Sporadic Burkitt’s Lymphoma of the Hypopharynx: A Case Report
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Abstract

Burkitt’s lymphoma is a rapidly growing, high-grade B-cell non-Hodgkin lymphoma that has three distinct

variants. Of these, sporadic Burkitt’s lymphoma most frequently involves the gastrointestinal system, and
the hypopharynx is a rare site of occurrence. Here, the authors report a case of sporadic Burkitt’s lymphoma
in a 28-year-old male who presented with change of voice as the only complaint. On examination, a mass
was found in the hypopharynx that obstructed the laryngeal inlet. The patient underwent an elective
examination under general anesthesia and biopsy of the lesion. Histopathological examination confirmed
the diagnosis of sporadic Burkitt’s lymphoma, following which surgical tracheostomy was performed with
complete excision of the mass. A prompt diagnosis is vital to ensure appropriate management of rapidly
evolving tumors, such as Burkitt’s lymphoma. When diagnosing hypopharyngeal masses, a high index of
suspicion is required, as other diseases may appear with similar presentations.
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INTRODUCTION

Burkitt’s lymphoma is a high-grade B-cell non-Hodgkin
lymphoma that accounts for 1%-5% of all non-Hodgkin
lymphoma cases.!" It is uncommon in adults and usually
involves the gastrointestinal system, central nervous
system or the head-and-neck region. Burkitt’s lymphoma
is aggressive and has a cell-doubling time of only 24—48 h,
making it the fastest growing human tumor.”

Three distinct forms of Burkitt’s lymphoma have been
described. The endemic type occurs more often in children
and exhibits increased head and neck involvement. The
sporadic type mainly exhibits gastrointestinal involvement
and is found more often in older children. The third
subtype is associated with immunodeficiency and is most
often found in adults.”! Sporadic Burkitt’s lymphoma is
relatively rare in the head and neck region, accounting
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for about 25% of all cases.! Reported sites of sporadic
Burkitt’s lymphoma of the head and neck include the base
of the tongue, tonsils, maxilla and mandible. The jaw is
involved in about 7% of cases.P! In contrast, in the endemic
variant, the jaw is involved in 65.9% of cases and the
paranasal sinuses in 12.2%0.

Diagnosis of this tumor can be achieved through
biopsy; pathognomonic histopathological and
immunohistochemical features include a “starry-sky”
appearance and a high proliferation index.'! Multiagent
chemotherapy is the mainstay of Burkitt’s lymphoma
treatment, and currently, high-intensity regimens over
a short duration are used. Common regimens include
cyclophosphamide, vincristine, prednisone and doxorubicin
or cyclophosphamide, vincristine, methotrexate,
6-mercaptopurine and prednisone.

This is an open access journal, and articles are distributed under the terms of the Creative
Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to
remix, tweak, and build upon the work non-commercially, as long as appropriate credit
is given and the new creations are licensed under the identical terms.

For reprints contact: reprints@medknow.com

How to cite this article: Al Burshaid DI, Nasser MA, Nagaraj V,
Al Shehabi MH. Sporadic Burkitt's lymphoma of the hypopharynx: A case
report. Saudi J Med Med Sci 2019;7:114-7.

114 © 2019 Saudi Journal of Medicine & Medical Sciences | Published by Wolters Kluwer - Medknow



Al Burshaid, et al.: Burkitt's lymphoma of the hypopharynx

Surgical options are limited, including debulking or
obtaining biopsy.”

This case report describes a 28-year-old male patient who
initially presented with voice change that was subsequently
diagnosed as sporadic Burkitt’s ymphoma. The aim of this
article is to report sporadic Burkitt’s lymphoma in an adult
male manifesting with uncommon clinical and anatomical
presentation in the hypopharyngeal area.

CASE REPORT

A 28-year-old male patient presented to the Otolaryngology
Clinic with complaint of voice change for 45 days; the
patient had no notable previous medical history. The
symptom was preceded by an upper respiratory tract
infection, which resolved, but the voice change persisted.
He had no history of dysphagia, odynophagia and difficulty
in breathing. However, the patient had later developed
cough with blood-tinged sputum.

On physical examination, flexible nasal endoscopy revealed
a mass (3 cm X 3 cm diameter) at the base of the tongue
with smooth mucosa. Using a 70° scope, a round mass
originating from the left wall of the hypopharynx was found
to partially obscure the laryngeal inlet, but the mobility of
both vocal cords was intact. The remaining findings of the
otolaryngology examination were unremarkable.

