Case Report

Large atrial myxoma mimicking severe mitral stenosis associated
with right heart enlargement and severe pulmonary hypertension
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Introduction

doi: 10.3978/j.issn.2223-3652.2013.02.02

Cardiac myxomas are rare tumors of the heart and are easily
misdiagnosed. We report a case of large left atrial myxoma
with clinical presentation mimicking severe mitral stenosis.

Case report

A 58 year-old woman was referred after complaining
of dyspnoea and chest pain on exertion for 3 months.
Dyspnoea had progressed to orthopnea and paroxysmal
nocturnal dyspnoea. She denied experiencing fever, weight
loss, or syncope. Blood pressure was 110/70 mmHg with a
pulse rate of 79 bpm.

Cardiac auscultation revealed a loud S1 with a high-
pitched, grade III/VI systolic murmur at the cardiac
apex, which was thought to be a sign of significant mitral
regurgitation, commonly found in congestive heart failure.
An additional low-pitched, grade III/VI rumbling diastolic
murmur suggested mitral stenosis. Mild oedema was found
in lower extremities.

Brain Natriuretic Peptide (BNP) was increased to a level
of 5,613.42 pg/mL. Creatinine Kinase MB was slightly
increased but Cardiac Troponin I was normal. ECG showed
sinus rhythm with 0.1 mV ST segment depression in lead
IL, III, and AVE

Chest radiograph revealed cardiomegaly. Transthoracic
echocardiography was notable for enlargement of both
atrium and the right ventricle with a large (58 mm x
30 mm), elliptical, mobile hyperechoic mass inside left
atrium that prolapsed into the left ventricle during diastole.
Color Doppler revealed increased velocity of blood flow
across the mitral valve, moderate mitral regurgitation
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and severe tricuspid regurgitation with pulmonary artery
systolic pressure estimation of 88 mmHg. The M-mode
echocardiogram of mitral valve in the parasternal long axis
showed prolongation of the ejection fraction slope similar
to those seen in mitral stenosis (Figure 1A4,B,C).

The patient was referred for open heart surgery,
which was performed with cardio-pulmonary bypass. A
large, 6 cm x 5 cm x 4 cm mass was identified inside left
atrium, attached via a stalk to the postero-superior side
of foramen ovale. The mass was successfully excised, and
histopathological examination showed typical features of
myxoma (Figure 1D).

Postoperatively, the symptoms of heart failure improved
and the patient remained free from angina.

Discussion

Myxoma is the most common primary cardiac tumor,
and accounts for 83% of primary tumors (1). The age
of presentation varies from 1 month to 81 years with
predilection of female gender (65%) (2). Most cardiac
myxomas are sporadic, but a mutation of chromosome 17
(17g24) in protein kinase A type I-A can lead to Carney
complex, a familial cardiac myxoma (3).

Due to a variety of nonspecific findings at first presentation,
myxoma is initially suspected in only 5.7% of patients (4).
Clinical manifestations can be classified into cardiac (67%),
embolic (29%), and systemic (34%) symptoms (5).

Symptoms of left ventricular failure, as in the current
case, are typically caused by partial obstruction of the mitral
valve orifice by the myxoma. As in our case, myxomas might
be initially misdiagnosed as mitral stenosis, but severe mitral
stenosis, as seen in our patient has been described in only
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Figure 1 A. Echocardiography showed an elliptical and mobile mass attached to the interatrial septum; B. Prolongation of the ejection

fraction slope (M-mode); C. The mass prolapsed into the left ventricle during diastole. Right atrium and ventricle were found enlarged;

D. Haematoxylin and eosin stain (20x) showed a myxoid matrix with stellate or elongated polygonal (Iepidic) cell, scattered lymphocytes

and red blood cells. LA = left atrium; LV = left ventricle; Ao = Aorta; RV = right ventricle; RA = right atrium; M = myxoma; My = myxoid

degeneration; S = stellate cell; E = erythrocyte; L = lymphocyte

14% of cases (6).

Presentation with chest pain is seen in 28% of cases (7).
"Typical angina with ischemic changes in electrocardiogram,
as noted in our patient might easily misdiagnosed as
coronary heart disease. Some authors have described
coronary steal phenomenon as the possible underlying
mechanism for the chest pain (8).

A diastolic murmur can be found in 64-67% of cases
(5,7). “Tumor plop’ sound is more specific for diagnosis
but only found in 15% of cases (5). Left atrial enlargement
is a common finding in echocardiography but right heart
enlargement, as noted in our patient, was found in only 4%
of the cases (9).

Myxomas are benign histologically and have excellent
long term prognosis with low recurrence rate after surgical
resection (5).

In summary, myxomas are easily misdiagnosed and
should be considered in the differential diagnosis in patients
with suspected mitral valve disease. Echocardiography
should be performed as early as possible to establish a
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prompt diagnosis and management.
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