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A comparison of surgical and medical therapy for ASD
in adults. Konstantinides et al , NEJM, 1995

- Retrospective non-randomised

—179 patients over 40 years old

—All had Qp/Qs more than 1.5

—163 (91%) secundum defects.

—Surgery ( n= 84) and medical treatment (n=95)
—Mean age at surgery: 56.9 yrs,

—Follow-up evaluation mean: 8.9 years (1-26)
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Benefit of atrial septal defect closure in adults:
impact of age Humenberger, M et al, EHJ 2011
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Clinical classification of pulmonary arterial hypertension
associated with congenital heart disease

1. Eisenmenger’s syndrome
Includes all large intra- and extra-cardiac defects which begin as systemic-to-pulmonary

shunts and progress with time to severe elevation of PVR and to reversal (pulmonary-to-
systemic) or bidirectional shunting; cyanosis, secondary erythrocytosis, and multiple organ
involvement are usually present.

2. PAH associated with prevalent systemic-to-pulmonary shunts

« Correctable?®

« Non-correctable
Includes moderate to large defects; PVR is mildly to moderately increased, systemic-to-
pulmonary shunting is still prevalent, whereas cyanosis at rest is not a feature.

3. PAH with small/coincidental® defects

Marked elevation in PVR in the presence of small cardiac defects (usually ventricular septal
defects <1 cm and atrial septal defects <2 cm of effective diameter assessed by echo), which
themselves do not account for the development of elevated PVR; the clinical picture is very
similar to idiopathic PAH. Closing the defects is contra-indicated.

4. PAH after defect correction
Congenital heart disease is repaired, but PAH either persists immediately after correction or

recurs/develops months or years after correction in the absence of significant postoperative
haemodynamic lesions.

PAH = pulmonary arterial hypertension; PVR = pulmonary vascular resistance.

aWith surgery or intravascular percutaneous procedure.

bThe size applies to adult patients. However, also in adults the simple diameter may be not sufficient for defining

the haemodynamic relevance of the defect, and also the pressure gradient, the shunt size and direction, & the pulmonary to
systemic flows ratio should be considered

(Web Table II on the web at; www.escardio.org/guidelines). EUROPEAN
SOCIETY

EUROPEAN

www.escardio.or SOCIETY OF
g European Heart Journal 2016:37.67—119 -doi:10.1093/eurheartj/ehv317 CARDIOLOGY*

European Respiratory Journal 2015 46: 903-975;
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ESC GUCH Guidelines, 2010

AHA/ACC ACHD
Guidelines, 2008

Updated
Clinical PH
Classification,
2013

PVR < 5 WU with significant
shunt regardless of symptoms
(classl)

All with RA or RV enlargement,
with or without symptoms (class I;
no

mention of PVR)

PVR =z 5 WU but < 2/3rd
SVR, or PAP < 2/3rd
systemic blood pressure
(baseline or with
vasodilator) and net L-to-R
shunt (Qp:Qs> 1.5; class
11b)

Net L-to-R shunting, PAP

< 2/3rd systemic, PVR

< 2/3rd SVR, or when
responsive to either pulmonary
vasodilatory therapy or test
occlusion of the defect (class
lb)

PVR2.3-
4.6WU
(4-8
WUxmz)

Eisenmenger physiology (class
1)

Severe irreversible PAH and
no evidence or a L-to-R shunt
(class 1l1)

Pulmonary arterial hypertension associated with
adult congenital heart disease

Recommendations

Correctable=

Yes

No

2.3-4.6

Individual patient evaluation in tertiairy centres

PVR = pulmonary vascular resistance.
PVRi = pulmonary vascular resistance inde.

WU = Wood units.

*With surgery or intravascular percutaneous procedure.

www.escardio.org
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Intervencia pri ASD — ACC/AHA 2018

3

Right-to-left
(e.g., Eisenmenger
syndrome)

" PDE-5 inhibitors
flemodynamic (Class lia)
( Combination

assessment
A
Pulmonary vascular > “L"Wr.
resistance <1/3 systemic vascular Pulmonary vascular \__(Classlla) )
resistance, PASP <50% systemic, right "f:st:‘ﬁ; jﬁszvgm ’
heart enlargement, AND shunt large s o closure
enough to cause physiologic sequelae ANDIOR PASP 250% (Class IIl: Harm)
(e.9..Qp:Qs 21.5:1) systemic

Consultation with
ACHD and PH experts

*Combination therapy with bosentan and PDE-5 inhibitor if symptomatic improvement does not occur with either alone.

ACHD indicates adult congenital heart disease; ASD, atrial septal defect; PAH, pulmonary artery hypertension; PASP, pulmonary
artery systolic pressure; PDE-5, phosphodiesterase type-5 inhibitors; PH, pulmonary hypertension; and Qp:Qs, pulmonary-
systemic blood flow ratio. v













Pulmonary arterial hypertension associated with
congenital heart disease

Recommendations

Bosentan is recommended in WHO-FC III patients with Eisenmenger’s
syndrome.

Other ERAs, PDE-5i, and prostanoids should be considered in patients
with Eisenmenger’s syndrome.

Class | Level

IIa

In the absence of significant haemoptysis, oral anticoagulant treatment
may be considered in patients with PA thrombosis or signs of heart

failure.

1Ib

The use of supplemental O, therapy should be considered in cases in
which it produces a consistent increase in arterial oxygen saturation and
reduces symptoms.

IIa

If symptoms of hyperviscosity are present, phlebotomy with isovolumic
replacement should be considered, usually when the haematocrit is
>65%.

The use of supplemental iron treatment may be considered in patients
with low ferritin plasma levels.

Combination drug therapy may be considered in patients with
Eisenmenger’s syndrome.

The use of CCBs is not recommended in patients with Eisenmenger’s
syndrome.

www.escardio.or
g European Heart Journal 2016:37.67—119 -doi:10.1093/eurheartj/ehv317

European Respiratory Journal 2015 46: 903-975;
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*preoperative atrial flutter or paroxysmal
supraventricular tachycardia can evolve
into sustained postoperative AF

esurgical correction of ASD in adults did
not decrease the occurrence of AF.



*Restrictive left ventricular dysfunction in
elderly may be masked by the presence of an
ASD.

*Deterioration of left ventricular diastolic
function can occur with acute hemodynamic
change following closure of ASD, leading to
acute lung edema.






