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Incidental Asymptomatic Accessory Mitral
Valve: a Differential Diagnosis for Intracardiac
Mass

Achado Acidental de Valvula Mitral Acesséria: um Diagnéstico Diferencial de
Massa Intracardiaca
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ABSTRACT
Accessory mitral valve is a rare entity which is commonly detected in children. It might present as a cause for left ventricular
outflow obstruction, aortic regurgitation or a source for thromboembolic event. Diagnosis is based on echocardiographic findings,
transesophageally when possible. Usually treatment is not required however treatment decisions are based on associated abnormalities
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and symptoms. Our aim is to report a case which was referred to our clinic as a suspected intracardiac mass.
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RESUMO

A valvula mitral acessoria constitui uma entidade rara, sendo habitualmente detectada em criangas. Pode surgir associada a um

quadro de obstrugédo do tracto de saida do ventriculo esquerdo,

de regurgitagdo adrtica ou como ponto de origem de um evento

tromboembdlico. O diagnéstico baseia-se nos achados do ecocardiograma, sempre que possivel por via trans-esofagica. Nao requer
habitualmente tratamento; a decisdo terapéutica deve contudo basear-se nas alteragdes e sintomas que lhe estdo associados. E
descrito um caso clinico que nos foi referenciado no contexto de uma massa intracardiaca suspeita.

Palavras-chave: Deficiéncias Cardiacas Congénitas; Valvula Mitral/anémalias congénitas.

INTRODUCTION

The accessory mitral valve (AMV) is a rare congenital
cardiac anomaly and its incidence is one per 26000 echo-
cardiograms.’ It was first described in 1842 by Cheevers
while the first surgical intervention is made in 1963 by
McLean.? The etiology of the disease is not completely
understood but it is thought to arise from an endocardial
cushion defect. Occasionally AMV is accompanied by con-
genital abnormalities of the heart (ventricular septal defect,
patent ductus arteriosus, Ebstein anomaly) and transposi-
tion of great vessels. The degree of left ventricular outflow
obstruction is associated with the symptoms such as chest
pain, exercise intolerance or syncope. When symptomatic,
it is generally diagnosed in childhood. We are presenting
an adult case who presented with systolic murmur and a
suspected intracardiac mass on transthoracic echocardiog-
raphy.

CASE REPORT

A 55 year-old male without any history of cardiac
diseases was assessed by an anesthesiologist prior to a
pilonidal sinus operation. Upon his physical examination
systolic murmur was detected. Afterwards he was
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counselled to the cardiologist in the same state hospital.
A 2/6 systolic murmur was confirmed while a suspected
intracardiac mass related with the aortic valve was detected
on transthoracic echocardiography (Fig.s 1, 2). He was
referred to our clinic for further investigation.

On physical examination 2/6 mid-systolic murmur on
left sternal border was detected. Electrocardiographic
findings and laboratory tests were within normal range.
On transthoracic echocardiography (TTE) ejection fraction
was 0.60 while the cardiac chambers were of normal size.
No left ventricular hypertrophy was observed. A mass like
structure which was attached to the ventricular part of the
anterior mitral laeflet was discovered. No aortic regurgitation
and left ventricular outflow obstruction (LVOT) obstruction
were detected (resting and exercise peak pressure gradient
across LVOT was 8 mmHg). During transeosaphageal
echocardiography a mobile, echogenic, chorda tendinea like
structure which was attached to the ventricular side of the
anterior mitral valve was observed (Fig. 3). It was thought
to be an AMV. No other congenital heart disease and aortic
regurgitation was found. Annual echocardiographic follow-
up was planned since the patient was symptom free.

Figure 1 - Transthoracic echocardiographic image of accessory mitral valve



Figure 3 - Transeasophageal image of accessory mitral valve

DISCUSSION

Accessory mitral valve tissue is a rare congenital
cardiac malformation.® The widespread use of transthoracic
echocardiography in the last decades brought up easier
diagnosis upon first description by Cheevers in 1842.
The patients are usually asymptomatic however they are
referred to echocardiography because of systolic murmur.
The mechanisms of LVOT obstruction are thought to be due
to mass effect of the accessory valve tissue or fibrous tissue
deposition resulting a turbulent flow. Symptomatic cases are
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usually diagnosed in the early childhood. Symptoms include
exercise intolerance, chest pain on exertion, syncope or
transient ischemic attack.*® Obstruction and other co-
existing cardiac anomalies are observed in patients with
symptoms regardless from age.¢”

Transthoracic echocardiography is the key step in
diagnosis. The mass like structure is usually observed in
the subaortic area. The Doppler echocardiography should
be used to demonstrate the gradient between the left
ventricule and the aorta.! Other LVOT masses like myxoma,




papillary fibroleastoma, thrombus or vegetations should be
differentiated from AMV by TTE and transeaosophageal
echocardiography.®

Embryologically, AMV is the result of incomplete
seperation of the mitral valve tissue from the endocardial
cushion.”®"® Two types of accessory valve tissue were
defined by Faggian et al in 1983.” The mobile type is a
parachute-like leaflet floating in the ventricular outflow tract.
LVOT obstruction may be caused by mobile type. The fixed
type is attached to the interventriular septum firmly and this
type may sometimes decrease the size of interventricular
defect.

Surgical resection of the AMV is needed when it is
symptomatic and related to LVOT obstruction. Surgery
usually resolves the symptoms. There is insufficient data
regarding the follow-up of asymptomatic cases. The surgical
approach for obstructed cases is not well established in the
literature.

With regard to this case, AMV should be kept in mind in
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