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ABSTRACT

Malignant fibrous histiocytoma (MFH) is a rare tumor of the heart and the patients with these tumors usually have a
poor prognosis. We report a case of MFH with an origin from the left superior pulmonary vein, involving the left atrium
and protruding through the mitral valve, which needed urgent surgery. Complete resection was performed but local re-

currence was detected one month later.
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1. Introduction

Cardiac tumors are the cause of cardiac surgery appro-
ximately 1 in 500 cardiac surgical patients. Secondary or
metastatic cardiac tumors are 30 times more common
than the primary neoplasm. MFH is currently defined as
a rare tumor. Despite several localizations having been
described in the past, only exceptional cases primarily
involve the heart. Local recurrence was found in 51% of
patients who had a “complete” excision of the tumor.
The treatment comprises surgery, chemotherapy and ra
diotherapy, athough the survival time is usualy consid-
ered to be less than 12 months [1].

2. Description

A 81-year-old woman, caucasian, with antecedents of hy-
pertension, insuline dependent diabetes, paroxistic atrial
fibillation, chronic pulmonary obstructive disease and
frontal epidermic carcinome resected; presented to emer-
gency with dyspnea and signs of heart failure since seven
months ago. After transthoracic echocardiography, the
patient was referred on admission our hospital for mass
into left atrial and congestive heart failure. Then, she was
arrived in room reanimation for acute pulmonary edema,
hypoxia and atrial fibrillation. She needed orotracheal
intubation and mechanical ventilation. Transesophageal
echocardiography showed the presence of a cardiac mass
involving the left atrium and protruding through the mi-
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tral valve (Figure 1). She was trandated to operation
room urgently.

The surgery was performed through a median ster-
notomy. Standard cardiopulmonary bypass was estab-
lished, and the heart was arrested using cold antegrade
blood cardioplegia. The right atrium was opened and
through atrial septum, a solid mass attached firmly to left
superior pulmonary vein and left atrium wall was re-
vedled. This mass was excised completely. The mitral
valve did not need repair. The excised tumor was taken
to pathological examination. The patient was carried to
reanimation room. She was hemodynamically unstable
despite vasoactive drugs. 24 hours after the surgery, she
was improved. The excised tumor was 6 x 4.5 x 4 cmiin
size, gray-white colored and 50 g of weigh, cystique, ne-
crotic and hemorragic areas were seen in macroscopi-
cally exam (Figure 2).

Histopathological examination showed a pleomorphic
proliferation of atypical spindle cells, admixed with scat-
tered bizarre giant ones in a well-vascularized fribro-
myxoid stroma whith necrosis and hemorrhage. Inmuno-
histochemically staining the tumor cells were negative
for: desmin, cytokeratin, HMBA45, s100 protein, c-kit and
myogenin. And they were positive for vimentine, smooth
muscle actine and type IV collagen, with CD31 y CD34
markers.

Postoperative evolution was favorable. As a complica-
tion, she had a right pneumothorax requiring a thoracic
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Figure 1. Transesophageal echocar diography showed a car-
diac mass involving the left atrium and protruding through
themitral valve.

drain. She was discharged from hospital at twelve days
after surgery. Despite total resection of al visible tissues
and post-operative echocardiograph control without pa-
thological findings; the recurrence of tumor at one month
after surgery was showed in an ambulatory echocardio-
graphy and computerized tomography controls that show-
ed the presence of a cardiac mass about 1.5 cm?, involv-
ing the left atrium and pulmonary veins (Figure 3). The
patient didn't agree to surgical treatment again. At this
time, five months after the surgery, the patient was free
of symptoms.