Contrast computed tomography was performed, which
showed an ovoid swelling measuring 3.97 cm X 3.2 c¢m,
with mild diffuse enhancement. The mass involved
the left side of the pharynx and hypopharynx with
encroachment into the midline and obliteration of the
left vallecula [Figure 1a-c]. The patient was then admitted
for elective examination under general anesthesia, and a
biopsy of the lesion was performed. The preoperative
complete blood count was unremarkable. Serology testing
was positive for anti-Epstein—Barr virus IgG.

Histopathological examination revealed diffuse infiltration
of metaplastic lymphoid cells in the subepithelium
interspersed with macrophage bodies, resulting in a
“starry-sky” appearance. Mitotic figures were abundant,
and the covering epithelium was ulcerated with bacterial
colonization [Figures 2 and 3.

An immunohistochemical panel was performed: the tumor
cells were reactive for CD10, CD79a and CD20 [Figure 4a-c].
A 100% proliferation index was found using Ki-67. Based
on these results, a diagnosis of sporadic Burkitt’s lymphoma
was established.

The patient then underwent elective surgical tracheostomy
and excision of the mass [Figure 5]. The postoperative
period was uneventful. The tracheostomy tube was
downsized, and the patient was able to maintain oxygen
saturation on room air. The patient was then transferred
to another hospital to receive systemic chemotherapy.
At the time of reporting this study, there had been no
evidence of recurrence in the 2 years since the primary
treatment.

DISCUSSION

Sporadic Burkitt’s lymphoma is a relatively uncommon
disease that occurs in 2-3 cases per million and most
commonly affects the abdomen (56% of the cases).* In
the head and neck, the most frequently affected sites are
the nasopharynx and tonsils, and the usual presentation
is cervical lymphadenopathy.*"¥ Sporadic Burkitt’s
lymphoma is found in older children, with an average
age of 12.2 years. In adults, it usually occurs before the
age of 35 years, with a mean age of 30 years. In addition,
there is a male preponderance, with a male:female ratio
of 3—4:1.%

In our case, the patient did not present with any of the
common presentations of sporadic Burkitt’s lymphoma
of the head and neck such as cervical lymphadenopathy,
jaw and facial swelling, neck masses, nasal blockage and
difficulty in breathing.*® In a similar case involving
a geriatric patient, sporadic Burkitt’s lymphoma was
found in the right side of the tongue’s base, crossing the
midline and extending into the vallecula.’! The patient
had presented with complaints that were similar to that
of our patient (i.e., dysphonia and cough); however, that
patient also had additional associated symptoms such
as odynophagia.! In another case of sporadic Burkitt’s
lymphoma of the larynx in a geriatric patient, the presenting
symptoms were dysphonia, neck swelling and stridor; the
patient died due to airway obstruction. This was likely
because sporadic Burkitt’s lymphoma has a rapid growth
pattern, and thus can compress and/or obstruct vital
structures.

In our case, the patient had positive antibodies for
Epstein—Barr virus. In sporadic Burkitt’s lymphoma, <30%
of cases are associated with this virus, which is also the
case in the immunosuppression-associated variant. On the
other hand, in the endemic variant, almost 100% of cases
are associated with the Epstein—Barr virus.[*"]

Different modalities have been used to treat Burkitt’s
lymphoma, but systemic chemotherapy is considered
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Figure 1: (a) Axial view of the contrast-enhanced computed tomography
showing a well-defined, spherical, uniformly homogeneous soft tissue
attenuation involving the hypopharynx and pharynx; (b) coronal view of
the same soft tissue density; (c) sagittal view showing the soft tissue
density obscuring the laryngeal inlet

Figure 3: Diffuse arrangement of lymphoid cells (blue arrow) with
surface ulceration (red arrow) (HPE, x10)

Figure 5: Endoscopic examination revealing a spherical mass
with smooth overlying mucosa originating from the left wall of the
hypopharynx

Figure 2: Diffuse arrangement of medium bluish lymphoid cells with
“starry-sky” pattern, with many mitotic figures (HPE, x40)

Figure 4: Immunohistochemical studies showing (a) strong CD10
positivity, (b) moderately strong CD79a positivity, and (c) moderate
CD20 positivity

the standard treatment owing to the tumor’s sensitivity
to cytotoxic agents. In addition, the disease-free survival
rate after treatment with chemotherapy is 90% in pediatric
patients and 50%-60% in adults.”! Surgical options
may be considered for debulking, to obtain biopsy or,
as in our case, to excise the tumor. Depending on the
anatomical site of the tumor, surgical intervention has
some advantages such as eliminating the risk of airway
compromise, which was the rationale for choosing surgical
intervention in our case. On the other hand, radiotherapy
has a more limited role. It can be used in cases of central
nervous system involvement or in palliative treatment.*”!
Poor prognostic factors of Burkitt’s lymphoma are old
age, African American race and advanced stage of the
tumor. '
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