREN, EHNCEHES 5 L2 H DI
REDFEE A B 4 DIER] Z & A OHERE DB D S L5 T, B ZAXFEAEE O mPAP TOE L L T,

20



H A NS K DR RS (20194F 6 1)

ANBIAIZ PAH 2 5E LA E T v &~ MRS S
TWwihwhkEG Y v v MMEML O ASD-PAH JEFI X, &K
NEAZSFE D IPAH 2R THEREIZ A E OHD
BEE 3MD CTIE L oo T b (Fig.7). LaL, &
512 PAH %%5#47 L PVR A% L5 L Eisenmenger b9
B e, MimitsE (Q) EA% < =) HENEEIE/NS
el b BTN O 7204 E O IEFHIC
JEL 2%, 22T, IPAH THEIEILIZ L ) PVR 5%
BIZ ER L7861, EEO0AREIIBIT 5 after-load
mismatch OFHZ 2L, HEREIZEAEAKRKELS
7 ) LR DA EDHEIT T 5. IPAH O.LFEBERE
I —Tidd ) Tl b RIS Tldd 5 745,
sPAH O/ FEREIZD & b L DY v v &% PH SiER
WL ZzoM#TOREIZEY, FHEEDSEH—-TH->TD
il 2 DIEBNZ £ > TRE GEH Rl E & ATREEA H
L. Lo T, IOV Bia L. Ty y
Y MABEBOOEREEEZ D - Tl 5 2 E WIS
b7, JeRMOEBIZBIT 5 sPAH fERITIEY +
> b PASHIE AT O OB RERFI I LB RIS E 2 5 DT H
B, THOWVo B NG, R4 RIEREO.OEIZBIT S
MATENE & OARRE DR A EFM O 7212, Ui MRI
V7R 2 5SRO SN AHDTH A, Fig. 4D
TITY) XLIZHR LY v bSO Ll MRI
TOLFEBEOMREM 25 & X, 2O~ OIEFITO
FE DSRAR L ETH D 2 E R FICE#R L2 DT
HhH. bbdHA, FHT DAEAER EOAPHE D HEHE
MchoEmMEE b o TEHliCT X 5 Db MRI OFFEE
FTRE—MTH 5.

IV. REH ¥ ¥ ¥ FASD-sPAHIZ B} %

Treat and Repair ® 3R
EHROER L7 VT X4 (Fig. 4) [ZHES W2
v v NRIE1E ASD-sPAH G ICE L CZ o8k &
MERICB L TELT 5,

1. EFEGITOIRES

Treat and Repair % 5T I /1T L 72 K158 ASD-
PAH Y4B 160 H %427 ¥ % (Fig. 8)*. BWitils
AT =T WIZBWTPVR 4.9, Lt MRI (2T RVEF
43% & PH controllability 7% & N2 /0FEREIX T 53 FR
7o T 7z, 1% PAH iG99 3E bosentan % 4% 5- L C
WP RABICHELG L T —TVERITL/ZE 25,
D PVR O F 287z, ZoMo 0iEnekkeE &
L CTEHIRIE 52 SRR R E B b S 05,
HIBR T4 L 72728, Amplatzer septal occluder
(£36mm) |2 CHREEAYIC ASD ZPASA L 72, PG
Ho PVR I32:b% ¢, mPAP 12 Q,=Q, & 7% W& T
L7z, BPEERO LA T — T VBT, PSHIEHT
D Sp0, 1 E T E <, BIZb B Y QPSR
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Fig. 8 Representative process in Treat and Repair

applied for unrepaired ASD-associated sPAH.
Since PVR was well below 7.5 Wood and RVEF
was maintained over 40%, the percutaneous
ASD closure was performed under the medical
treatment with bosentan. mPAP was immedi-
ately reduced along with a decrease in Q,l, while
neither PVR nor Q4| was altered one day after the
closure. Half a year later, PVR was dramatically
decreased, while mPAP did not change due to
an increase in mPAWP. This increase in mPAWP
might be associated with unexpanded LVED-
VI-causing LV diastolic dysfunction. The addition
of tadalafil finally induced the dilatation (normal-
ization) of LVEDVI concomitantly with normalized
PVR and Cl, while mPAWP was still high, show-
ing residual diastolic dysfunction in LV. Data are
cited from reference 24.
ASD; atrial septal defect, Cl; cardiac index,
mPAP; mean pulmonary arterial pressure,
mPAWP; mean pulmonary wedge pressure,
mRA; mean right atrial pressure, peak VO,; peak
oxygen consumption, PVR; pulmonary vascular
resistance, Q,l; pulmonary blood flow index, Ql;
systemic blood flow index, RVEF; right ventricu-
lar ejection fraction.

