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Summary: Primary cardiac angiosarcoma is a rare tumor, and surgical resection is often required to relieve its symptoms.
A 54-year-old male with a large primary cardiac angiosarcoma is described in this case report. The tumor was located in
the right atrium and right ventricle. The bulk was resected with the right coronary artery (RCA), and partial right atrium
and partial right ventricle resections were performed during cardiopulmonary bypass. The resected tumor measured 15 x
10 x 8 cm, and the histopathological diagnosis was well differentiated primary cardiac angiosarcoma. In the postoperative
period, the patient was followed up for 22 months, and radiotherapy and chemotherapy were performed for metastases.
The optimal therapy for cardiac angiosarcoma is still controversial, but combined treatment including surgical resection

should be considered.
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Introduction

Primary cardiac tumors are rare and 75 % of them are
benign. Among malignant tumors, angiosarcomas are the
most common (8, 11). Men are twice or three times more
frequently affected than women, typically between the 4
and 5™ decades (5, 8). The overall prognosis remains poor
despite advances in surgical techniques due to the fact that
surgical resection of such cardiac neoplasms has a potential
risk for morbidity and mortality. A case of a patient with
primary cardiac angiosarcoma on whom we performed
complete surgical resection in our clinic is described. The
aim of the report is to contribute to the discussion and em-
phasize multimodality treatment alternatives.

Case report

A 54-year-old male with complaints of fatigue, chronic
cough and fever was admitted to our clinic. He had had
a year and a half history of pericardicentesis with a diagno-
sis of pericarditis made in another institution, although the
pericardial fluid had been reported as cytologically negative
for malignant cells. Chest X-ray and computed tomography
(CT scan) revealed a large, lobulated heterogeneous solid
mass with well-defined margins, approximately 15 x 10 cm.
in size situated in the mediastinum (Fig. 1a). These findings
were confirmed using magnetic resonance imaging (MRI).
A non-homogeneous 12 x 6 cm tumoral mass compressing
the right atrium and right ventricle was determined upon
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echocardiography. The carina was slightly expanded, but no
endobronchial lesion was determined during fiberoptic
bronchoscopy. Abdominal ultrasonography was normal.
On the 8th day of hospitalization, the patient underwent
surgery with a preliminary diagnosis of mediastinal or car-
diac mass. Median sternotomy was performed and an in-
trapericardiac mass was revealed, but no direct invasion of
the pericardium was observed (Fig. 1b). Surgery was per-
formed with cardiopulmonary bypass using bicaval venous
and right femoral arterial cannulation. The tumor was com-
pletely resected with the right coronary artery (RCA). Par-
tial right atrium and partial right ventricle resections were
performed. The resected tumor was 15 x 10 x 8 cm in size.
The 2-cm defect in the right ventricle and the 5-cm defect in
the right atrium were reconstructed primarily. Saphen ve-
nous graft to the RCA was performed (Fig. 1¢). There were
no postoperative complications.

Histopathological examination indicated that the tumo-
ral mass was composed of a well-differentiated histotype
characterized by numerous vascular areas in which neo-
plastic cells were loosely and irregularly arranged to form
incomplete vessels with a slightly pleomorphic endothe-
lium or anastomized vascular channels filled with red cells.
Tumor tissue showed low-mitosis. Immunohistochemical
staining findings were as follows: the tumor cells were not
stained specifically for calretinin, pancytokeratin, S-100, vi-
mentin, cytokeratin 5/6 or reticulin, but the vascular walls
were stained focally positive for CD31 and CD34 (Fig. 2).
In light of these data, the histopathological diagnosis was
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Fig. 1: CT-scan showing a large tumor in the right atrium and right ventricle (A). Surgical (B) and post-resection images
(C). (T: Tumor, RV: Right ventricle, RA: Right atrium, SG: Saphenous graft).
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Fig. 2: Histopathological examination (HE X 200) revealed anastomized vascular areas containing atypical endothelial
cells (A). Immunohistochemical examination with CD34 showed positivity on the vascular wall (B).