3. Discussion

Cardiac tumors are divided into primary and secondary
tumors. Primary cardiac tumors are very rare, with an
autopsy incidence of 0.001% - 0.03% [1]. Primary car-
diac tumors include benign or malignant neoplasm that
may arise from any tissue of the heart. Secondary or me-
tastatic cardiac tumors are 30 times more common than
the primary neoplasm with an autopsy incidence of 1.7%
- 14% [2]. Approximately 75% of primary cardiac tu-
mors are benign, and 25% are malignant. Approximately
50% of the benign tumors are myxomas, and about 75%
of the malignant tumors are sarcomas [3]. The clinical
incidence of these tumors is approximately 1 in 500 car-
diac surgical patients.

Cardiac tumors cause symptoms in three separate
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Figure 2. The right atrium wall was opened through atrial
septum, a solid mass attached firmly to left superior pul-
monary vein and left atrium wall was revealed and resected
completely.

mechanisms: embolization, obstruction and arrhythmias.
Embolization occurs frequently, fragments of the tumor
itself can migrate, this may mimic endocarditis or vascu-
litis, and larger particles can cause cerebrovascular events.
Atrial tumors, when large enough, may result in obstruc-
tion which impedes valvular flow, resulting in obstruc-
tive symptoms like syncope or congestive heart failure.
Similarly, ventricular tumors may block outflow tracts
resulting in chest pain, shortness of breath or syncopal
episodes, as well as CHF. Finally, tumors can cause in-
tramyocardia infiltration, and affect the conduction sys-
tem resulting in heart block, arrhythmias and ventricular
tachycardia, which may present as sudden death [4].
MFH is the most common soft tissue sarcomain adults.
A mixture of spindle cells in a storiform pattern, polygo-
nal cells resembling histiocytes, and malignant giant cells
characterizes it histologicaly. The cell of origin is the
fibroblast or histioblast. MFH may be subclassified into
fibrous, giant-cell, myxoid, and inflammatory variants.
The fibrous variant accounted for two-thirds of the le-
sions. The prognosis is no different among the histologic
subtypes. The depth of the tumor significantly affects
survival, and three important groups were identified: su-
perficia tumors, superficial tumors that recur in deep
locations, and deeply situated tumors [5]. The use of
immunohistochemistry is now essential in the diagnostic
workup of any MFH-like tumor asit is now unacceptable
to diagnose MFH based on morphology alone. In MFH
an extensive immunohistochemistry panel is most likely
required to exclude different lines of differentiation [6].
MFH usually occurs in the left atrium and often mim-
ics myxoma. The tendency to metastasize early is not as
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Figure 3. Filling defect identified by computerized tomography in left atrial arising left pulmonary vein, two months after

surgery.

prominent as with angiosarcoma. Several reports exist
documenting rapid symptomatic recurrence after incom-
plete resection despite chemotherapy. These patients of -
ten die of local cardiac disease prior to the development
of metastases. If complete resection can be done at the
original operation (particularly if the malignant nature is
recognized) and adequate chemotherapy can be provided,
survival may be improved. Incomplete resection is usu-
aly due to inadequate exposure of these broad-based
tumors, which often extend to the anterior wall of the left
atrium. Difficulty in exposing this posterior portion of
the heart leads to inhibition of aggressive resection for
clear margins and makes reconstruction difficult. These
difficulties can be overcome by excising the heart and
inverting it so that the posterior left atrium is now an
anterior structure. This allows excellent visualization for
aggressive resection and reconstruction done ex vivo,
after which the heart is reimplanted [7].

MFH is currently defined as a rare tumor, and its di-
agnostic entity is continuously a subject of debate among
pathologists. Despite severa localizations having been
described in the past, only exceptional cases primarily
involve the heart. Local recurrence was found in 51% of
patients who had a “complete” excision of the tumor [5]
and the rate of metastasis was 23%, but these was less
likely when the tumor was small, superficially located, or
had a prominent myxoid component [8].

Because of such high aggressiveness, the average sur-

vival timeisusualy considered to be less than 12 months.

Despite the availability of valid chemotherapeutic regi-
mens, the prognosis remains poor.
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4. Conclusion

Malignant fibrous histiocytoma is a rare tumor and, in
this case, the recurrence was found only one month after
the compl ete resection.
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