%TRE LEET, mPAP=QXPVR+mPAWP #*
FEH% O mPAP FHIIZAEMTH A 2 EATRE N7,
Z 2 CPAH IGEFEICET I 2 VIR T T, BSHE%
(BH) IIZZAL L d > 72 PVR B HRK 24T
FHIZETLTWAZ ERDS, ¥ ¥ ML BHiEL
HIHIZ X BHREIIR~D A b L ADSTEdT 5 L 8ahhs &
SICALNEDTIREVWALEEL. —J, PVR
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EFLAZZH2hb 5T mPAWP S LA L7720,
mPAP FRIEAER & L T2 Y3 mPAP=25mmHg
DFEFTH-o7z. §7&bH, post-capillary PH D
REDSF 721Nk Sz 720, mPAP O T 255 5 1
Lol THEH, TN LH2ERBEZ B 2N
PVR O % 7% % [l 1% 7 { mPAWP X F L % %o
7. MRIOT—%I1CH%2X 5 &, ZOM LVEDVI &
KFL7-F FCTEZOIRIENZ L2256, &2
T, bosentan H.AHE D 5 tadalafil B~ 2
72 ZAh, RO 24ET PVR 0.7 Wood & HIZIKLT L
MATENREATERER I L e 2w b L7, e
SWTH LVEDVI G IZIZIEFIALL, FEEFIZOHAHE
(CD ¥ L7-. Zhidvhbb, ILREREORIE
WX A1EL AR ERINCE A EZSNL. LAL
—77Tl%, LVEDVI 25 L5 L mPAWP A 13216 7%
WZ EDh, ERERAOUETZH D OO 14T
EownEnw) ez s AEICELTUE, v
NSRS SEETOK T ICH & BEM (PVR)
DT 22 & RVEDVI @ 4 % 788, & IZ LVEDVI
& CI OEINMIEE, B RVEDVI 3L TWw 5.
MR, PASHI% 44 TR/ LVEDVI 73 & AEAVNE &
DEZEDF T mPAWP 16 & /LS HERFNIE A&
AL, SEEIELTW 5 0 OORMEIIEZEIRASE
WAL TWDHEEZHNSL. Treat and Repair i
DNz BT 2 BMFHRICE LT, ZOLEEIREED
AN FHRIZESTEELZERTFOOND LNk
Wy,

2. Treat and Repair DEMMEICEHT 3 ZE

Treat and Repair (2B 3 % Case Report (Z D)
DHDEETH B &, fi— L7GHEEE QRHFET IV

(mmHg)

Repair Group

140

120

100

60

Estimated RVSP

40

20

After
ASD closure

Before Follow-up

ASD closure

Fig. 9 Favorable short-term results of Treat and Reapir

drugs.

T RXL) TOERBETIEIR W20, ZOFRFITEEL W»
L& Ab. L7zh-> T, Treat and Repair WD
72D Key & 7% 5 HF % B 572012135 < DIE
BIALENZ 5. T 2T, fi— ShickiE s BLIih#R
PATOIVERIICER SN T 0 +51cd ) 20
BEPTFICBIFTH D% 51X, TOMA Sk
E—DODOREREFEEEL L TRE#MLTREVWEEZEZ LN
L. S RMEOEBICEE L 72 PAH &) FHAERET
X, 29 Vo T EIC L A EEEOMEAIH R 7% Far
TThb bbLbHA, BiMERTy¥Frifbarba—
WRBROF AR CICH T o> TEWV 5785, EBE 20
ITIZHEETH ) FER LB S RISH D5 2 LTI
ENB7D, FEFATRESDOEID 2GRV, T L
TREAW-> TV BEDHEHRIITHEBML 2. o F
D, Treat and Repair DA EIEDOKIEIZIE, AiA) X
% vy Fafbay ba— VaRERIZ e ORI & &R
FTHREWEEZSNS.

£, Kijima 51t Q/Q, >1.5$ £ Uf PVR<8 Wood
% H #1252 © Treat and Repair * fi {17 L 72 ASD-
sPAH JiE Bl % &Rk L 722, 35 % 2% C Treat and
Repair #1To 7z F & F o2 BomEITI N BV L
M, RFERICHE L TId, PAHBERIC L Kk
272 d &)1k o 728§ 4B Treat and Repair
e, bebri®Erf-LI Yy VHMEE L
Repair B % LB L T 5725, 2O 2 %13 W
e L RIFT, ZLCafly vy MEsHE D EHNIC
13 TRPG (XX FHE % 72 &> Tw5b (Fig. 9).
T, REEOHE LR L5 E LT, ¥ v M HSIZEE
ELREMIATo TV B LW T eDdh b, —7,
A AINEHIIZ T Y v B AT o 7 AEG TR EE A
|2 PAH JEAL % 78 PAH {6 3 O R f iy OF g i 03

- >
— -

(mmHg)

Treat and Reapir Group

140 4
120 4
100 4
80

60 4
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40 4
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ASD closure ASD closure

Before Before Follow-up

Treat

(Data modified from reference 14).
The estimated RVSP was well decreased in Treat and Repair Group consisting of the patients undergoing Treat
and Repair as well as in Repaired Group consisting of patients whose shunts were repaired without using PAH

ASD; atrial septal defect, RVSP; right ventricular systolic pressure.
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Kl]lma b OWEEG O > v N HEEHEZEO R IIEY
ERBFEDE D 7o T B ODPITIFFIZEREN. D
F 0, Treat and Repair K HZIEW ML E D LT
WLDEA) M B LTI v v N L ZER
WZDOHRS WL TPAH 2SI Y PO — )V TE D70

