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Abstract. – Primary adult cardiac tumors
are rare entities with a low indices. In 90% of
cases are benign. Among malignant tumors an-
giosarcomas are the most common. In 80% of
cases they arises in the right atrium, more often
in younger males as compared to benign tu-
mors. The majority of them manifests as locally
already advanced disease, precluding macro-
scopically complete surgical resection.

Moreover, the presence of macro- and mi-
crometastasis makes the prognosis always pro-
hibitive. The duration of symptoms is in the or-
der of months and the median survival ranges
from 6 to 11 months. Death cause is usually a
complication of locally recurrent disease: tam-
ponade, hemopericardium are common.

Treatment is multidisciplinary. The combina-
tion of chemo- and radiotherapy with surgery
aims to increase survival. In the management of
unresectable tumors, due to anatomic reason or
locoregional spread, an important role is played
by pre-operatory chemotherapy or chemo-radia-
tion to increase short term survival.
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Case Report

A 35 year old man, apparently always in
good health before, referred to a physician for
dyspnoea, with cough and weakness in No-
vember 2009. Clinical examination revealed
bilateral swelling of face and neck. Lymph
nodes were detected in the neck and both supr-
aclavicular zones. In suspicion of a superior
vena cava syndrome caused by a malignant
lymphoma, the patient underwent a biopsy of a
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neck lymph node. The histological diagnosis
was unspecific lymphadenopathy. Chest X-ray
revealed widening of the right arch of heart. B
mode echocardiography showed an echogenic
mass in the right atrium, measuring about 2×2
cm. CT scan of the chest confirmed the pres-
ence of a tumor in the right atrium with en-
larged mediastinal nodes. The patient was re-
ferred to surgery in January 2010. At opera-
tion, the tumor infiltrated the junction between
the right atrium and the superior vena cava,
but apparently did not involve the epicardium.
The histological diagnosis revealed the pres-
ence of an angiosarcoma of the heart, grade II-
III according to TNM staging system (Figure
1). Tumor mass was judged macroscopically
not resectable.
The patient, after a period of convalescence,

was referred to radiotherapists and oncologists
for combined treatment.
The patient received adjuvant external beam

radiotherapy to the mediastinum, heart and
supraclavicular fossae in form of daily of 2 Gy
up to a total dosis of 45 Gy within a nine week
period with proper shielding of the spinal cord.
After radiotherapy, the patient recovered to
full activity in apparently good health in May
2010. A control chest X ray, done in June, re-
vealed the presence of multiple lung metas-
tases. A combination chemotherapy according
to a protocol for soft tissue sarcomas was start-
ed and continued for five cycles. The regimen
consisted in a combination of doxorubicin 20
mg/m2/day, dacarbazine 300 mg/m2/day and
ifosfamide 2500 mg/m2/day with mesna (MAID
regimen).
Due to pain in the middle left femurs bone, ra-

diologic examinations revealed osteolytic metas-
tases and bone scintigraphy showed other dis-
seminations to one thoracic vertebra and left ra-
dium.
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One month later the patient suffered a stroke
attack: CT scan showed brain metastases and no
ulterior therapy was tempted. The patient died in
July 2010.

Discussion

Primary adult cardiac tumors are rare entities
with a frequency ranging from 0.0017% to
0.28% based on autopsy series1. In 90% of cases
are benign, and the most common is the myxoma
(50%); among the malignant tumors, sarcoma is
considered the most frequent histopatological va-
riety, while mesotheliomas is rare (<1%). In the
isthopatological variety of sarcoma angiosarco-
ma is the most frequent (33%), followed by non-
classifiable sarcomas (33%), malignant fibrous
histiocytoma (16%), osteogenic sarcoma (13%),
leiomyosarcoma (12%), fibrosarcoma (11%),
mixed mesenchymal sarcoma (8%), rhab-
domyosarcoma (6%), liposarcoma (2%), syn-
ovial sarcomas (1%), and malignant schwanno-
ma (1%)1.
Angiosarcomas appear to predilect male, with

a 2:1 male to female ratio, typically between the
3rd and 5rd decades. They occur more commonly
in the right atrium, often spreading along epicar-
dial surface. A precocious lung metastatization is
frequent.
Macroscopically, cardiac sarcomas appear as a

nodular mass, bulky, infiltrating, with irregular
margins; occasionally they can form polypode
extension into cardiac chambers and can be erro-
neously mistaken for myxomas.

Clinically, angiosarcoma gives a multitude of
clinical syndromes such as superior vena cava
obstruction due to right side blood obstruction,
left or right side cardiac heart failure due to di-
rect myocardial involvement, ischemic syn-
dromes due to coronary artery involvement,
valvular dysfunction due to tricuspid valve in-
volvement, pericarditis due to pericardial effu-
sion, thromboembolic phenomena for the em-
bolism of tumour fragment and arrhythmia. The
main symptoms tend to be those of congestive
heart failure like dyspnoea, but general symp-
toms, due to the neoplastic disease, may also be
present like anorexia and weight loss2.
A strong index of suspicious drives to diagno-

sis: chest X-ray is always abnormal and echocar-
diography confirms the presence of tumoral
mass. Transoesophageal echocardiography is su-
perior to transthoracic echocardiography and can
also safely guide transvenous biopsy, allowing
histological diagnosis. Magnetic resonance imag-
ing (MRI) appears to produce better vascular
imaging, when compared to CT scan. Arteriogra-
phy, with coronary catheterization allows for op-
timal evaluation of peritumoral neovasculariza-
tion as well as the extent of great vessel’s in-
volvement and, therefore, is a crucial step in the
surgical planning.
A delayed diagnosis due to unspecific symp-

toms and an aggressive behaviour make the
prognosis of this tumors poor with a mean sur-
vival of 6 to 11 months from the time of diagno-
sis. It does appear that tumors located in the left
heart have a better prognosis4.
A complete surgical resection, when feasible,

has been the treatment of choice, both to relieve
local symptoms and to attempt complete exci-
sion. Surgical series have suggested that life ex-
pectancy is twice as long for patients with prima-
ry cardiac sarcoma who undergo complete resec-
tion compared with those who do not. However,
the diagnosis is always to late to give a chance of
complete resectability and in this evidence some
of these case are considered for transplantation
with controversial opinions and results5. Cardiac
autotransplantation has been proposed as a surgi-
cal alternative in order to establish a method of
surgical access and to facilitate resection of the
tumour and reconstruction of the heart in an area
of difficult anatomy6.
After resection it is recommended an early

post-operative chemotherapy and radio therapy
to improve survival, holding always in mind that
the presence of macro- and micro-metastasis re-

Figure 1. Histological section of angiosarcoma showing
endothelial cells forming irregular vascular channel. The
cells are highly pleomorphic, atypical and anaplastic, with
many mitotic figures. (Hematoxylin-eosin stain, original
magnification 10 ×).
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duce the long term survival. Significantly im-
proved survival has been reported in patients
who underwent adjuvant radiation, chemothera-
py or both, compared with those who didn’t have
adjuvant therapy3.
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