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Case Report

Abstract

A 48 years old patient, with no medical history was referred to the cardiovascular surgeon of our department for a right medio-ventricular re-
section diagnosed after 2 episodes of syncope. The transthoracic echocardiography revealed a severe RV hypertrophy with aspect of sub-pulmonary 
stenosis. An invasive hemodynamic assessment was performed and concluded to a severe Pulmonary arterial hypertension. During the invasive 
right cardiac exploration, the catheter run easily into an unknown large patent ductus arteriosus (PDA). PDA in adults is an extremely rare clinical 
phenomenon since it is usually discovered and treated during childhood. However, physicians need to be aware of potential situations, signs and 
symptoms that might suggest a previously undiagnosed PDA. 
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Introduction

Although few epidemiological data are available on the relation-
ship between adult congenital heart disease and pulmonary arteri-
al hypertension (PAH), a European survey reported that approxi-
mately 5-10% of patients with adult congenital heart disease were 
found to have PAH.1 In most of these patients, prolonged exposure 
to pulmonary over circulation due to a left-to-right shunt, as well 
as pressure overload in some cases, can lead to pulmonary arteri-
opathy that results in a significant increase in pulmonary vascular 
resistance (PVR). The correct diagnosis of the underlying cause of 
pulmonary arterial hypertension is essential. Patients with congen-
ital heart disease (CHD)may have an atypical presentation and be 
referred to expert centers with an incorrect diagnosis. A full investi-
gation is necessary. Careful examination of right ventricular anato-
my can provide clues about the etiology of pulmonary hypertension 
(PH), and it is important to exclude intra- and extracardiac shunts 
during hemodynamic studies. We report a clinical case of PAH in 
the context of an overlooked patent ductus arteriosus in adulthood 
with right ventricular (RV) consequences.

Case presentation

A 48 years old patient, with no medical history was referred 
to the cardiovascular surgeon of our department for a right me-
dio-ventricular resection diagnosed after 2 episodes of syncope. 
She had never consulted despite a long period of progressive exer-
tional dyspnea.  In the admission, the physical examination identi-
fied a blood pressure about 90/50mmHg, a systolic murmur on the 
left parasternal border and a low peripheral oxygen saturation at 
90%. She had no hepatomegaly, ascites nor peripheral edema. The 
remainder of physical and laboratory examinations were otherwise 
unremarkable. 

The electrocardiogram showed sinus rhythm with right ventric-
ular hypertrophy. The transthoracic echocardiography revealed a 
severe RV hypertrophy with aspect of sub-pulmonary stenosis, the 
pulmonary valve was normal with low pulmonary flow (Figure 1). 
There were no tricuspid or pulmonary regurgitation measurable 
to evaluate the systolic RV or pulmonary pressures. The dimen-
sions of the left heart and the aortic systolic flow were reduced. 
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Since there were no associated abnormalities that could explain 
the clinical and ultrasound signs an invasive hemodynamic assess-
ment was performed. Right heart catheterization revealed severe 
pulmonary arterial hypertension (mean pulmonary artery pres-
sure 101mmHg) with high right atrial pressure (mean right atrial 

pressure 15mmHg), a very low cardiac index (2L/min/m2) and the 
total pulmonary resistances were higher than 8UW. There was no 
response to nitric oxide. During the invasive right cardiac explora-
tion, the catheter run easily into an unknown large patent ductus 
arteriosus (Figure 2).

Figure 2: The cardiac catheter has passed via the patent ductus arte-
riosus into the descending aorta.

Figure 1: Echocardiography showing right medioventricular stenosis.

Unfortunatly, the patient died in the context of syncope at rest 
one week later before the specific drugs was given.

Discussion

This case highlights the potential for misdiagnosis of the un-
derlying cause of PH in adult patients, especially among those with 
CHD. Always progressive and frequently fatal, PH has a range of 
etiologies.2 Diagnosis and classification of the underlying cause is 
vital, as different treatment options are available for different etiol-
ogies and stages of PH.

Dyspnea is the most common presenting symptom of PAH, re-
gardless of etiology, but there is a wide range of possible manifes-
tations which can complicate diagnosis.3 In this case, the atypical 
clinical presentation of patent ductus arteriosus was complicated 
by the absence of detailed records from a young age, the late onset 
of symptoms and the physical exam who missed to check the oxy-
gen saturation in both arms and legs.

Careful examination of right ventricular anatomy can provide 
clues about PAH etiology. In this case, there was significant hyper-
trophy of the right ventricle. There is a debate about the benefit 
of right ventricular hypertrophy (RVH) in PAH.4 Increased RV mass 
can compensate in part for increased PVR and helps maintain car-
diac output in PAH. However, there is heterogeneity in the type of 
RVH seen in PAH and the severity of the hypertrophic response 
may be considered as being adaptive or maladaptive. Some patients 
with PAH remain well-compensated while others with identical he-
modynamic stress rapidly develop RV failure.5 The adaptive right 
ventricle accumulates molecular and metabolic abnormalities until 
a point where it cannot overcome the persistent pressure overload 
and therefore becomes maladaptive. The transition from adaptive 
to maladaptive phenotype remains poorly understood and clinical-
ly unpredictable.

Conclusion

PAH is an aggressive disease. Early diagnosis and treatment is 
important particularly in forms for which treatment is available. 
Misdiagnosis of patients with PAH can lead to substantial morbidity 
and may be potentially life-threatening.
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