Em? 2oV 8 MIEENTRICETALDT
IEWICHEELMETIEID 528, T—7IERIZREN

T\, Kijima 5 O#HE?Y ke oE? 2460
£+T, PVR <75, Q/Q, >1.5, P RVEF >0.4 D
FRTCE72 L TWAAERIEX, Treat and Repair %
ERLTLIWEEZONL, BAE, %Z4&7% Treat and
Repair fEfT 2k #E % R E TN, A DOMEX T & O,
ASD-sPAH 1235 LT A MY —WEA G H R CTh
L. Atk LIYA N —ORE{T & FOREIVREND
Lz,

3. Treat and Repair #BRDFEEM % £ 5 FHld 3 H
EABRICBWRRENRTEX L LTH, ENHWE
SEFIAS Treat and Repair (ZE6D 2 DA #IHHIZ RARD
B DI THEL v, EFIERE Y12 1E Eisenmenger
JEMETE F T Treat and Repair (2D 2605 5 &
Wik STV B2 BT Z ORISR T B %
d7ew. RofER L7278 ha—)v (Fig. 4) Tl
2K 1A PAHBHRE G LT T — T VIl &
0 Z O O % ##Hifi L 72 275 Treat and Repair O]
REEZHE T 5 & LR L TCwiw, oF hHIKT
&, A2 OFEFNIR LERRIZIE D W CHIMT % & L2
SVEIDRHRVDOTHL. THVotEERT R T,

RIEEY v~ MESPAH I8 L TIERER O B E 7 B
FIfisk ~ DB - 2 )V bR & 72 B RIS

SBOREGBHEELVWZ L, RIEY LT AN —HF
T L BT =V EfD Key &7 5.

Rt 0)

WA 5 DL FIBEH %17 5 AFB O PH B % 12
BWT, JHPAH B X 'Y v ~ btk sPAH @ 0
Y PE-VOBRIEIEE IRV RMEEY v 2 ME
sPAH (2% 3 % Treat and Repair (& IE# IZHIFED R
THHHEETHL. Lo Lads, ZORERIET
AT 77 7 — 7 )V RAS R Ul MRI % &8 72 36 72
T— Y FHili %, SR BRO KRG ST/ &2 DFERFNR— X

THEEIITIVLELDH L. 4%, PH ZHMICKZ S
WS R P REBE P ERRIC L A LT A M) —1fgEL

LT TV ADWENPFING.

23

SRS

X

D

3)

4)

5)

6)

7

8)

9)

10)

11)

12)

13)

14)

15)

16)

(20194E6 H)

Bk

Yao A. Recent advances and future perspectives in ther-
apeutic strategies for pulmonary arterial hypertension. J
Cardiol. 2012; 60: 344-9.

Kijima Y, Akagi T, Takaya Y, et al. Treat and Repair
strategy in patients with atrial septal defect and signif-
icant pulmonary arterial hypertension. Circ J. 2016; 80:
227-34.

Eisenmenger V. Die angeborenen Defekte der Kammer-
scheidewénde des Herzens. Z Klin Med. 1897; 32 Supple-
ment: 1-28.

Wood P. The Eisenmenger syndrome or pulmonary hyper-
tension with reversed central shunt. BMdJ. 1958; 2: 755-
62.

Galie N, Humbert M, Vachiery JL, et al. 2015 ESC/ERS
Guidelines for the diagnosis and treatment of pulmonary
hypertension: The Joint Task Force for the Diagnosis and
Treatment of Pulmonary Hypertension of the European
Society of Cardiology (ESC) and the European Respiratory
Society (ERS): Endorsed by: Association for European Pae-
diatric and Congenital Cardiology (AEPC), International
Society for Heart and Lung Transplantation (ISHLT). Eur
Respir J. 2015; 46: 903-75.

Myers PO, Tissot C, Beghetti M. Assessment of operability
of patients with pulmonary arterial hypertension associ-
ated with congenital heart disease. Circ J. 2014; 78: 4-11.
Yamaki S, Horiuchi T, Miura M, et al. Secundum atrial
septal defect with severe pulmonary hypertension. Open
lung biopsy diagnosis of operative indication. Chest. 1987,
91: 33-8.

Barst RdJ, Ivy DD, Foreman Ad, et al. Four- and seven-year
outcomes of patients with congenital heart disease-associ-
ated pulmonary arterial hypertension (from the REVEAL
Registry). Am J Cardiol. 2014; 113: 147-55.

Manes A, Palazzini M, Leci E, et al. Current era survival
of patients with pulmonary arterial hypertension associ-
ated with congenital heart disease: a comparison between
clinical subgroups. Eur Heart J. 2014; 35: 716-24.
Tamura Y, Kumamaru H, Satoh T, et al.; Japan PH Reg-
istry (JAPHR) Network. Effectiveness and outcome of pul-
monary arterial hypertension-specific therapy in Japanese
patients with pulmonary arterial hypertension. Circ J.
2017; 82: 275-82.

Ogawa A, Ejiri K, Matsubara H. Long-term patient sur-
vival with idiopathic/heritable pulmonary arterial hyper-
tension treated at a single center in Japan. Life Sci. 2014;
118: 414-9.

Matsubara H, Ogawa A. Treatment of idiopathic/heredi-
tary pulmonary arterial hypertension. J Cardiol. 2014; 64:
243-9.

