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Case Report

Association between Aortic Valve Fibroelastoma and Acute

Myocardial Infarction

Thiago Augusto Vieira, Sandra de Barros Cobra Negreiros, Diogo Wagner da Silva de Souza

Hospital de Base do Distrito Federal, Brasilia, DF — Brazil

Introduction

Cardiac tumors are rare and diagnosis depends mainly
on the degree of clinical suspicion, since its prevalence in
autopsies is 0.02%'. Primary heart tumors include myxoma
as the one with the highest incidence (40% to 70%), followed
by lipomas and papillary fibroelastoma (PFE)>.

PFE is a benign tumor that is present in about 10% of
the cases, mostly of related series?. These are commonly
single moving masses, pedunculated and well delimited,
which especially affect the heart valves. They are usually
asymptomatic, but have great potential to promote embolic
phenomena?*°.

Diagnosis is often incidental during transthoracic
echocardiography tests for other clinical indications*.

This is a clinical case for which the diagnosis of PFE was
suggested during cardiac workup in a coronary artery disease
setting. Echocardiography plays a role in the diagnosis of
primary cardiac tumors, especially PFE, either incidentally,
as in most occasions, or in the investigation of embolic events.

Case Report

Black, male, retired farmer, 52 years old. The patient was
admitted to the emergency department of the Cardiology
Unit of Hospital de Base do Distrito Federal — Brasilia in
March 2015. His initial complaint was chest pain, and the
pain irradiated to the neck and mandibular area. He had
personal medical history of acute myocardial infarction
(AMI) six years before, when he underwent coronary artery
bypass grafting surgery (CABG). Seven months before,
he had been admitted to the same service for inferior
wall AMI and underwent coronary angiography (Figure 1).
At the time, the test showed severe atherothrombotic
obstruction of the right coronary artery. The assisting
team chose to conduct percutaneous treatment with
non-pharmacological stent. He was later discharged for
outpatient monitoring, asymptomatic.
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A few weeks after discharge, he complained of chest
pain on small and moderate stress. To investigate acute
ischemia, exercise testing was requested and revealed
clinical and electrocardiographic criteria suggestive of acute
ischemia. A new catheterization at the hospital in March
2015 showed injury of approximately 90% in the right
coronary artery at the stent site and a new obstruction of
70% in the most distal portion of the artery.

During the complementary investigation for coronary
artery disease, Doppler echocardiography was performed.
Among other findings, mobile echodense image attached
to the valve face of the non-coronary leaflet of the aortic
valve was found. Transesophageal echocardiography (TEE),
in turn, enabled a more detailed imaging (Figure 2), which
consisted of a mobile and heterogeneous mass with regular
borders measuring approximately 1.2 x 1.2 cm in its largest
diameters. Papillary fibroelastoma was then suspected.

The patient was then referred to contrasted magnetic
resonance imaging (MRI) of the heart and the finding was:
small aortic valve mass attached to the commissural pillar
between the non-coronary and coronary cusps of the right
aortic face, compatible with papillary fibroelastoma (Figure 3).

Discussion

This case demonstrates that echocardiography is an
inexpensive test that can be an extremely useful in diagnostic
suspicion of embolic events originated in the heart. PFE is, most
often, an incidental finding. Usually as a single lesion which in 90%
of the cases affects the heart valves, without causing valve failure.

The aortic valve is the most affected valve (44%),
followed by the mitral, tricuspid and pulmonary valves and
may involve the papillary muscles and tendinous chordae.
Other sites are more rare, especially the left ventricle, left
atrium, atrial septum and right atrium?.

Itis usually identified as a moving mass with dimensions that
may vary from 2 to 28 mm, but in rare cases (1%) it reaches
dimensions larger than 20 mm?*. In this case, the dimensions
described were even smaller.

Its pathogenesis is not well defined and various hypotheses
are discussed: thrombotic, traumatic or neoplastic origin;
however, the most widely accepted is that it originates from
the Lambl’s excrescences’.

It occurs at any age and is more common after age 40.
In most cases it is asymptomatic, but may be accompanied
by nonspecific conditions such as chest pain, dyspnea,
syncope and, more rarely, sudden death®.

Our case demonstrates a epidemiological profile similar

to that of the literature, both in its location and in its form
of presentation??.
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Figure 1 - Coronary angiography of the right coronary artery.

Figure 2 - Transesophageal echocardiography. LA: left atrium; Ao: aorta; LV: left ventricle; RV: right ventricle; PFE: papillary fibroelastoma.
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Figure 3 — Magnetic resonance imaging. LA: left atrium; RA: right atrium; RV: right ventricle; Ao: aorta; PFE: papillary fibroelastoma.

The complications described are a source of concern
about the finding of PFE, particularly those related to embolic
phenomena, whether peripheral or central. Such events
depend on its size, location and mobility, in addition to the
platelet aggregation triggering potential>*, and include: AMI,
strokes, lIA, mesenteric and renal ischemia.

Specifically in tumors localized in the aortic valve,
complications such as sudden death and AMI are observed?.
Other nonspecific findings may also be present, such as atrial
arrhythmias and increased cardiac chambers.

Echocardiographic diagnosis has a sensitivity of 88.9%
and specificity of 87.8%%%%, especially in cases of larger
tumors. The characteristic finding is a mass similar to a “sea
anemone,” with multiple ramifications held by a pedicle to
the endocardium. Transesophageal echocardiography may
be an option when the size or location cannot be properly
defined by transthoracic method.

Other diagnostic methods include MRI, which allows
better morphological definition of the tumor and its
anatomical relations, increasing the degree of suspicion when
the enhancement technique is used'. Coronary angiography
is an additional method used for stratifying the coronary
lesions associated, and intracoronary ultrasound allows the
distinction of atherosclerotic disease from other thrombotic
disorders. There are no imaging techniques that allow a
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definitive diagnosis, which is determined by histopathological
analysis of the tumor.

The patient described has evolved with successive events of
AMI associated with thrombotic complications, which should
be related to atherosclerotic disease and cannot, however,
rule out the possible contribution of PFE in the etiology of
these events, considering the close relationship of the tumor
with the ostium of the coronary arteries. Definitive diagnosis,
however, was not possible, as the assisting medical team opted
for conservative treatment, taking into account the clinical
conditions of the patient.

The differential diagnosis of PFE is extensive and includes
other cardiac tumors (myxoma, lipoma), vegetation, thrombus,
valve degeneration tissue and the Lambl’s excrescence.

The treatment of choice for symptomatic patients with
associated complications is surgical resection. As for asymptomatic
patients, the treatment of choice is still undefined, but it should
be based on the size, location and especially on mobility, which
is an independent factor for severe complications®®4.

The procedure is curative in most cases, with resection
made to the base of implant to prevent recurrence; or valve
replacement if the repair is not possible. Patients not undergoing
surgery should remain in full anticoagulation, although of
uncertain efficiency®®.
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Conclusion

Papillary fibroaelastoma is an extremely rare medical
condition in our community, of often incidental diagnosis.
Although benign in nature and predominantly asymptomatic,
its clinical importance is based on the occurrence of potential
embolic complications due to the high morbidity and mortality
associated. In this context, it turns out to be a hypothesis to be
investigated in patients with coronary and/or cerebrovascular
events of unknown etiology.

Although it lacks confirmation by invasive coronary and
pathological methods, we report the occurrence of PFE
in patients with previous episodes of AMI, emphasizing
the importance of the association of these events.
Surgical treatment is the preferred option, although it
is not performed in this case by joint decision of the
multidisciplinary team.
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