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Abstract

Double Chambered Right Ventricle (DCRV) is a rare con-
genital heart disease, characterized by the presence of an 
abnormal muscle band dividing the right ventricle into two 
chambers proximal and distal, most cases are diagnosed 
in childhood or adolescence, rarely in adulthood. Clinical 
symptomatology is varied and depends on the extent of in-
traventricular obstruction. DCRV is associated in 80 to 90% 
of cases with other congenital malformations. Treatment is 
surgical with an excellent long-term prognosis.

We report in this work the observation of a 68 year old 
patient, presenting since five years a dyspnea of effort with 
progressive aggravation and whose etiological assessment 
revealed a mid-ventricular stenosis of the right ventricle iso-
lated, without other associated anomalies, the patient was 
referred to cardiovascular surgery for further management. 

This case is of particular interest, on the one hand be-
cause there are very few cases described in the literature 
where the diagnosis was made at a very late age, and on the 
other hand because midventricular stenosis of the RV is rare 
and even rarer when the interventricular septum is intact. 

Introduction

Double chambered right ventricle(DCRV) is a rare congeni-
tal heart disease, characterized by the presence of an abnor-
mal muscle band dividing the right ventricle into two chambers 
proximal and distal [1]. DCRV is associated in most cases with 
other congenital malformations [3,7]. Treatment is surgical with 
an excellent long-term prognosis [8].

Case presentation

The patient was 68 years old, without any particular history 
and had been suffering from exertional dyspnea for five years 

which had increased two weeks before her admission. The 
clinical examination revealed a regular rhythm, a harsh systolic 
murmur at the pulmonary focus 5/6 of intensity, maximum in 
the left parasternal and radiating on all the precordium, the B2 
was preserved, there was no sign of heart failure. The electro-
cardiogram was in sinus rhythm with a heart rate at 60cpm, 
there were also signs of right-sided cavitary overload. The chest 
X-ray showed a normal-sized cardiac silhouette with moder-
ate pulmonary hypovascularization. Doppler echocardiography 
(Figure 1, Figure 2, Figure 3, Figure 4, Figure 5) showed a right 
intraventricular muscle band responsible for partitioning of the 
right ventricle into two chambers with elevated right ventricu-
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lar pressure in the upstream chamber, estimated in continuous 
Doppler at 160 mmHg peak. The Right Ventricular Pressure 
(RVP) assessed on tricuspid insufficiency flow was isosystemic 
and estimated at 140 mmHg. The right ventricle was not dilated 
and slightly hypertrophied with good contractility. The pulmo-
nary pathway was normal. The septal curvature was flattened. 
There was no intraventricular communication or other anoma-
lies. The patient was then referred to cardiovascular surgery for 
further management. 

Figure 1: Echocardiography, parasternal short axis, 2D incidence 
showing mid-ventricular stenosis of the RV with a letter eight as-
pect.

Figure 2: Echocardiography, incidence parasternal short-axis, 
color doppler with aliasing indicating intra-RV obstruction.

Figure 3: Echocardiography, pressure in the upstream chamber, 
estimated in continuous doppler at 160 mmHg peak.

Figure 4: Echocardiography, apical incidence, right ventricle is 
non-dilated and slightly hypertrophied.

Figure 5: Echocardiography, transmitral incidence showing a 
flattened septal curvature.
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Discussion

Double chamber right ventricle (DCRV) is a congenital heart 
disease characterized by the presence of an abnormal muscle 
band dividing the right ventricle into two chambers (a proximal 
high pressure chamber and a distal low pressure chamber) [1]. 
Its incidence varies between 0.5 and 2% [2]. The diagnosis is 
most often made in early childhood and sometimes in adoles-
cence between 4 months and 20 years of age [1], rarely asymp-
tomatic or undiagnosed cases may reveal themselves in adult-
hood [1-4]. In our patient the diagnosis was made at the age of 
68 years, she remained asymptomatic for a long period of time 
which makes this clinical presentation a unique and very valu-
able case. 

In the literature, patients were often asymptomatic and re-
ferred in most cases for evaluation of a murmur. In a study of 52 
patients, Cil et al [1] reported 40% asymptomatic patients, 35% 
patients with asthenia, 17% with exertional dyspnea , while 
heart failure, cyanosis and palpitations were present in 10 to 
12% of cases. Syncope, vertigo, chest pain and infective endo-
carditis are reported by other authors as a mode of presenta-
tion of DCRV in adults [5]. Our patient presented with exertional 
dyspnea with asthenia evolving for almost five years. She never 
had syncope or lipothymia even if the right intraventricular ob-
struction seems to be very important with an isosystemic RVP, 
the patient risks at any moment to syncope and to have a car-
diocirculatory arrest. 

DCRV is associated in 80 to 90% of cases with other congeni-
tal anomalies [6], the Ventricular Septal Defect (VSD) is the most 
frequent [3,7]. Other malformations described in the literature 
are: subaortic stenosis, pulmonary valve stenosis, tetralogy of 
Fallot, pulmonary venous return anomalies and transposition 
of the great vessels. Our patient presented an isolated form of 
DCRV as some series reported in the literature [8]. The frequen-
cy of associated cardiac malformations, incite to systematically 
search them before any diagnosis of DCRV.

Echocardiography is the first-line test for the diagnosis of 
DCRV, as in our patient’s case. 

Transesophageal echocardiography, magnetic resonance im-
aging, and cardiac catheterization may be considered as a sec-
ond line in situations where the diagnosis is very difficult [3].

The treatment is exclusively surgical, consisting of resection 
of the abnormal muscle band and correction of associated car-
diac anomalies. it is sometimes necessary to create an atrial sep-
tal defect which will serve as an unloading pathway to decrease 
slightly the preload of the LV which is likely to be maladjusted 
after the removal of the obstacle, the interatrial communication 
will then be closed by a percutaneous treatment. Some authors 
have proposed resorbable banding of the pulmonary artery to 
allow the LV to adapt gradually to the increased preload [8]. 

The long-term prognosis of surgical repair of the DCRV is ex-
cellent [09] but ¾ of patients have incomplete or complete right 
bundle branch block in some series [4]. Nevertheless, follow-up 
is essential to assess the mid- and long-term prognosis. Recur-
rence of DCRV after surgical correction seems to be rare [9].

Conclusion

The double chambered right ventricle (DCRV) is a rare con-
genital malformation, the diagnosis is usually made in infancy 
or adolescence, very rarely in adulthood, it is often associated 
with other congenital malformations, the interventricular com-
munication is the most frequent. The treatment is surgical with 
an excellent long-term prognosis.
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