Inaba T, Yao A, Nakao T, et al. Volumetric and functional
assessment of ventricles in pulmonary hypertension on
3-dimensional echocardiography. Circ J. 2013; 77: 198-
206.

Sitbon O, Jais X, Savale L, et al. Upfront triple combina-
tion therapy in pulmonary arterial hypertension: a pilot
study. Eur Respir J. 2014; 43: 1691-7.

Galie N, Barbera JA, Frost AE, et al.; AMBITION Inves-
tigators. Initial use of ambrisentan plus tadalafil in pul-
monary arterial hypertension. N Engl J Med. 2015; 373:
834-44.

Sitbon O, Channick R, Chin KM, et al.; GRIPHON Investi-
gators. Selexipag for the treatment of pulmonary arterial
hypertension. N Engl J Med. 2015; 373: 2522-33.


http://dx.doi.org/10.1016/j.jjcc.2012.08.009
http://dx.doi.org/10.1016/j.jjcc.2012.08.009
http://dx.doi.org/10.1016/j.jjcc.2012.08.009
http://dx.doi.org/10.1253/circj.CJ-15-0599
http://dx.doi.org/10.1253/circj.CJ-15-0599
http://dx.doi.org/10.1253/circj.CJ-15-0599
http://dx.doi.org/10.1253/circj.CJ-15-0599
http://dx.doi.org/10.1136/bmj.2.5099.755
http://dx.doi.org/10.1136/bmj.2.5099.755
http://dx.doi.org/10.1136/bmj.2.5099.755
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1183/13993003.01032-2015
http://dx.doi.org/10.1253/circj.CJ-13-1263
http://dx.doi.org/10.1253/circj.CJ-13-1263
http://dx.doi.org/10.1253/circj.CJ-13-1263
http://dx.doi.org/10.1378/chest.91.1.33
http://dx.doi.org/10.1378/chest.91.1.33
http://dx.doi.org/10.1378/chest.91.1.33
http://dx.doi.org/10.1378/chest.91.1.33
http://dx.doi.org/10.1016/j.amjcard.2013.09.032
http://dx.doi.org/10.1016/j.amjcard.2013.09.032
http://dx.doi.org/10.1016/j.amjcard.2013.09.032
http://dx.doi.org/10.1016/j.amjcard.2013.09.032
http://dx.doi.org/10.1253/circj.CJ-17-0139
http://dx.doi.org/10.1253/circj.CJ-17-0139
http://dx.doi.org/10.1253/circj.CJ-17-0139
http://dx.doi.org/10.1253/circj.CJ-17-0139
http://dx.doi.org/10.1253/circj.CJ-17-0139
http://dx.doi.org/10.1016/j.lfs.2014.01.077
http://dx.doi.org/10.1016/j.lfs.2014.01.077
http://dx.doi.org/10.1016/j.lfs.2014.01.077
http://dx.doi.org/10.1016/j.lfs.2014.01.077
http://dx.doi.org/10.1016/j.jjcc.2014.06.009
http://dx.doi.org/10.1016/j.jjcc.2014.06.009
http://dx.doi.org/10.1016/j.jjcc.2014.06.009
http://dx.doi.org/10.1253/circj.CJ-12-0203
http://dx.doi.org/10.1253/circj.CJ-12-0203
http://dx.doi.org/10.1253/circj.CJ-12-0203
http://dx.doi.org/10.1253/circj.CJ-12-0203
http://dx.doi.org/10.1183/09031936.00116313
http://dx.doi.org/10.1183/09031936.00116313
http://dx.doi.org/10.1183/09031936.00116313
http://dx.doi.org/10.1056/NEJMoa1413687
http://dx.doi.org/10.1056/NEJMoa1413687
http://dx.doi.org/10.1056/NEJMoa1413687
http://dx.doi.org/10.1056/NEJMoa1413687
http://dx.doi.org/10.1056/NEJMoa1503184
http://dx.doi.org/10.1056/NEJMoa1503184
http://dx.doi.org/10.1056/NEJMoa1503184

17)

18)

19)

20)

21)

H A NS K DR A RS (20194F 6 1)

Galie N, Ghofrani HA, Torbicki A, et al.; Sildenafil Use in
Pulmonary Arterial Hypertension (SUPER) Study Group.
Sildenafil citrate therapy for pulmonary arterial hyperten-
sion. N Engl J Med. 2005; 353: 2148-57.

Rubin LdJ, Badesch DB, Barst RdJ, et al. Bosentan therapy
for pulmonary arterial hypertension. N Engl J Med. 2002;
346: 896-903.

Galie N, Brundage BH, Ghofrani HA, et al.; Pulmonary
Arterial Hypertension and Response to Tadalafil (PHIRST)
Study Group. Tadalafil therapy for pulmonary arterial
hypertension. Circulation. 2009; 119: 2894-903.

Galie N, Badesch D, Oudiz R, et al. Ambrisentan therapy
for pulmonary arterial hypertension. J Am Coll Cardiol.
2005; 46: 529-35.

Ghofrani HA, Galie N, Grimminger F, et al.; PATENT-1
Study Group. Riociguat for the treatment of pulmonary
arterial hypertension. N Engl J Med. 2013; 369: 330-40.

