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The case of an eight-year-old girl with congenital double-orifice mitral valve 
associated with atrioventricular septal defect is reported. This rare mitral valve 
anomaly was diagnosed with two-dimensional echocardiography. The associated 
atrioventricular septal defect was repaired successfully. The central fibrous 
bridge between anterior and posterior mitral valve leaflets was left undivided 
to avoid iatrogenic mitral regurgitation. Preoperative diagnosis may provide 
some useful information to the surgeon. The surgical method can be 
individualized in each case.
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Double-orifice mitral valve (DOMV) is a rare 
condition and may be associated with other 
cardiac anomalies such as subaortic ring, 
coarctation of aorta, patent ductus arteriosus, 
pulmonary stenosis, ventricular septal defect, 
truncus arteriosus and primum type atrial septal 
defect1’6. The orifices are usually unbalanced in 
size and there is a central fibrous bridge 
between the anterior and posterior mitral valve 
leaflets. The medial and lateral orifices are equal 
in size in only 15% of patients1.
Herein, we report an eight-year-old girl with 
balanced DOMV and primum type atrial septal 
defect who was diagnosed with two-dimensional 
echocardiography and was successfully treated 
with surgical intervention.

Case Report
An eight-year-old girl was referred to our 
department for echocardiographic study because 
of heart murmur. She had growth retardation with 
stature of 109 cm (3rd percentile), and weight of 
17 kg (<3rd percentile). Physical examination 
revealed normal blood pressure, regular pulse of 
88 bpm, fixed splitting of second heart sound at 
the upper left sternal edge and 3rd degree apical 
pansystolic murmur. The other findings were all 
normal. Chest X-ray showed marked cardiomegaly

with a cardiothoracic index of 0.64 and increased 
vascularization. Echocardiogram (ECG) showed 
normal sinus rhythm, left QRS axis (-45°) 
deviation and incomplete right bundle-branch 
block. Two-dimensional echocardiography showed 
a large primum type atrial septal defect, small 
mitral cleft and balanced DOMV (Fig. 1), and color 
Doppler showed moderate mitral regurgitation. 
Cardiac catheterization revealed mild pulmonary 
hypertension with a mean pulmonary artery 
pressure of 27 mmHg and increased pulmonary 
flow with a Qp/Qs ratio of 3.2/1.

Fig. 1. Two-dimensional echocardiographic view of 
double-orifice mitral valve in parasternal 

short-axis window.
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The primum atrial septal defect was repaired 
with pericardial patch without complication. 
The cleft was partially sutured to avoid creating 
mitral stenosis and the bridging tissue was left 
undivided to prevent more mitral regurgitation. 
After one year follow-up she caught up growth 
with a stature of 119 cm and a weight of 22 kg. 
Chest X-ray showed a normal cardiothoracic 
index and echo-Doppler study showed trivial 
mitral regurgitation.

Discussion
Congenital mitral valve anomalies are rare 
conditions and are usually associated with some 
other cardiac defects. Banerjee et al.3 reported 
65 children with congenital mitral valve 
anomalies in their study, which consisted of 
13,400 new echocardiographic data during 7.5 
years, and only seven of the children had DOMV. 
As well as in other mitral valve anomalies, two- 
dimensional echocardiography is an extremely 
useful method for the diagnosis of DOMV. Two 
separate holes in the mitral valve can be 
identified in parasternal short-axis view. The 
color Doppler echocardiography provides an 
adequate anatomical and functional assessment 
of DOMV3*4.
The diagnosis of DOMV prior to surgical 
intervention for associated defects is very 
important. If the central fibrous bridge between 
the anterior and posterior mitral valve leaflets 
causes functional mitral stenosis, it may require 
resection. But in patients without functional 
mitral stenosis it may be beneficial not to incise 
the bridging tissue to avoid iatrogenic mitral 
regurgitation7. Valve replacement should be the 
treatment of choice in severe mitral regurgitation

with DOMV. Yurdakul et al.8 reported 
successful valve replacement in an 18-month- 
old boy with severe mitral regurgitation 
associated with DOMV.
The DOMV may be an incidental echocardiographic 
finding but it is usually associated with another 
cardiac anomaly. Preoperative echocardiographic 
evaluation of the mitral valve may provide some 
useful information to the surgeon. The surgical 
method can be indivualized in each case.
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