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Abstract

Rhabdomyomatous well-differentiated esophageal
liposarcomas are extremely rare. As of August 2016, only
one other such case has been reported in the English-
language medical literature. Liposarcomas in general
are one of the most common soft tissue neoplasms
in adults, but the incidence of primary esophageal
liposarcomas is exceptionally low. There have been
only 42 reported cases of primary liposarcoma of the
esophagus worldwide thus far. These malignancies
are harbored within giant fibrovascular polyps, which
slowly grow within the esophageal lumen causing
obstructing symptoms. We hereby present the case of
a 68-year-old male patient who came in with a 2-mo
history of worsening intermittent dysphagia, persistent
cough, and postprandial retrosternal pain. After an
esophagogastroduodenoscopy, a computed tomographic
scan, and a diagnostic endoscopy, complete endoscopic
resection was performed of the 13 cm x 6 cm x 2.6 cm
fibrovascular polyp. A literature review was done and
results are presented herein.
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Core tip: This is only the second case of a rhabdomyo-
matous well-differentiated esophageal liposarcoma to be
reported in the literature. Both cases clinically presented
as standard esophageal liposarcomas housed in a giant
fibrovascular polyp until histological examination by
pathology. Given the rarity of the disease, there are
only a few studies outlining its optimal management,
nevertheless, diagnosis and treatment of this pathology
can be approached by customary means, bearing
extremely favorable prognosis.

Valiuddin HM, Barbetta A, Mungo B, Montgomery EA, Molena D.
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INTRODUCTION

Primary esophageal liposarcomas are rare, with only 42
cases being reported in English-language literature as
of August 2016, Histologically, liposarcomas can be
further classified into 4 subtypes based on their degree
of differentiation: Dedifferentiated, well-differentiated,
myxoid, or pleomorphic®®. We present the case of a
patient who had an esophageal well-differentiated
liposarcoma containing rhabdomyomatous cells, of
which, only one other case - to the best of our know-
ledge - has ever been reported™.

CASE REPORT

A 68-year-old Caucasian male presented with a 2-mo
history of worsening intermittent dysphagia, persistent
cough, and postprandial retrosternal pain. He also
complained of persistent dull pain on the left side of his
neck, radiating to his left ear, which was not related to
meals.

Suspecting gastroesophageal reflux disease, the
patient was started on proton pump inhibitor pharma-
cotherapy. Upon no relief of symptoms, the patient was
referred to an otolaryngologist to evaluate the pharynx
with a laryngoscopy; no abnormalities were seen, and
therefore the patient was referred to a gastroenterologist.
An esophagram was first performed, which showed
a voluminous intraluminal lesion within the thoracic
esophagus, possibly being a neoplastic process such as a
leiomyoma (Figure 1). An esophagogastroduodenoscopy
was then performed, identifying a polypoid mass, which
started at the level of the upper esophageal sphincter
with a single stalk and extended all the way down to
the esophagogastric junction. The polyp occupied about
a third of the esophageal lumen, was heterogeneous
in surface appearance, and consistent with a giant
fibrovascular polyp; concurrently a small hiatal hernia
was also seen. Biopsies from the head of the polyp
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Figure 1 Barium esophagram showing an (A) obstructing intraluminal
mass in the thoracic esophagus.

exhibited benign squamous mucosa with mild acute
and chronic inflammation. A computed tomographic
(CT) scan of the chest showed a large mass along the
entire course of the esophagus (Figure 2). After an
endoscopic ultrasound excluded the presence of major
vessels within the main stalk, endoscopic resection
was pursued. While using a flexible esophagoscope
to visualize the mass, a snare was passed around the
distal end of the polyp on retroflexion and then pulled
up around the stalk, which was located on the left
side of the esophagus just at the level of the upper
esophageal sphincter. The proximal stalk was cauterized
and divided with the snare, causing the polyp to drop
into the distal esophagus. The polyp was then retrieved
transorally using the endoscope and the snare to bring
the mass to the level of the upper esophageal sphincter,
followed by a laryngoscope and a clamp to extract it
from the hypopharynx.

Pathology identified the 13.0 cm x 6.0 cm x 2.6 cm
specimen as a well-differentiated liposarcoma arising
in a giant fibrovascular polyp. Grossly the polyp had
tan uniform surface without stigma of hemorrhage or
necrosis (Figure 3). Histologically the polyp showed
a central core of adipose and fibrovascular tissue
surrounded by overlying squamous mucosa (Figure 4).
An immunohistochemical stain for MDM-2 supported
the diagnosis of liposarcoma (Figure 5). Focal areas of
ossification were noted. In addition, there were scattered
atypical cells with abundant eosinophilic cytoplasm,
positive for desmin and also focally myogenin positive
(Figure 6). The rhabdomyomatous differentiation is
considered a low grade lesion (Figure 7).The final
resection margin was uninvolved by the tumor. Patient
recovered uneventfully and was discharged from the
hospital on postoperative day 1. On follow up visit at 4
years, patient still has complete resolution of dysphagia,
cough, neck and chest pain. He has been eating well and
gained 15 pounds to date. Annual endoscopies and CT
scans confirm no reoccurrence thus far.