29)

23)

24)

25)

26)

Rosenkranz S, Ghofrani HA, Beghetti M, et al. Riociguat
for pulmonary arterial hypertension associated with con-
genital heart disease. Heart. 2015; 101: 1792-9.

Yao A. “Treat-and-Repair” strategy for atrial septal defect
and associated pulmonary arterial hypertension. Circ J.
2015; 80: 69-71.

NRBER. BRAERMEDY v & MMEGEBIZHED TS IR Y =
MUERE. JEEBREFZHY - N— v ZiSIEE. 2 Y h v
Y2 —#k 5 2018.

Fujino T, Yao A, Hatano M, et al. Targeted therapy is
required for management of pulmonary arterial hyperten-
sion after defect closure in adult patients with atrial sep-
tal defect and associated pulmonary arterial hypertension.
Int Heart J. 2015; 56: 86-93.

Hu L, Tan LH, Ye J. Repair of ventricular septal defect
with Eisenmenger syndrome after bosentan treatment. J
Card Surg. 2014; 29: 401-2.

Treat and Repair strategy for unrepaired shunt-associated
pulmonary arterial hypertension in atrial septal defect

Atsushi Yao?, Katsura Soma?, Toshiro Inaba?
DThe University of Tokyo Health Service Center
2 Department of Cardiovascular Medicine, The University of Tokyo Hospital

Abstract

PAH (pulmonary arterial hypertension) drugs modulating three major cascades have
emerged to show their effectiveness on the prognosis and QOL of patients with PAH. How-
ever, the guidelines on patients with shunt-associated PAH (sPAH) do not fully benefit from
the PAH drugs. In fact, the improved controllability of sSPAH was not reflected on the guide-
lines especially for the shunt closure in patients with unrepaired shunt-associated PAH, while

Treat and Repair strategy has been actually applied for restricted and suitable patients in

real clinical practice. Because of high effectiveness of Treat and Repair on these patients in

the specialized hospitals in Japan, the precise and safe application of Treat and Repair should

be required to be discussed on. In this review, the present situation and results on Treat and

Repair are shown, and the proposal of its right utilization is presented for patients with atrial

septal defect. Although the evidence on Treat and Repair should be accumulated quickly,

Treat and Repair will be properly utilized for current patients with unrepaired shunt-associ-

ated PAH.

Key words : Treat and Repair, pulmonary arterial hypertension, shunt, atrial septal defect

24


http://dx.doi.org/10.1056/NEJMoa050010
http://dx.doi.org/10.1056/NEJMoa050010
http://dx.doi.org/10.1056/NEJMoa050010
http://dx.doi.org/10.1056/NEJMoa050010
http://dx.doi.org/10.1056/NEJMoa012212
http://dx.doi.org/10.1056/NEJMoa012212
http://dx.doi.org/10.1056/NEJMoa012212
http://dx.doi.org/10.1161/CIRCULATIONAHA.108.839274
http://dx.doi.org/10.1161/CIRCULATIONAHA.108.839274
http://dx.doi.org/10.1161/CIRCULATIONAHA.108.839274
http://dx.doi.org/10.1161/CIRCULATIONAHA.108.839274
http://dx.doi.org/10.1016/j.jacc.2005.04.050
http://dx.doi.org/10.1016/j.jacc.2005.04.050
http://dx.doi.org/10.1016/j.jacc.2005.04.050
http://dx.doi.org/10.1056/NEJMoa1209655
http://dx.doi.org/10.1056/NEJMoa1209655
http://dx.doi.org/10.1056/NEJMoa1209655
http://dx.doi.org/10.1136/heartjnl-2015-307832
http://dx.doi.org/10.1136/heartjnl-2015-307832
http://dx.doi.org/10.1136/heartjnl-2015-307832
http://dx.doi.org/10.1253/circj.CJ-15-1235
http://dx.doi.org/10.1253/circj.CJ-15-1235
http://dx.doi.org/10.1253/circj.CJ-15-1235
http://dx.doi.org/10.1536/ihj.14-183
http://dx.doi.org/10.1536/ihj.14-183
http://dx.doi.org/10.1536/ihj.14-183
http://dx.doi.org/10.1536/ihj.14-183
http://dx.doi.org/10.1536/ihj.14-183
http://dx.doi.org/10.1111/jocs.12325
http://dx.doi.org/10.1111/jocs.12325
http://dx.doi.org/10.1111/jocs.12325

[RE]

ARBNGERIECIRES MG B8E 2T

W

25~32 (20194F)

NIRRT B RN SERTE IR BEMEOHF 71 75 A

A EKY, VR ERY H ETY, CH Y, g s,
ek BAY, Bl mET, N A—mY, ga A%
UBGETHV KSR EERgeRl st
VRS Mty —

