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progressive PAH ensues. Maintaining
a
sustainable
restricted
interatrial
communication is challenging without the
use of a dedicated device such as the
Occlutech® Fenestrated Atrial Septal Defect
(FASD) occluder (Figure 1). We describe
compassionate use of the FASD Occluder
with optimal outcomes in a 56-year-old female
with ASD-Associated PAH.

Case Report
A 56-year-old female with progressive PAH
was referred to the Congenital Heart Center
for evaluation and management. She was
receiving combination medical therapy with

Introduction
Pulmonary Arterial Hypertension (PAH) is a
chronic disease with progressively increasing
right ventricular (RV) pressure, Right-Heart
Failure (HF), and death.1 An association
between PAH and secundrum-type Atrial
Septal Defect (ASD) is observed in 9 to 35% of
patients, especially in females. It is speculated
that ASD-Associated PAH resolves after
intervention and rarely progresses especially
with early intervention.2-4 However, as most of
these patients are left with untreated ASDs,
there is a dearth of information. Fenestrated
ASD closure is preferable in patients with
moderate to severe PAH. A restricted interatrial
shunt in these patients can enhance systemic
ventricular output at the expense of
desaturation if shunt reversal occurs when

Figure 1: Occlutech® Fenestrated Atrial Septal
Defect Occluder.
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The Occlutech® FASD Occluder was
selected for use under the U.S. Food
and Drug Administration’s compassionate
use guidance. The patient was given
comprehensive education on the risks
and benefits of the procedure, including
complications of general anesthesia, TEE,
cardiac catheterization and the occluder
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Procedure

3DTEE guidance. After confirming secure
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Discussion
The association between PAH and ASD in
young adults, especially in females is well recognized. It is typically independent of the
degree of shunting and increased pulmonary
blood flow through the ASD.2-4 Although it can
be slow in becoming symptomatic, these
patients can develop progressive PAH. It is
critical to appreciate the difference between
this group of patients from those who do
not develop mild PAH with large ASDs.
In the latter group, it can resolve after
intervention, especially when performed
early and rarely do patients develop
progressive PAH. When considering our
patient’s clinical presentation and cardiac
catheterization findings at the time of ASD
closure, she is likely to have had ASDAssociated PAH.
Patients who develop PAH immediately or
several months or years after ASD closure
have poorer prognosis when compared to
Congenial Heart Disease (CHD) patients
with PAH.5-7 As such, a fenestrated ASD
closure is preferred in patients with ASD
and moderate-to-severe PAH to decrease
significant left-to-right shunting, but allow
possible overflow for right HF in the future.7
Creating a restricted and sustainable atrial
communication can be challenging and
compelled us to use the FASD Occluder
that can maintain a fenestration. However,
spontaneous closure can occur in
fenestrated devices.7-9

Conclusion
In patients with ASD-Associated PAH,
the unrestricted shunting can lead to
severe symptoms and progressive PAH.
A fenestrated device must be considered
in these patients to restrict significant
left-toright shunting, but simultaneously
allow for any necessary overflow, if and
when right HF develops in the future. It
is desirable to achieve higher systemic
ventricular output with marginal increase in
cyanosis in these patients with an optimal
saturation range of 87-90% at rest. The
significant symptomatic improvements
and the sustained atrial communi cat ion
four months after implantation of the FASD
occluder in our patient shows that it may

be a useful closure device in patients with
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The congenital heart professionals network exists to facilitate
communications between congenital heart professionals locally,
regionally, and globally.
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