CASE REPORT

Extranodal NonHodgkins Lymphoma in the Oral
Cavity -A Case Report

Sneha S, Sudha S, Resmi G Nair, Anu Andrews.

Introduction: Lymphomas are a heterogeneous category of malignant tumours of the haematopoietic system characterised
by the abnormal growth of mature lymphoid cells or their progenitors. Extranodal lymphomas makes about one third of non
hodgkins lymphomas.

Case Presentation: A 56-year-old female was referred to our Hospital, complaining of a painful swelling on the buccal mucosa
obliterating buccal vestibule over the past one year.

Management and Prognosis: CT revealed an ill defined osteolytic lesion with soft tissue swelling involving right mandible.
No abnormalities were noted on cervical lymph nodes.routine blood investigations were within normal limits except anemia
and raised Erythrocyte Sedimentation Rate. Histopathologic examination along with Immunohistochemistry was done for
identifying the cell lineage and phase of maturation and a diagnosis of low grade NonHodgkins Lymphoma possibly of germinal
centre origin was given. R-CHOP regime chemotherapy was the treatment of choice.

Conclusion: Although non-Hodgkin lymphoma being rare in the oral cavity, should always be taken into consideration when
making a diagnosis of intraoral malignant disorders and this work also highlights the importance of Immunohistochemistry in

getting a proper reliable diagnosis of lymphomas
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INTRODUCTION

Non-Hodgkin's lymphoma (NHL) is the second most
commonneoplasmin thehead and neck region after squamous
cell carcinoma.! Non-Hodgkin lymphoma (NHL) is more
likely to occur in people with HIV, organ transplantation,
stem-cell therapy, hereditary immunodeficiency syndrome,
or autoimmune disease.? The Epstein-Barr virus, Helicobacter
pylori, HHV-8 and HTLV-1 are microbes that are frequently
linked to the development of a non-Hodgkin lymphoma.’
Extranodal lymphomas make up about one-third of non-
Hodgkin lymphomas. The head and neck region, which is
frequently involved as an extranodal location in NHL affects
11-33% of patients, affects major salivary glands, paranasal
sinuses, mandible, maxilla, and Waldeyer's ring.* Here we
report a case of an extranodal NonHodgkins lymphoma in
a 56year old female patient presenting as a swelling in the
buccal mucosa obliterating buccal vestibule.

CAse PRESENTATION

A 56-year-old female patient reported with the complaint
of swelling in the right side of face along with paresthesia
of lower lip of one year duration. Initially the swelling was
small in size. It gradually increased to the present size and
later she developed severe throbbing pain in the region for
the past 6 months. Pain aggravated while opening mouth
and also radiated to ear and throat. Her medical history was
uneventful.
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On extraoral examination, a diffuse hard swelling of size
12x 10cm with a smooth surface was seen in the right lower
third of face obliterating the nasolabial fold. The swelling
extended anteriorly from right alae of nose to tragus of ear
posteriorly and inferiorly extended to the submandibular
region (Figure 1). There was no local rise in temperature
and lymphadenopathy. Mouth opening was restricted and
intraoral examination revealed a diffuse painful smooth
surface swelling in the buccal mucosa in relation to 47,
48 region obliterating the buccal vestibule. Computed
Tomography (CT) showed an illdefined osteolysis with soft
tissue swelling involving right mandible (Figure 4). The
patient was sent for routine blood investigations to rule out
any systemic diseases. Haematological reports revealed that
she was anemic with haemoglobin value of 8gm/dl, with an
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elevated erythrocyte sedimentation rate. Screening test done
for HIV, HBsAg, and HCV were negative. Based on clinical
and radiological findings, a provisional diagnosis of chronic
osteomyelitis and differential diagnosis of osteosarcoma,
lymphoma etc were considered.