Dk B NEE
VRO A BRI TR - EIRPIR R
R I E R /N ER
O MHET kY R BlR
VR T ER R B
§ mpNERERE Y v ¥ — ERERE Yy —

O [ IR ER BRI v v — B D
1) E N R SRR SE o 7 —  NIRIEEREEER

E B
[T 5] KETIE 2015 FICH NSRRI CEBEMEDSHAE L, AL TOHF 707 T L0LEL
SINTW5S.
[7iE] @EOFE 1490 7% O/NBIEERRFRHE 2 R ICEHT 70 7 J 23 5 G A%
172,
[##] 1130i7% (76%) 2> S HREE % E72. 954 (84%) H/NBRENITHE 707 T 4
wELRE L, 79% (70%) DMEBREAHEICIZ/NERIE 3R 40 5 70 75 AP NE L %
L7z, 707506 % [BETEZV] LRELEZZEZKR109%I1I2BWT, BMERESSLM &
L CHRIEDSL H o 7B IRBE, BMEREIHME [HEWISEE L T IUESETIE 2] 30 iRk
(32%), #EMoREELT 2 —50E [10061] 30MiFk (32%), L&y 7 — 7 ViRt [25%1] 36t
7% (38%) Tho7-.
[iErm] ARFZEDsR S e L7/ NEIE SRR E X H MRS 123 L R T2 {, W RED
BPERS ML L CRIZ L 72 ERABUIRCk O &% FE - Tz, BEMEDE &3 Lo,
BT E72WTHUMET & 52 %2 EEMEORELE L 2 WP LETH L.

¥F—T—- R HEHME BETUST LA, EMER

BN

L. 5 =t

VAR, RS RO BB P R R AT 2l S
DOH L. RITIEHER, NEHEERIFEE I HL &
7o CUBRIMAEYVEHE &0 L s /N2 5 s A
Wlichb b EHREIRM L TE 2725 2011 FEDO AL
RELERENRBEESORE B, Zo5H
DOIEBEBENFHE OB ASE A B R
X IR R B ATt REFE 2011 4R 85 15 0D 8 it 7 A
5, 20184F|ZIZ 40 ICHIIN L 72, SAUCHE W TEER
FRPIR TR 0 B SR M L R P A S A4 L 2 3
BEN, ABBERT)EHRLEMLooH 2.
N R G BZEO B R R I, B
Zh 7L EMOKEHREE 2o TWwbY, 19804
A2 O B 2R N RHE 250 & 72 o TR e R O
PHEBEMIER AR E S N T E R TlE, 2012

4E1Z American Board of Internal Medicine (PLF,
ABIM) 2SEANSE R GEE L, EELOASE - OB
i, HALZIES, BEESFRELIET, 20H 5 NF
® subspecialty ®—2 & L THEDIF, 20154FE0 5
B R RBREE ARG S TV 2Y. BeRICB T 5
HMEHE 707 7 ADH % Table 112773 5
O RIBT S HARBNLERELERBF S 2 FLICE
PR G EE AT ST W A A, HEPYfii a% o JFE 52 2% i
AHZHARE L, BEDPE R TOR L TiThitTw
%10 BAEIZBWT, KELAROKE TS S
LEFEETEDLNIIAHTHS.

FZTARWIGETIE, RIFOBEDOEFIZAIL 72315
M7 N R R B EMERE 70 7 7 A2 e
57280, FERMEBZIEI IR T 5 /N EIEBRERHE
RS B NSRRI B EMERET 70 7 7 A1

2018F6H26HZENM 2019428 7HXE

EBAEST  RA SR, MURTIILRE 2R EXE EFMER &ZFTW DA - TiEmAEESR HF23R,
T236-0004 #EMRX@EHI3-9 MEMIIAKFEEXNENRE6135=, E-mail: rochiai@yokohama-cu.ac.jp



H A NS K DR A RS (20194F 6 1)

Table 1

ACHD specialist training program.

Contents (Duration)

Procedures Required

ABIM ACC ESC
Overall (24 months)
Inpatient Care (9-12 months) Overall =200
ACHD Pregnancies =10
Noncardiac Surgeries =10
ACHD PH =30
ACHD Heart Failure =30
ACHD atrial arrhythmias =30
ACHD Ventricular arrhythmias =15
Outpatient Care (18 months) =400
Cardiac Imaging (3 months) TTE >150 =300 =200 (perform)
TEE >25 >50 >50 (perform)
CMR =50 =50 (interpret)
Cardiac Catheterization (2 months) Overall >30 (perform or interpret) =40 >30 (participate)
Diagnostic =10
Interventional =20

Pediatric Cardiology/
Internal Medicine Cardiology (2 months)

ICU/CT Surgery (1 month)

ACHD, Adult congenital heart disease; ABIM, American Board of Internal Medicine; ACC, American College of Cardiology;

ESC, European Society of Cardiology; PH, Pulmonary hypertension; TTE, Transthoracic echocardiography;

TEE, Transesophageal echocardiography; CMR, Cardiovascular magnetic resonance.
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Table 2 Necessity and current status of the ACHD training program.

n=113
n %

Fostering ACHD Specialists with Pediatric Cardiology Background

Necessary 95 84.1

Neither 14 124

Not necessary 3 27

NA 1 09
Providing Status of the ACHD Training Program for Pediatric Cardiologists

Currently providing it 6 5.3

Not providing currently, but wish to provide it in the future 59 52.2

Not providing currently, and not planning to provide it in the future 47 41.6

NA 1 09
Fostering ACHD Specialists with Adult Cardiology Background

Necessary 99 87.6

Neither 10 8.8

Not necessary 1.8

NA 1.8
Appropriate Training Program for Adult Cardiologists

Different from that for pediatric cardiologists 79 69.9

Same as that for pediatric cardiologists 28 24.8

NA 6 5.3

ACHD, Adult congenital heart disease; NA, No answer.
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Table 3 Standards for training program for pediatric cardiologists.

