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Aortic Valve Papillary Fibroelastoma: Source of Embolic Angina!
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Aortic valve papillary fibroelastoma Post fibroelastoma resection

Description
The transesophageal echocardiographic images elevated cardiac markers in the absence of
demonstrate a rounded echodensity on the obstructive coronary artery disease. Surgical
aortic valve in the deep transgastric view (Figure resection of the mass as shown in the mid-
A), the mid-esophageal short-axis view (Figure esophageal long-axis view (Figure D) resulted in
B) and the mid-esophageal long-axis view resolution of the symptoms. Pathology revealed
(Figure C) in a patient with recurrent angina and papillary fibroelastoma of the aortic valve.
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Discussion

Papillary fibroelastomas are among the most
common primary cardiac tumors, second only to
myxomas [1]. Historically, these tumors were
only found upon autopsy and thought to be
benign, however, approximately one third of
these tumors are diagnosed after an embolic
event [2]. Just over half the patients that are
diagnosed with these tumors are male, with the
average age of diagnosis being 60 years [3].
Approximately 30% of fibroelastomas are
diagnosed incidentally and do not cause any
symptoms, however, symptoms are typically
secondary to embolization with the most
common presentation being stroke or transient
ischemic attack [4]. Other common
presentations include angina [5], myocardial
infarction [6], sudden cardiac death [7], heart
failure, syncope [8], pulmonary embolism [9] and
multiorgan symptoms [10].

Approximately 65% of papillary fibroelastomas
affect the left side of the heart and over 80% are
located on heart valves. Approximately 36% are
found on the aortic valve, 29% on the mitral
valve, 11% on the tricuspid valve, and 7% on the
pulmonic valve. Most papillary fibroelastomas
have a pedunculated shape and are mobile in
nature, ranging between 2 mm and 70 mm, and
often prolapsing with contractile motion of the
heart [11]. Etiology of these tumors is thought to
be from hemodynamic trauma secondary to
turbulent blood flow in the heart which can
cause endothelial damage that leads to
formation of a fibroelastoma [12].

Papillary fibroelastomas are typically diagnosed
on transthoracic [13] and transesophageal [14]
echocardiograms. Transthoracic
echocardiography has a sensitivity of 89% and
specificity of 88% if the mass is > 2mm in size.
Three dimensional imaging such as cardiac CT
[15] and cardiac MRI [16] may be beneficial in
characterizing the tissue of these masses,
however, there is poor temporal resolution
making it difficult to assess rapidly moving
structures. Multimodality imaging is often helpful
in better characterization of these tumors [17].

Surgical removal is recommended for all
symptomatic patients due to risk of embolization
and increased mortality [18]. Asymptomatic

patients may be routinely monitored [19, 20, 21],
but surgery is recommended for any tumor that
is large in size or becomes mobile [22].
According to a study performed by Mayo Clinic
[23] the stroke risk in surgically managed
patients was 2% at one year and 8% at five
years. In the conservatively managed group the
stroke risk was 6% at one year and 13% at five
years. The mechanism by which these tumors
cause embolization is thought to be due to either
tumor fragments or thrombi connected to the
tumor, suggesting a role for anticoagulation in
patients not eligible for or awaiting surgery [24].

Conclusion

Papillary fibroelastomas are among the most
common primary cardiac tumors and typically
are asymptomatic and diagnosed as an
incidental finding with no consensus on optimal
management [25]. Despite their often small size,
they carry a serious embolic potential [26].
Surgery should be considered in anyone
diagnosed with papillary fibroelastoma due to
the risk for future or worsening embolic events.
Further investigation is needed to assess for
benefit of anticoagulation in this patient
population.
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