Incision biopsy was performed and H&E stained sections
showed infiltrating sheets of round to ovoid tumour cells with
scanty cytoplasm showing cellular and nuclear pleomorphism,
nuclear hyperchromatism and vesicular nuclei (Figure 2a).
Tumour cells are seen infiltrating between muscle bundles and
nerve fibres (Figure 2b). A provisional diagnosis of lymphoma
was rendered. Immunohistochemistry (IHC) was done for a
definitive diagnosis. Primary panel of IHC staining showed
positivity for vimentin and LCA and CK negativity. In order
to assess the cell lineage and maturation phase, a wide panel
of IHC markers were done in which, majority of tumour cells
were CD20 positive, CD3 scattered positive, BCL6 and BCL2
positive (Figure 3a, 3b), CD23 positive, CD5 and CD10 focally
positive whereas tumour cells were negative for Cmyc, MUM1
and Tdt (Figure 3c). Ki67 expression showed 5-10% positivity.
Thus, a diagnosis of low grade NonHodgkins Lymphoma
possibly of germinal centre origin was given. Later, the patient
was referred to the department of oncology and is under
chemotherapy.

A

Discussion

Non-Hodgkin's lymphomas (NHLs) are a diverse group
of malignancy that typically affect lymph nodes. Extranodal
NHL is responsible for 20-30% of cases that were reported.®
Literature reviewed shows the prevalence of NHL in the oral
cavity ranges from 0.1% to 5%° and typically, Older persons are
more affected. The average age of occurrence ranges from 42-59
years.” Most of the reports revealed a male predominance. Oral
lesions can present either as central lesion in bone or in the soft
tissues, most frequently affected sites being buccal vestibule,
gingiva and palate presenting as either localised swelling with
an ulcer or poorly defined lytic osseous lesions.® HIV-positive
patients have a 60 times higher risk of developing NHL than
people who are otherwise healthy.” Our patient's serological
test for HIV illness came out negative.

Immunohistochemistry allows NHL to be diagnosed
and described with greater accuracy. Specific lineage and
developmental stages of lymphoma are identified by a variety
of IHC markers. The centroblasts and centrocytes of reactive
germinal centres typically exhibit the antigen CD10 and Bcl-
6 which was positive in our case along with MUM-1 negative
cells confirms the germinal center origin of the tumour
cells.’® ¢-MYC negative cells and ki67 positivity of 5-10% low
expression excludes Burkitts lymphoma and all other high

Fig. 1: Diffuse hard swelling seen on Fig. 2: A. Tissue infiltrated by sheets of tumor cells showing features of atypia (H and

the right side of face.
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E-400x). B. Infiltration of tumour cells into underlying muscle fibres (H and E-100x)

Fig.4: 1ll-defined

osteolysis with soft
tissue swelling involving
right mandible
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grade lymphomas. Moreover, Terminal deoxynucleotidyl
transferase (TdT) negative cells in our case excludes the
diagnosis of precursor lymphoid neoplasms.

The severity of the illness, stage, histologic subtype, and
presence or absence of HIV disease all affect the prognosis
of NHL. NHL in HIV patients has a poor prognosis because
of the lesion's rapid progression and an elevated risk of
opportunistic infection. The NHL's histological subtype
affects the prognosis. For instance, Burkitt's lymphoma and
diffuse large B-cell lymphoma among B-cell lymphomas
have an aggressive clinical course, in contrast to follicular
lymphoma and small lymphocytic lymphoma, which have
an indolent course. Chemotherapy, radiotherapy or both are
used for treating head and neck nonhodgkins lymphoma.
The standard chemotherapeutic regimen is a combination
of cyclophosphamide, hydroxydoxorubicin, oncovin and
predisone (CHOP THERAPY).

ConcLusioN

Although non-Hodgkin lymphoma being rare in the oral
cavity, should always be taken into consideration when making
a diagnosis of intraoral malignant disorders. A suspicious
alteration of the mucosal membrane of the oral cavity, a non-
healing extraction socket or a mass at the neck should be
properly diagnosed by histopathological evaluation to rule out
diseases such as a malignant lymphoma and to enable early
disease specific treatment. IHC staining is necessary to diagnose
different lymphomas. For the precise diagnosis, pathologists
must carefully choose the right markers based on the patient's
clinical condition and the findings of the H&E staining.
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