n=109
ACHD specialist
Overall
centers
(n=109) (n=9)
% n % P
Training at ACHD Specialist Centers Not mandatory if a candidate is regularly seeing ACHD patients 39 35.8 0 0.0 0.019
=1 month 4 3.7 0 0.0
=3 months 20 18.3 1 11.1
=6 months 15 13.8 4 44.4
=12 months 20 18.3 2 22.2
=24 months 6.4 1 11.1
NA 4 3.7 1 11.1
Outpatient Care Not mandatory if a candidate is regularly seeing ACHD patients 41 37.6 2 22.2 0.584
=120 30 275 4 44.4
=240 23 21.1 2 22.2
=400 10 9.2 1 11.1
NA 5 4.6 0 0.0
TTE Performance Not mandatory 30 275 2 22.2 0478
=50 21 19.3 2 22.2
=100 36 33.0 2 22.2
=150 4 3.7 1 11.1
=200 15 13.8 2 22.2
NA 3 2.8 0 0.0
TTE Interpretation Not mandatory 26 23.9 0 0.0 0.202
=100 49 45.0 5 55.6
=200 17 15.6 2 22.2
=300 7 6.4 1 11.1
=400 7 6.4 1 11.1
NA 3 2.8 0 0.0
TEE Performance Not mandatory 41 37.6 4 444 0.933
=10 19 17.4 2 22.2
=25 20 18.3 2 22.2
=50 21 19.3 1 11.1
=100 5 4.6 0 0.0
NA 3 2.8 0 0.0
TEE Interpretation Not mandatory 31 28.4 1 11.1  0.609
=10 15 13.8 2 22.2
=25 25 229 3 333
=50 26 239 2 22.2
=100 9 8.3 1 11.1
NA 3 2.8 0 0.0
Cardiac Catheterization Performance Not mandatory 27 24.8 1 11.1  0.273
=25 42 385 5 55.6
=40 17 15.6 0 0.0
=100 16 14.7 3 333
=150 3 2.8 0 0.0
NA 4 3.7 0 0.0
Cardiac Catheterization Interpretation Not mandatory 27 24.8 1 11.1  0.143
=25 31 28.4 2 22.2
=40 24 22.0 3 333
=100 18 16.5 1 11.1
=150 5 4.6 2 22.2
NA 4 3.7 0 0.0
Catheter Intervention Interpretation Not mandatory 49 45.0 5 55.6  0.580
=10 22 20.2 3 333
=25 16 14.7 0 0.0
=40 18 16.5 1 11.1
NA 4 3.7 0 0.0
Participation in the ACHD Seminar Not mandatory 29 26.6 6 66.7 0.022
=3 times 62 56.9 2 22.2
=5 times 13 11.9 1 11.1
NA 5 4.6 0 0.0
Scoring of the Academic Conferenece Participation Necessary 63 57.8 4 444 0.464
Neither 32 29.4 4 44.4
Not necessary 9 8.3 1 11.1
NA 5 4.6 0 0.0
Report Necessary 75 68.8 6 66.7 0.698
Not necessary 27 24.8 3 33.3
NA 7 6.4 0 0.0
Oral Test Necessary 35 32.1 5 55.6  0.715
Not necessary 67 61.5 4 44.4
NA 7 6.4 0 0.0

ACHD, Adult congenital heart disease; TTE, Transthoracic echocardiography; TEE, Transesophageal echocardiography; NA: No answer.
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Table 4 Important training fields for ACHD specialist candidates.

n=109

Overall ACHD Specialist
(n=109) centers
(n=9)
n % n % p
Except for Pediatric Cardiology
Internal Medicine 75 68.8 5 55.6 0.243
Obsterics 50 45.9 7 77.8 0.166
General cardiac surgery 30 27.5 5 55.6 0.143
Psychiatry 27 24.8 3 33.3 0.704
Adult Cardiology

Arrythmia 85 78.0 8 88.9 1.000
Hypertension 72 66.1 6 66.7 0.712
Ischemic heart disease 70 64.2 5 55.6 0.456
Psychiatry 59 54.1 7 77.8 0.478
Valvular disease 47 43.1 5 55.6 0.312
Right ventricular failure 39 35.8 6 66.7 0.158
Left ventricular failure 35 32.1 7 77.8 0.026
Heart transplantation 27 24.8 3 33.3 0.704
Others 2 1.8 1 11.1 0.230

ACHD: Adult congenital heart disease
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Training program for adult congenital heart disease specialist
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Abstract

Background: In the United States, Adult Congenital Heart Disease (ACHD) specialist certi-
fication became available starting 2012. Along with the spread of ACHD care, the importance
of this training program is also increasing in Japan.

