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Prevalence of adult patients with CHD In Japan
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Prevalence of adult patients with CHD In Japan
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Diagnosis of Pulmonary Hypertension in
the Congenital Heart Disease Adult Population

Impﬂct on Outcomes

Boris S. Lowe, MB, CHB,*} Judith Therrien, MD,*} Raluca Ionescu-Ittu, PHD,*
Louise Pilote, MD, MPH, PHD #§ Giuseppe Martucci, MD,* Ariane J. Marelli, MD, MPH"*
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\/arious Conditions of ACHD with PH

m Eisenmenger Syndrome
m Left to Right Shunt disease with PH
m Post operative PH (without shunt)
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Improved Survival Among Patients With Eisenmenger
Syndrome Receiving Advanced Therapy for Pulmonary
Arterial Hypertension
Konstantinos Dimopoulos, MD., MSc, PhD. FESC*; Ryo Inuzuka, MD*; Sara Goletto, MD:

Georgios Giannakoulas, MD, PhD, FESC: Lorna Swan, MD, MRCP;
Stephen J. Wort, BA, MBBS, MRCP, PhD: Michael A. Gatzoulis, MD, PhD, FESC
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Efficacy and Safety of Bosentan for Pulmonary Arterial
Hypertension in Adults With Congenital Heart Disease

Oliver Monfredi., MBChB. MRCP?, Linda Griffiths, RGN. RSCN®. Bernard Clarke, MD*®, and
Vaikom S. Mahadevan, MD®*P-*
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What is the goal of management in
ACHD patients with PH

= To improve clinical symptoms

m To reach to the complete repair
(Lung transplantation)
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What is the goal of management in
ACHD patients with PH

= To improve clinical symptoms

m To reach to the complete repair
surgery or catheter intervention



32 years female







PA: 82/31 (m=51) Ao: 96/44 (m=58)






FAP (mm Hg)

PVR (dyne
secicm ™)
Cipltls
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Table |. Sequential Hemodynamic Data by Cardiac Catheterization

Before epoprostenol Before ASD Soon after ASD 1 year after ASD
therapy occlusion occlusion occlusion

106/32 (58] 82131 (51)

471

6.8/3.4

Hirabayashi A, Akagi T, Catheter Cardiovasc Interv 2009
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Caset# . 82 years old, female.

History:
ASD was diagnhosed at the time of admission of
recurrent congestive heart failure and PH.
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\/arious Conditions of ACHD with PH

m Eisenmenger Syndrome
m Left to Right Shunt disease with PH
m Post operative PH (without shunt)



Role of atrial septostomy in the treatment of children
with pulmonary arterial hypertension

A Micheletti, A A Hislop, A Lammers, P Bonhoeffer, G Derrick, P Rees, S G Haworth
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What should we inform the prognosis of
ACHD with severe PH

m Effectiveness of advanced therapy
m Possibility of complete repair

= Morbidity and Mortality

= Natural course

m Quality of life

= When?, Whom? How?




Optimal ACDH Care Center

Staff ACHD specialists at least 1, preferably 2.
Connection with pediatric cardiology and cardiac surgery.

Sufficient numbers of patients and perform a sufficient number
of procedures to maintain high levels of performance.

Established referral relationship with a specialist center.

A minimum of 2 cardiac surgeons practicing adult and pediatric
cardiac surgery

>125 operations/year for CHD. >50 per year for ACHD

Fully equipped electrophysiology laboratory staffed experience
In pacemaker, ablation, and defibrillator.

At least 1 nurse specialist for care of ACHD patients.



Kinki region

Potential regional ACHD center 3
Population/Center 7.0 million

Hokkaido region

Potential regional ACHD center
Population/Center

Chugoku region

Potental regional ACHD center 1
Population/Center 7.7 million

Shikoku region

Potential regional ACHD center
Population/Center

Tohoku region

Potential regional ACHD center 1
Population/Center 9.6 million

Kanto region

Potential regional ACHD center 6
Population/Center &5 9 milhon

Kyusyu & Okinawa region

Potential regional ACHD center 2
Population/ Center 7.4 milion

Chubu region

Potential regional ACHD center 1
Population/Center 23.6 million

Ochiai R, et al. Circulation J. 2011




To establishment for optimal management system
for ACHD patients
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Clinical Issues of Adult CHD

m Establishment of medical staffs

m Establishment of facilities

m Establishment of management guideline
m Establishment of medical group (society)
= Recognition by society
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Coil occlusion to aortopulmonary collateral
arteries

before after
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Japanese Society for Adult CHD

m Established in 1999

m Subgroup of Japanese Society for Pediatric
Cardiology and Cardiac Surgery

= Active members: 200
80% Pediatric Cardiologist
10% Cardiac Surgeon
5% Adult Cardiologist
5% Obstetrician and Gynecologist

JSACHD

JAPANESE SOCIETY FOR ADULT CONGENITAL HEART DISEASE



Comorbidities & Medication

atrial
arrhythmia

PAH

diuretic

TR >
moderate

History of
hospitalization
due to CHF

20% 40% 60%0 80%



Comorbidities

Hypertension
Stroke

COPD

CKD
(eGFR<60)

CAD

None

20% 40% 60% 80%



Catheter intervention

m SE
VSD, PDA, Eisenmengeryi {&&f
l

transcatheter ASD creation
m JEI2
PA with VSD, APCA

!

transcatheter APCA occlusion



/0 years female
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Masked Left Ventricular Restriction in Elderly Patients
With Atrial Septal Defects: A Contraindication for Closure?

Peter Ewert,* mp, Felix Berger, mp, Nicole Nagdyman, mp, Oliver Kretschmar, mp,
Sven Dittrich, mp, Hashim Abdul-Khaliqg, mp, and Peter E. Lange, PhD

Nonresponders Fesponders
(n = 11) m = 7

Age (median years) 10
Gender (f:m) -1
Atnal flutter/fibnllahon :
Systemic hypertension 3
Coronary heart disease 0
Defect diameter (mm) 24
Shunt (Qp/Qs) 1.6
Mean artenal pressure (mm Hg)
before/dunng occlusion
LA pressure (mean mm Hg)
before/dunng occlusion®
a-wave
V-wave
Mean

Catheterization and Cardiovascular Interventions 52:177-180 (2001)
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Comorbidities & Medication

atrial
arrhythmia

PAH

diuretic

TR >
moderate

History of
hospitalization
due to CHF

20% 40% 60%0 80%



Comorbidities

Hypertension
Stroke

COPD

CKD
(eGFR<60)

CAD

None

20% 40% 60% 80%



Improvement of NYHA Class in Patients >70 years

NYHA functional class

pre follow-up

7 1

Nakagawa K, Akagi T, et al. Cathet Cardiovasc Intervent 2011 (in press)



Tricuspid Regurgitation
after ASD closure >70 years old

follow-up

severe

moderate

Nakagawa K, Akagi T, et al. CCI 2011 (in press)



Mitral Regurgitation
after ASD closure >70 years old

follow-up

moderate

< trivial




