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Case Report

Burkitt’s lymphoma: clinic progression and
prognosis. Two different cases reports in

young patients

Linforma de Burkitt: evolucdo clinica e progndstico.
Relato de dois casos diferentes em pacientes jovens

Abstract

Purpose: Burkitt’s lymphoma is one of the fastest growing malignancies in the pediatric
population. It is a high-grade B-cell non-Hodgkin’s lymphoma with endemic, sporadic and
human immunodeficiency-associated subtypes. The African, or endemic, variant usually invol€s
the maxilla and other facial bones, while head and neck manifestations in sporadic Bufitt’s
lymphoma are rare.

Case description: Two cases of oral manifestations of Burkitt’s lymphoma are desd’ioed on'i.
right jaw in young patients, which had different clinical evolution and prognod’s:
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Resumo

Objetivo: O linfoma de Burkitt é uma das mais importantes 251 sias a sresgfento répido
na populagéo pediatra. E um linfoma Néao-Hodgkin pridiario d¢ células® Fsubdividido em
endémico, esporédico ou associado a imunodeficiéncid xmanad gina.africano (endémico),
quando em cabeca e pescoco, envolve geralmente os* afiiares e outros ossos faciais,
enquanto que o envolvimento facial da forma esporddica é © i raro.

Descricdo do caso: Séo descritos dois casosd Lycais de lintomas de Burkitt envolvendo
maxila direita em pacientes jovens, os quf s aprese aram evolucdo clinica e progndsticos
diferentes.

Palavras-chave: Linfoma de Burkitt; linfc. \a ndo-Hog gkin de células B; cancer
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Burkitt'’s ymphoma

Introduction

Burkitt’s lymphoma was first characterized by Denis
Burkitt in 1958 while he was a surgeon for the Colonial
Medical Service in Uganda. It is an aggressive form of non-
Hodgkin’s B-cell lymphoma, usually diagnosed in children
and young adults, but also seen rarely in middle-aged adults
(1-3). It is now accepted that there are three subtypes: the
endemic (African) type, with incidence between 5 and 7
years old and involvement of the jaw in more than 50% of
the cases; the sporadic (American) type, which has a mean
peak age of 11 years old and usually has abdominal mass as
clinical presentation; and the type associated with acquired
immunodeficiency status (4).

The clinical presentation of Burkitt’s lymphoma is characte-
rized by rapid progression of symptoms with frequent
multifocal extranodal involvement. Within the oral cavity,
this tumor can progress very fast and appears as a facial
swelling or exophytic mass involving the jaws (5).

This paper describes two cases of oral Burkitt’s lymphoma
in two young boys, which had different clinical evolution
and prognosis.

Description of the Case 1

A male, 4 year old subject from Morrinhos, GO, Brazil, was
referred to the Oral Diagnosis Service of Paulista Universi
in April 2007 by the oral surgeon from the Urgen
Hospital of Goiania, for evaluation of a jaw injury.
responsible person for the patient reported that the 4
reported a sharp tooth pain for a month and had a

alterations were found (Fig. 1a).
pain; however, the injury in the ja
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in his stomatognathic function. In the intraoral examination,
a single lesion in the right jaw with vegetative appearance,
diffuse limits, irregular edges, measuring 12x11 cm was
viewed (Fig. 1b).

Radiographically, the lesion was single, radiolucent and
with imprecise limits, causing teeth displacement and
resorption of cortical bone (Fig. 2). Under ges

and it presented a framework compatible with ma
neoplasia. The histopathological picture
round cells with scarce cytoplasm and mu

Immunohistochemical examina
positive for CD 20 and CD10,
iti ore than 90% for
Ki-67, confirming the rkitt’s lymphoma
(Fig. 3b).

t. The patient started chemotherapy
After three cycles of chemotherapy,
eduction in the tumor and general health
The patient had continued in chemotherapy
the only worth-while clinical complication
velopment of herpetic stomatitis during the sixth
ycle of chemotherapy, with fever and leucopenia.

Thesn, therapy with MaxCef® and Acyclovir® had begun
significant improvement was achieved following five
ays of treatment. The patient completed the sixth cycle
of chemotherapy and progressed well, no fever or major
complications, ending the treatment in August 2007.
The patient has presented remission of the disease for
11 months and he has been in regular control sessions in
the Oncopeadiatric Department of Aradjo Jorge Hospital
(Fig. 4a, 4b and 4c).

Fig, 1. (A) Severe facial
asymmetry on the right side.
(B) Oral lesion in right jaw
with vegetative appearance,
diffuse limits, irregular edges,
measuring 12x11 cm.
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Fig. 2. Radiographically, the lesion was
single, radiolucent and with imprecise limits,
causing teeth displacement and resorption
of cortical bone.

Fig. 3. (A) The
histopathological picture
showed small round cells with
scarce cytoplasm and multiple
small nuclei interspersed by
macrophages in the process of
phagocytosis, consistent with
diagnosis of Burkitt lymphoma.
(B) Immunohistochemical
exam demonstrated diffusely
positive for CD 20.