Method: In order to gather basic data on the specialist training program, we conducted
self-administered questionnaire surveys to both specialist training facilities of the Japanese
Society of Pediatric Cardiology and cardiac surgery and member facilities of the Japanese
Association of Children’'s Hospitals and other related institutions (total 149 facilities).
Result: Valid responses were obtained from 113 facilities (76%). Ninety-five participants
(84%) answered that the training program for pediatric cardiologists is necessary and 79
participants (70%) responded that the training program for adult cardiologists needs to
differ from that for pediatric cardiologists. In terms of the requirements to obtain specialist
certification, the most frequent answers of 109 participants (subjects who answered training
program for pediatrician is unnecessary were excluded) were as follows: “training at special-
ist centers is not mandatory if a candidate is regularly seeing ACHD patients” [30 facilities
(32%)], “= 100 cases” of performance of transthoracic echocardiography [30 facilities (32%)],
and “= 25 cases” of performance of cardiac catheterization [36 facilities (38%)].

Conclusion: The participants’ thoughts on the need for the number of cases to obtain spe-
cialist qualification is less than the standards in Western countries. It is required to design
the system to ensure the quality of specialists and to prevent the promotion of the specialist
maldistribution by enabling training at different facilities.

Key words : adult congenital heart disease specialist, training program, specialist center, care
delivery system
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Table 1 Change of the number of patients who visited the pediatric outpatient clinic.
2014 2015 2016
Total 5,213 4,950 4,877
10-19years 922 955 1,016
= 20years 323 297 261

Table 2 The number of 10-19 years old patients who visited the pediatric outpatient clinic.

Disease groups 2014 2015 2016
Neurology 293 293 297
Cardiology 231 271 293
Hematology and Oncology 123 110 111
Nephrology 91 97 97
Endocrinology 112 124 141
Allergy and Immunology 72 60 77

Total 922 955 1,016

Table 3 The number of over 20 years old patients who visited the pediatric outpatient clinic.

Disease groups 2014 2015 2016
Neurology 99 107 77
Cardiology 94 100 86
Hematology and Oncology 47 42 42
Nephrology 27 18 19
Endocrinology 15 17 12
Allergy and Immunology 7 4 10

Total 289 288 246
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Fig. 1 Disease groups of patients.
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Fig. 2 Transitional readiness at first visit to transition outpatient clinic.
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Current status and issues of transitional care for outpatients
with congenital heart disease in our hospital

Miwa Iwasaki?, Atsushi Sato?, Mayumi Nakamura-Morisaki® ¥, Seigo Suzuki® ¥,
Asuka Kobayashi® %, Sachiko Kita* %, Iori Sato® ¥,
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3 Department of Family Nursing, Division of Health Sciences and Nursing,
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Abstract

Background: Congenital heart disease (CHD) is one of the childhood-onset chronic dis-
eases that requires transition from pediatric to adult healthcare systems, and it requires par-
ticular support considering patients’ complications, social and psychological development. The
objective of this study was to verify current situations of support in transitional outpatient
clinic focusing on patients with CHD.

Methods: We reviewed medical records of 49 patients who visited our transitional outpa-
tient clinic from June 2016 to December 2017, to compare features of transitional readiness
between patients with CHD and others. Moreover, we retrospectively analyzed two cases of
adolescent patients with CHD to explore their particular needs in transitional care.

Results: Most patients with CHD knew their diagnosis, medication, and complications,
whereas they could not explain essential details. The review of two case reports suggested
following important points for support in transitional care: respect for patient’s self-esteem,’
‘appreciation for individuality of patients,” ‘support for shift of the role of a decision-maker
from guardians to patients themselves, ‘support for guardians of their transition, Tistening
to patients’ words, and facilitation of patient’s independence to realize their self-fulfillment.’

Conclusions: Due to the complexity of pathophysiology of cardiac diseases, it is difficult
for patients with CHD to understand their condition. Hence, it is crucial to develop a support
system that encourages patients to learn about their diseases and to become independent.
Moreover, we need further investigations to develop clinical evidences of support system in
transitional outpatient clinic.

Key words : Transition to adult care, Congenital heart disease, Children with special health care
needs, Transitional readiness, Transitional outpatient clinic
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Proposals from patients and parents association to increase
social independence among congenital heart disease patients

Yoshiko Kaminaga
Chairman, Association for the Protection of Children with Heart Disease

Abstract

The Association for the Protection of Children with Heart Disease was established in 1963
and now has 50 branches in 45 prefectures, consisting of 3,800 household members. Patients
with congenital heart disease (CHD), including the members of our association, require
continuous social welfare support, from childhood to adulthood. However, there are chasms
among the systems of support because the approval standards needed to match the support
offered with patients’ living situations have not been fully considered. Most patients with
CHD need life-long medical care and are likely to incur high medical expenses. Some adults
with CHD are worried about finding employment, and some are worried about how to manage
work with a chronic illness. Adult patients with low incomes are anxious about life after their
parents pass away. As the patients’ and parents’ association, we would like to propose the
following five methods to increase social independence among patients with CHD:

1. Improvement of the medical subsidy system

2. Strengthening of the support for continuous employment

3. Improvement of the income security system

4. Provision of more welfare support, including in-home, long-term care services

5. Increased social awareness and understanding of CHD

We believe that communication and collaboration among patients, families, and health
care providers will lead to improvement of the social welfare systems, and consequently, the
social independence of these patients.

Key words : Independence, Medical expenses, Social security system, Working, Social understanding
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