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Case report

Ruptured cardiac angiosarcoma with pulmonary metastases:
A rare disease with a common (mis)diagnosis!
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In Indian settings pulmonary tuberculosis remains the most common diagnosis in

a patient presenting with constitutional symptoms, hemoptysis and lung opacities. We

describe a case report of a fifty-year-old woman who was receiving empirical anti-tuber-

cular drugs for a metastatic illness to lungs arising from a primary angiosarcoma in the

right atrium. This rare entity was misdiagnosed and typical echocardiographic findings

suggested this diagnosis.

Copyright ª 2012, Cardiological Society of India. All rights reserved.
1. Introduction 2. Case report
Malignant primary cardiac tumors contribute to 25% of the

cardiac tumors with one third of these being angiosarcoma.1

The angiosarcoma arises from the right atrial wall in two

third of the cases and has a poor outlookwith survival ranging

from 3 to 9 months irrespective of the treatment. It is seen

more commonly in males between the third and fifth decade

of life.2 The diagnosis is difficult and usually late as there are

no specific symptoms. We present a case of primary cardiac

angiosarcoma causing right atrial rupture in which echocar-

diography suggested the diagnosis.
.
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The patient was a fifty-year-old female who presented to the

satellite hospital with complaints of hemoptysis and low-

grade fever for the past 1 month. The patient also gave history

of significant weight loss and decreased appetite over the

previous few months. Chest X-ray showed nodular opacities

in both lung fields with right-sided pleural effusion while

sputum examination was negative for acid fast bacilli (Fig. 1).

The patient treatment was started empirically on four drug

Anti-tubercular drug regimen, category 1 treatment. However

over the next 2 months her condition deteriorated and she
y of India. All rights reserved.
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Fig. 1 e Chest X-ray reveals right-sided pleural effusion

with multiple nodular opacities in both lung fields.

Consolidation of right middle lobe also noted silhouetting

right heart border.
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developed progressive breathlessness and pedal edema with

further episodes of hemoptysis. A cardiac referral was sought

from our centre for the above complaints.

On general physical examination, the patient was anemic

with engorged jugular vein and bilateral pedal edema. Her

heart ratewas 100/min, blood pressure 94/60mmHg,with cold

and clammy extremities. Cardiovascular examination

revealed soft heart sounds without any audible murmur. Her

hemoglobin was low (9.0 g/dL), white cell count was 10,400/

mm3 and platelet count was 98,000/mm3. Other biochemical

investigationswerewithinnormal limits. The echocardiogram
Fig. 2 e (A) Apical 4c view showing friable looking sessile, mobile

effusion around right atria and ventricle. (B) Apical 4c view sho

right atrial free wall to surrounding pericardial effusion thus co
showed a large mobile, non pedunculated mass arising from

the right atrial free wall, not involving the septum, with locu-

lated pericardial effusion against the right atrium and right

ventricle Fig. 2(A). An atrio-pericardial fistula was suspected

and subsequent contrast echo with saline bubbles confirmed

the finding with a blood flow between right atrium and

effusion Fig. 2(B). Hepatic sinusoids and inferior vena cava

was dilated. Liver, Inferior vena cava, Right ventricle,

Pulmonary artery and left chambers were tumor free. CT-

chest done on the same day revealed multiple secondary

metastases in both lungs besides showing the atrio-

pericardial fistula and papillary like tumor mass projecting

from the right atrial wall Fig. 3(A) and (B). Due to her poor

general condition and metastatic pulmonary illness any

surgical intervention was refused and the patient was kept

on conservative treatment. The patient received two units of

blood transfusion but she continued to have hemoptysis. Her

condition deteriorated over the next 2 days and she was put

on ventilatory support and vasoactive drugs but eventually

the patient expired on third day.

On autopsy 850 ml of haemorrhagic pericardial fluid was

removed. There was Bilateral pleural effusion (right > left)

with 200 ml of pleural fluid that was hemorrhagic in its gross

appearance. There were no were no malignant or atypical

cells in pleural/pericardial fluid. There was a friable, vascular

tumor on the lateral surface of the right atrium. Both lungs

were diffusely studded by multiple nodular metastases. No

metastasis was found to any other organ. Histological exam-

ination of the mass and tumor metastases showed multiple

anastomosing vascular channels lined with malignant endo-

thelial cells, indicative of angiosarcoma.
3. Discussion

Angiosarcoma is the most common malignant tumor of the

heart that shows rapid growth, local invasion, and distant

metastasis. Its clinical presentation is variable andmetastases

are present in 66e89% at the time of diagnosis with Lung

metastasis being the most common site.3 Cardiac rupture due

to angiosarcoma is extremely rare; few cases all involving the
mass (✰) arising from right atrial wall and a large loculated

wing leakage of saline bubble contrast (white arrow) from

nfirming atrio-pericardial fistula.
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Fig. 3 e (A) Axial CT reveals multiple non cavitating nodular lesions of varying sizes scattered in bilateral lung parenchyma

in angiocentric distribution suggesting metastatic deposits. Bilateral pleural effusion (R > L) is also seen. (B) Contrast

enhanced axial CT reveals pericardial collection communicating with right atria and causing attenuation of the right

ventricle. Associated papillary like projection (*) noted in the free wall of the right atria.
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right atrium, have been reported in the literature.4e6 Other

multivaried presentations of cardiac angiosarcoma that have

been reported include presentation as recurrent pulmonary

embolism,7 difficult to treat bilateral pleural effusion,8 collapse

of the lung,9 and as coronary artery pseudo aneurysm.10

In our patient bilateral nodular lung infiltration with right-

sided pleural effusion and constitutional symptoms led to the

initiation of empirical treatment with anti-tubercular treat-

ment (a common diagnosis in our country) and a cardiac

referral suggested the rare diagnosis. Recently Fiorelli et al11

also reported similar scenario when the patient scheduled

for thorascopic lung biopsy for nodular lung lesion was inci-

dentally detected as having cardiac angiosarcoma on echo-

cardiography during pre operative work up.

Echocardiography is a readily available non-diagnostic tool

to detect these tumors and a screening test in patients with

varied presentations can aid tomake a proper diagnosis.Meng

et al12 reported that the sensitivities of transthoracic echo-

cardiogram (TTE) and transesophageal echocardiogram to

detect these primary masses are 93% and 97%, respectively.

On the other hand, magnetic resonance imaging (MRI)

currently appears to be the imaging modality of choice in the

assessment of a patient with known cardiac mass.13

Treatment of angiosarcoma is controversial due to the poor

prognosis. Surgical resection is indicated when no evidence of

metastasis exists and when myocardial resection is repara-

tive. Chemotherapy and radiation therapymay be indicated as

adjuvant or preferential therapies, but their use is usually

limited due to the poor physical condition of the patient.14

Orthotopic Heart transplantation can allow complete resec-

tion of cardiac tumors but has high risk of tumor recurrence or

metastasis and the possible enhancement of tumor growth by

immunosuppressive drugs.15
4. Conclusion

This case highlights the need for awareness among the

clinicians and avoiding misdiagnosis with tuberculosis

especially in the Indian setting. Characteristics that favor

a malignant cardiac tumor on echocardiography include lack
of a pedicle, right atrial location and invasive growth pattern.

A haemorrhagic effusion, invasive tumor mass in right

atrium and non-cavitatory lung infiltrates should alert about

the possibility of this rare condition.
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