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Key Clinical Message

Intimal sarcomas are a very rare medical entity and usually arise from the

pulmonary artery or the thoracic aorta. Sarcomas should be considered in the

differential diagnosis in patients with suspected mitral valve disease. Echocar-

diography should be performed as early as possible to establish a prompt diag-

nosis and management.
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Figure 1. (A) Parasternal long-axis view of transthoracic echocardiography (TTE): Large left atrial mass. (B) TTE continuous wave Doppler: large

left atrial mass causing mitral obstruction (mean pressure gradient: 16 mmHg). (C). Transesophageal echocardiography (TEE): large mass

occupying the entire atrial cavity. (D). Hematoxylin and eosin staining method: all tumor cells in cycling phase.
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Case Presentation

A 41-year-old woman with no previous medical history

presented with exertional dyspnea, orthopnea, and fati-

gue. The patient had a blood pressure of 100/60 mmHg.

Electrocardiography showed sinus tachycardia (110 beats/

min). A systolic murmur was present at the apex, and

the chest X-ray revealed pulmonary congestion and bilat-

eral pleural effusion in keeping with acute pulmonary

edema.

Transthoracic echocardiography revealed a left atrial

tumor causing a severe mitral obstruction (mean pressure

gradient: 16 mmHg), leading to severe pulmonary hyper-

tension (right ventricular systolic pressure: 55 mmHg)

with preserved left ventricular ejection fraction (Fig. 1A

and B). Transesophageal echocardiography revealed a

large mass occupying the entire atrial cavity, extending to

the posterior leaflet of the mitral valve and the left atrial

appendage (Fig. 1C). The patient underwent an urgent

surgery under cardiopulmonary bypass. As the tumor

seemed to extend over most of the surface of the endo-

cardium, mitral annulus reconstruction was impossible.

The patient was subjected to mitral valve replacement and

radiofrequency (RF) ablation to the site of the tumor, in

order to prevent a recurrence of the tumor.

Histopathology showed large poorly differentiated

epithelioid and pleomorphic cells infiltrating the myocar-

dial tissue. Hematoxylin and eosin staining revealed that

all tumor cells were in cycling phase (Fig. 1D). The

resected tumor was consistent with an intimal sarcoma.

The patient underwent radiotherapy. Nine months

later, follow-up echocardiography has detected no signs

of recurrence.
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