DISCUSSION

Esophageal liposarcomas reside in giant fibrovascular
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Figure 4 Histologically the polyp showed a central core of adipose and fibrovascular tissue surrounded by overlying squamous mucosa. A: Hematoxylin
and eosin stain x 40 identifying (arrowhead) striated muscle cells and adipose tissue within the core of the esophageal liposarcoma; B: The giant polyp is
characterized by a central core of adipose and fibrovascular tissue surrounded by overlying squamous mucosa.

polyps and are rare, consisting of 0.5% of all esophageal
neoplasms!. Of the histologic sub classifications,
well-differentiated type are the most common, with
a prevalence of approximately 68%; myxoid being
20%; dedifferentiated and pleomorphic at 6% each'.
The pathophysiology of esophageal giant fibrovascular
polyps is unknown. The only theory with consensus is
that an erroneous out-pouching of loose submucosal
tissue undergoes traction and peristaltic forces causing
it to insidiously grow and elongate into the lumen.
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The average size of a giant fibrovascular polyp is appro-
ximately 13 cm in length, and 3.5 cm in width®!,
Liposarcomas are believed to originate from primitive
mesenchymal cells rather than mature adipocytes'.
The average age of onset of symptoms is 58.4 years,
ranged from 38 to 73 years™*®\. There has been a 72%
male predominance of reported cases™. Almost all
lesions were polypoid, except for a couple that were
transmural®™®!. Eighty percent of the liposarcomas
described have been from the cervical portion of the
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Figure 5 Immunohistology showed positive nuclear staining of lipoblasts
with MDM2 confirming the diagnosis of liposarcoma.
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Figure 6 Cell with rhabdomyomatous differentiation were focally positive
for myogenin.

esophagus, with the rest originating more distally™’.

Clinically, patients can present with dysphagia for
solids and/or liquids, weight loss, intermittent odyno-
phagia, nausea, globus sensation, cough, emesis and
retrosternal pain'®.. If proper diagnosis and treatment
is not administered, there can be drastic complications
such as anemia, vomiting of tumor fragments, oral
regurgitation of polyp upon emesis, respiratory com-
promise and fatal asphyxiation®*!. Objective diagnosis
can be conducted with barium swallow, esophagogas-
troduodenoscopy, CT scans, and magnetic resonance
imaging (MRI). However, making the diagnosis can
require some scrutiny. More specifically, Jakowski
and Wakely™ described a particular case in which the
imaging investigations lead to a differential of achalasia
initially, later corrected to a giant pedunculated mass.
At best, an accurate esophagram can only identify the
presence of a mass; often, other examinations must
be used in combination to differentiate, evaluate, and
grade the tumor. MRI and CT scans are of great help,
not only in recognizing the tumor, but also by calculating
the fat component of the tumor, hence providing better
characterization of the mass: A 100% fat content is in
fact consistent with a lipoma, whereas < 75% signifies
atypical lipomas or low grade sarcoma™”.
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Figure 7 Rabdomyomatous differentiation is characterized by single
and loose aggregates of large round cells with abundant eosinophilic
cytoplasm.

The standard of care for giant esophageal polyps
is surgical resection, which can be directed by different
techniques; including an aggressive open cervical
approach, radical three-hole esophagectomy, or local
endoscopic resection™®®!, Since in our case the endoscopic
ultrasound identified a single proximal stalk without a
significant feeding vessel, trans oral endoscopic resection
was pursued; making sure completeness was achieved
by examining margins of specimen to be uninvolved,
as cases of reoccurrence after inadequate resection
have been reported™®®. Alternatively, resection can also
be done through a cervical incision with excision of the
polyp from the esophageal lumen, which is in fact the
traditional approach, and would have been pursued in
presence of a large feeding vessel. Lastly, if the polyps
were to have had multiple stalks throughout the entire
esophagus, making complete removal through cervical
approach unfeasible, an esophagectomy would then be
indicated.

In conclusion, given the rarity of the disease, there
are only a few studies outlining its optimal manage-
ment, nevertheless, diagnosis and treatment of this
pathology can be approached by customary means,
bearing extremely favorable prognosis.

COMMENTS

Case characteristics

A 68-year-old Caucasian male presented with a 2-mo history of worsening
intermitted dysphagia, persistent cough, post-prandial retrosternal pain and dull
pain on the left side of his neck radiating to his left hear.

Clinical diagnosis

Polypoid mass starting at the level of the upper esophageal sphincter and
extending down to the esophagogastric junction, occupying a third of the
esophageal lumen.

Differential diagnosis
Neoplastic lesion such as a leiomyoma.

Imaging diagnosis
Esophagogram and computed tomography scan showed a large mass along the
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entire course of the thoracic esophagus and an esophagogastroduodenoscopy
identified a polypoid mass.

Pathological diagnosis

A 13.0 cm x 6.0 cm x 2.6 cm specimen is identified as a well-differentiated
liposarcoma with rhabdomyomatous differentiation arising in a giant fibrovascular
polyp and an immunohistochemical stain for MDM-2 supported the diagnosis of
liposarcoma.

Treatment
Complete endoscopic resection of the polyp.

Related reports

Esophageal liposarcomas reside in giant fibrovascular polyps and are rare consisting
of 0.5% of all esophageal neoplasms. The pathophysiology of esophageal giant
fibrovascular polyps is unknown. The only theory with consensus is that an erroneous
out-pouching of loose submucosal tissue undergoes traction and peristaltic forces
causing it to insidiously grow and elongate into the lumen.

Term explanation
Liposarcoma is a soft tissue neoplasm and is believed to originate from primitive
mesenchymal cells rather than mature adipocytes.

Experience and lessons

The standard of care for giant esophageal polyps is surgical resection, which can
be directed by different techniques, including a transoral endoscopic resection. A
complete resection should be achieved to avoid reoccurrence.

Peer-review
This is only the second case of a rhabdomyomatous well-differentiated
esophageal liposarcoma to be reported in literature.
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