well-differentiated primary cardiac angiosarcoma. There
was no tumoral lesion in control CT scans three months
after the operation. In the 12" month postoperatively, MRI
of the neck and CT scans of the thorax were performed be-
cause of neck pain and limitation of movement. Metastatic
Iytic lesions were encountered in the C2 and C5 vertebrae
during MRI in addition to hepatic and pulmonary metasta-
ses. A mass of 8 x 5.5 cm tumor in the anterior media-
stinum extending to the right cardiac cavities by way of
invading the right atrium and right ventricle were detected
in thoracic CT scans. In total, 2800 c¢Gy radiotherapy in 8
fractions was applied to T1-5 and T10-L1. Following ra-
diotherapy, a chemotherapy regimen was initiated and re-
peated every 21 days for a total of six treatment courses
(iposhphamide 3500 mg d1-3, adriamycin 40 mg d1-3
with uromitexan protection). Later on, 3000 cGy radiothe-
rapy in 10 fractions was applied to C2-5. A second-line
chemotherapy protocol was initiated (cyclophosphamide
1g d1, etoposide 150 mg d1-3). The patient was then fol-
lowed up for 5 months with no objective response to che-
motherapy.
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Discussion

Primary cardiac malignant tumors are quite rare neo-
plasms with an incidence level of 0.0017-0.03 % (11).
Among these tumors, angiosarcoma is the most common-
ly seen and comprises 30 % of the total (5). Angiosar-
comas are mostly situated in the right atrium (1). A giant
mass was located in the right atrium and right ventricle in
this case.

Diagnosis may be challenging, due to non-specific symp-
toms and unpredictable presentation. Echocardiography and
thoracic MRI are helpful in diagnosis (6), but it is quite dif-
ficult to establish differentiation because these tumors have
no specific tissue density. In addition to imaging modali-
ties, diagnosis is established by way of thoracotomy or at
autopsy (4). Although cardiac biopsy can be used for dia-
gnosis if the tumor is sufficiently large, a careful procedure
is recommended in light of the hypervascular character of
these tumors (10). Therefore, no cardiac biopsy was per-
formed in this case, but echocardiography, CT scans and
MRI were carried out for diagnostic purposes. The diagno-



sis was confirmed postsurgically during histopathological
examination of the specimens taken.
Immunohistochemical staining of endothelial cells with
F VIII, Ulex europaeus, CD 34 and CD 31 helps with dia-
gnosis, but well-differentiated or poorly-differentiated areas
in the tumor may not be stained. Although angiosarcomas
may stain positive for cytokeratin (7, 9), the tumor cells in
this patient were not stained specifically. However, immu-
nohistochemical staining with CD31 and CD34 was posi-
tive. Considering the morphological assessment together
with the immunohistochemical staining results indicating
the presence of such antibodies confirmed the diagnosis.
Surgical resection of cardiac angiosarcoma is still con-
troversial because of its high risk potential for morbidity
and mortality, while complete resection increases life ex-
pectancy (3). Heart transplantation is the most radical
treatment, but this is not always possible (12). In this case,
we totally resected the tumor with the right coronary arte-
ry (RCA) and performed partial right atrium and partial
right ventricle resections during cardiopulmonary bypass.
Application of adjuvant radiotherapy and/or chemothe-
rapy is also controversial in the treatment of these tumors
with such poor prognosis. Most patients die within appro-
ximately one year of diagnosis (2), because these tumors ex-
hibit rapid development and distant metastasis soon after
local invasion (5, 11). Although its poor prognosis has been
established, Hermann et al. (4) state that a survival level of
12-36 months was observed in eight out of 24 patients ad-
ministered radiotherapy after surgical excision. We moni-
tored the patient described here, on whom radiotherapy
and chemotherapy were performed for local recurrence and
distant metastases, for 22 months after complete resection.

Corresponding author:

In conclusion, combined treatment for cardiac angio-
sarcoma including surgical resection should be considered,
although the question of optimal therapy is still controver-
sial.
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