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Diagnostic Puzzle - Answer

A stranger in the heart

P.274

Correct answer D

Primary cardiac tumors are extremely rare and are mainly
benign in nature. Myxomas are the most common benign cardi-
ac tumors typically affecting middle-aged women. They can
occur in either atrium but are most commonly attached to the
fossa ovalis of the left atrium. Cardiac lipomas are other benign
tumors and can occur in any age group but are most prevalent
between the ages 40 and 60 years. The most common location of
cardiac lipomas is the subendocardial region, with a particular
predilection for the right atrium and the left ventricle (1).

Primary cardiac sarcomas are also extremely rare, and even
if they are completely excised, their prognosis is overall very poor
(2). These tumors account for only 10%—20% of all primary cardiac
neoplasms and can be further subdivided according to histologi-
cal features. Left heart sarcomas are broad based and are abnor-
mally located, which differentiates them from myxomas, and they
commonly present with dyspnea on exertion owing to congestive
heart failure because their mass effect obstructs blood flow.
Rhabdomyosarcoma has a predilection for the ventricle, and most
cases of it appear in children at a mean age of approximately 14
years. Intimal pleomorphic sarcomas have a female predomi-
nance with a mean presenting age of 47 years and involve the
posterior wall of the left atrium in >80% of reported cases (3).

In our patient, pathological examination revealed that the
mass was undifferentiated pleomorphic intimal sarcoma with
MDM2 amplification. Owing to the invasive nature of this neo-
plasm, the patient was referred to the oncology department. One
month later, control transthoracic echocardiography was normal
(Video 6). In addition to its histological features, age and tumor
localization were more consistent with the features of pleomor-
phic intimal sarcoma than with those of other sarcomas, such as
rhabdomyosarcoma. Because >90% of cardiac thrombus origi-
nate from the left atrial appendage and coupled with its echo-
cardiographic appearance, the mass was not suggestive of car-
diac thrombus.

Informed consent: Written informed consent for publication of her
clinical details and clinical images was obtained from the patient.

Video 1. Apical four-chamber view on transthoracic echocardiogra-
phy showing a giant mass in the left atrium, which is prolapsing to the
left ventricle during diastole

Video 2. A long-axis view (135 degrees) on transesophageal echo-
cardiography showing the giant mass restricting diastolic flow

Video 3. Four-chamber view (0 degrees) on transesophageal echo-
cardiography showing a giant mass in a storiform pattern, occupying
the left atrium almost completely and prolapsing to the left ventricle

Video 4. A three-dimensional transesophageal echocardiographic
appearance of the mass

Video 5. Bicommissural view (60 degrees) on transesophageal
echocardiography showing the mass. Neither thrombus nor spontane-
ous echocardiographic contrast is seen in the left atrium and append-
age

Video 6. Parasternal long-axis view on transthoracic echocardiog-
raphy one month after excision showing no residual mass in the left
atrium
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