Fio™m!A) The patient presented
remission of the disease after 11 months

£ chemotherapy. (B) The intraoral aspect
loer remission of the lesion. (C) The
radiographic aspect after remission of
the lesion.
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Burkitt'’s ymphoma

Description of the Case 2

A 24-year-old man was referred to the Oral Diagnosis Section
at the School of Dentistry of Goiania, Paulista University
—UNIP/GO, Goiania, GO, Brazil, with a complaint of a rapidly
growing painful mass on the right mandibular gingiva for
three months. In the anamnesis, the patient did not declared
similar cases in his family. Personal and family histories,
and laboratory tests were uneventful. Clinical examination
showed facial asymmetry on the right face and submandibular
and submental lymphadenomegaly. Intraorally, there was an
expansive mass in the right maxillary and mandibular regions
and ulcerated exophytic lesion in the hard palate (Fig. 5).
Because of the impossibility of opening the mouth due to
severe trismus, the patient was referred to the Department
of Head and Neck to assess the palatal lesion. Computed
tomography scan of sinuses of the face showed an expansive

formation in the right parapharyngeal space extending to
the base of the skull. A biopsy of right parapharyngeal and
palatal region histopathologically evidenced the presence of
small hyperchromatic cells with pleomorfism in shape and
size, suggesting a histopathological pattern of “starry sky”.
Then, an immunohistochemical analysis showed a positive
reaction for CD-20, but not for Pancytokeratin, CD-42
CD-56, establishing the diagnosis of diffuse B-c¢ 1 non-
Hodgkin’s lymphoma.

The patient has undergone chemotherapy with CHOP 1 sime.
After five rounds of chemotherapy, the £atient . cetveu
a course of radiotherapy as a concomite t treatmei . The
patient’s condition gradually deteriorated ¢ »r 15 i onths,
and he had severe pain, trismus & aWgeight 1w (Fig. 6).
The tumor progressed to IVB stize, 2 1wipevidence of
involvement of inguinal gapdiion and' {as non-responsive to
treatment.

Fig. 5. Facial asymmetr] on the righ 'side. Clinic exam demonstrated the expansive mass

in the right maxillagmregic

Fig. 6. After 15 months,
the patient had pain, limited opening
mouth and seizures.
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Discussion

Lymphomas account for about 10% of all malignant diseases
in children fewer than 15 years of age. Sixty percent of
the lymphomas occurring in children are non-Hodgkin’s
lymphomas (NHL). Burkitt’s lymphoma (BL) is a subgroup
of NHL with distinct epidemiological, clinical, pathological,
immunological and molecular cytogenetic characteristics.
The tumor consists of high grade, diffuse, small non-cleaved
B-cell lymphocytes (6). The Burkitt’s lymphoma, a CD 19,
CD 20, CD 21 and surface immunoglobulin positive B cell
lymphoma with the histological appearance of a “starry
sky”, is classified in three types, endemic, sporadic and
immunodeficiency associated (7).

Head and neck involvement in Burkitt’s lymphoma includes
the facial bones, jaws and other extra nodal sites. The jaws
are involved in 7-29% of the cases in studies of non-endemic
BL and in 55% of the cases in Africa. The main clinical signs
and features of the jaws in the diagnosis of BL are: loosening
and extrusion of the molar teeth (primary and permanent),
premature shedding of primary molars and premature
eruption of permanent molars, swelling of alveolar regions
and jaws, and gingival enlargement (6).

The frequency of the correlation between Epstein-Barr virus
(EBV) infection and BL varies greatly in different parts of
the world (6). At last 90% of endemic Burkitt’s lymphoma
cases are thought to be EBV-associated, with evidences
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including the presence of EBV-DNA clonally integrated into
the tumor tissue and serum-epidemiological associations
with EBV antibodies (8).

The variable EBV association in the three variants has
suggested the possibility of the virus being a passenger
in the neoplastic process and not the initiating factor. In
all variants, irrespective of the EBV status, constifzsf
activation of the c-myc oncogene through its trans)‘ cation
into one of the immunoglobulin loci is clearly the k¢ : factor
in the oncogenesis of Burkitt’s lymphoma (9)

Burkitt’s lymphoma is one of the first hupsfin mali, nancics
shown to be curable by chemotherapy alonic y\The comb, hation
of cyclophosphamide, doxyrubicin, vijeristir: and
predinisone is one example of dru : igsapy ro sfiimended
for this case. Radiotherapy is used fo: cents i pvous system
disease that is resistant to ch4.notheraj ¢, it has been reported
to be useful in certain incgency ce es, such as airway
obstruction. Bone marrow trans Mantation may be necessary
after completion ofghemotherapy tycles. The surgical ma-
nagement of Burkil ’s Iy, phoma is limited to biopsy (10).
The prognosis of Bu: <i“’s lymphoma depends on the extent
of the digfase, he pa ‘ent’s age and the timing of diagno-
sis (103 The px enosists excellent for the early stages of the
disafse (o W with event-free survival rates of 85-100%, in
0 advancec stages (IILIV) the survival rate is 75-85% (6).
Herca we described one case of Burkitt lymphoma with
good pienosis and one case with bad prognosis.
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