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SOUHRN

Papilarni fibroelastomy jsou vzacné benigni srde¢ni nadory. V této kazuistice popisujeme pfipad asympto-
matické 64leté Zzeny s velkym papilarnim fibroelastomem ve vytokovém traktu levé komory, ktery byl od-
stranén chirurgicky. Nasim cilem je zdlraznit feseni atypického a klinicky asymptomatického papilarniho
fibroelastomu.
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ABSTRACT

Papillary fibroelastomas are rare benign tumors of cardiac origin. In this case report, we present an asympto-
matic 64-year-old female patient with a large left ventricular outflow tract papillary fibroelastoma treated
surgically. We would like to emphasize the management of atypical located and clinically asymptomatic

Papillary fibroelastoma papillary fibroelastoma.

Introduction

Primary cardiac tumors are usually benign, relatively un-
common masses compared to metastatic tumors of heart.'
Papillary fibroelastomas, which are benign avascular end-
ocardial papillomas, are one of the most common benign
cardiac tumors that arise predominantly from the cardiac
valves.? Despite predominance of male gender, there are
no other significant risk factors or pathophysiologic me-
chanism proven.' Clinical manifestations of tumors de-
pend on their size and location such as originating from
the endocardium, heart valves, or myocardium.? While
the majority of patients is asymptomatic on presentation,
the clinical presentation of papillary fibroelastoma varies
from asymptomatic to sudden cardiac death because of
severe embolic complications such as stroke or myocardial
infarction.? In this present case, we describe an asympto-
matic 64-year-female patient with a big left ventricular
outflow tract fibroelastoma treated successfully with sur-
gical approach.

Case report

A 64-year-female patient presented with progressive dys-
pnea. The patient had a history of hypertension and rheu-
matoid arthritis. She had no history of stroke or myocar-
dial ischemia. There were no remarkable abnormalities on
physical examination. The ECG showed normal sinus rhy-
thm at admission and the laboratory investigations were
unremarkable. Two-dimensional transthoracic echocar-
diography demonstrated normal left ventricular systolic
function. The left ventricular internal dimensions (LVED:
45 mm, LVES: 33 mm) were in normal range with an ejecti-
on fraction of 58% and the left atrial anteroposterior dia-
meter was 37 mm. A transthoracic echocardiogram also
revealed a mobile hypoechogenic mass measuring 15 x 11
mm attached to interventricular septum in the left vent-
ricular outflow tract (LVOT). Then transesophageal echo-
cardiography (TEE) was performed for further evaluati-
on. TEE confirmed a hypoechoic, gelatinous, amorphous
mobile mass measuring 1.68 x 0.825 cm was attached to
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Papillary fibroelastoma originating from LVOT

Fig. 1 - (A) Parasternal long axis view of the mass in LVOT (arrowhead). (B) Zoom LVOT view of the mass on
TEE (arrowhead). (C) Apical four chamber mid septum view of the mass (arrowhead). (D) Zoom LVOT view of
the mass on TEE (arrowhead). LVOT - left ventricular outflow tract; TEE - transesophageal echocardiography.

the septal wall of the LVOT at 7 mm proximal from aor-
tic valve (Fig. 1, video 1). Aortic valve is intact and the-
re was no aortic insufficiency. Based on all examinations,
although fibroelastoma is preliminary diagnosis because
of pedunculated, hypoechoic, and well-circumscribed TTE
image of the mass, also myxoma should be in differential
diagnosis. Cranial MRI was planned for the patient before
the surgical evaluation and no evidence of any ischemic
foci was reported. Although there was no cardioembolic
event, heart team decided to perform surgery to prevent

further complications. In histological analysis of surgi-
cal specimens; villous structures, lined with endothelial
cells, containing hyalinized myxoid cores were observed.
Positive staining was detected in endothelial cells lining
villous structures with CD31 staining, and elastic fibrils in
the center of myxoid cores with elastic Van Gieson (EVG).
These features were characteristic for cardiac papillary fib-
roelastoma (Fig. 2). The patient was operated successfully
by the surgical team and discharged on the 2nd postope-
rative day.

Fig. 2 - (A) Image of the surgical
procedure. (B) Specimen of

the LVOT mass. (C) Avascular
branching papillary structures with
central hyalinized (H&E, x40).

(D) Papillary structures with myxoid
and hyalinized cores, lined with
endothelial cells (H&E, x100).

(E) Positive staining of endothelial
cells lining the papillary structures
with CD31 (CD31, x100). (F) Positive
staining of papillary cores with elastic
Van Gieson (EVG, x100). LVOT - left
ventricular outflow tract.
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Discussion

Primary cardiac tumors are rare neoplasms with the pre-
valence of 0.021-0.019%. The majority of primary car-
diac tumors is benign and papillary fibroelastomas are
the most common primary cardiac tumors after cardiac
myxomas.' Papillary fibroelastoma is attached especially
to cardiac valves while the aortic valve is affected pre-
dominantly (29.4%). Although mitral valve attachment is
seen relatively uncommon compared to aortic valve, the
studies state that the concurrent valvular disease is re-
presented in 41.7 % of patients.? Unlike valvular disease,
nonvalvular fibroelastomas are mostly originated from
left ventricle." In addition to that, neoplasms occur spora-
dically and most of them are detected incidentally during
routine echocardiographic examination.

Due to the asymptomatic nature of the tumors, their
diagnosis was rare in the past. As the increased use of
echocardiography in this area, this neoplasm became more
noticeable.? Moreover, the location, occurrence, and the
size of tumor attached to valve or endocardium are cru-
cial to have longstanding valvular heart disease by affect-
ing hemodynamics.* Besides asymptomatic presentation,
they may result in life-threatening complications such as
stroke, myocardial infarction, and systemic embolization.
Additionally, most common clinical manifestations that are
associated with embolization of tumor fragments are an-
gina, myocardial infarction, sudden cardiac death. Stroke
or transient TIA, which is seen as a neurological deficit, has
a significant role in reported clinical presentations.! Fur-
thermore, because of the predominance of the left heart
localization, systemic embolization occurs and the majority
of them comprises cerebral arteries.? Also, coronary arter-
ies occlusion leads to angina or myocardial infarction and
peripheral ischemia linked by mesenteric, renal infarction
have been reported. In our case, a large (over 1 ¢cm) non-
valvular papillary fibroelastoma located in LVOT was de-
tected without causing any cardioembolic event. No silent
brain ischemia was observed in the cranial MR examina-
tion. Surgical removal of the asymptomatic mass was taken
as an expert opinion by the heart team due to the risk of
coronary embolism and cerebrovascular event.

Despite its benign nature, it causes severe complications
due to their location and pedunculated form. Therefore
it should be surgically removed as surgical intervention
is the definitive treatment.> Although cardiac imaging
like transthoracic echocardiography and transesophageal
echocardiography is crucial to differentiate the neoplasm,
histological analysis is necessary for exact diagnosis. If the
diameter of the mass exceeds 1 cm, patients should be of-
fered surgical resection, and if the mass is left-sided and
endocardial, regardless of its size and accidental nature,
the necessity of surgery should be discussed with a multi-
disciplinary team, considering the risk of embolism.®

Conclusion

Cardiac papillary fibroelastoma is one of the rare
neoplasms of the heart. Its clinical manifestations

vary from asymptomatic to sudden cardiac death. In
this case, we aimed to present the management of
a large, asymptomatic, atypically located papillary
fibroelastoma.
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