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Abstract

Background: Plasmacytomas are tumors involving plasma cells that can be either osseous or extraosseous. Solitary extraos-
seous plasmacytomas are rarely found in the head and neck region. Various pathological, immuno-histochemistry, and
radiological investigations must be done to distinguish it from multiple myeloma. Case: A 41-year-old female presented
with a progressively increasing mass in right submandibular region for 1 year. She also had complaints of dysphagia and
dyspnea for 3 months. Histopathological examinations showed lymphoplasmacytic infiltrate and possibility of plasma
cell neoplasm was suspected. On further investigations like immunohistochemistry, bone marrow biopsy, quantitative
immunoglobulin, immunoelectrophoresis, and urine analysis, diagnosis of extraosseous plasmacytoma was made. Positron
emission tomography-computed tomography (PET-CT) scan did not show any distant foci of the disease. The patient
received definitive radiotherapy to the primary region and tolerated well. The patient is asymptomatic after 1 month of
radiotherapy and is on regular follow-up. Conclusions: Extraosseous plasmacytoma of the submandibular region is very
rare but radiosensitive tumor. Multiple myeloma must be ruled out prior to start of any treatment. Long term follow ups
are required to comment on disease progression, dissemination, or recurrence.
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Introduction

Plasmacytomas are monoclonal differentiation of plasma
cells. Solitary Extraosseous plasmacytomas (SEP) occur
mainly in the head and neck region (oropharynx, nasophar-
ynx, and paranasal sinus). SEP can occur at rare locations
like gastrointestinal tract, skin, lymph nodes, and adrenal
glands [1-3]. Involvement of salivary glands by plasma-
cytoma is very rare. Extraosseous plasmacytoma accounts
for 4% of all non-epithelial tumors of the upper respiratory
tract [4]. Patients with plasmacytoma tend to convert into
multiple myeloma in the future; therefore such patients need
regular and long follow up.
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Case Report

A 41-year-old female presented with a non-tender right
submandibular mass, progressively increasing in size for 1
year. She also had complaints of dysphagia and dyspnea for
3 months. On palpation, a soft to firm, non-tender, diffuse
swelling in the right submandibular region was felt which
was laterally extending into masticator space and causing a
bulge in the tonsillar fossa and soft palate.

Contrast-enhanced  magnetic  resonance imaging
(CEMRI) of the neck showed a large lobulated mass mea-
suring 10.6 cm x 8.6 cm x 9.4 cm, involving right subman-
dibular, parotid, masticator, carotid, and parapharyngeal
space with extension into retropharyngeal space, sublingual
space causing marked compression of the naso-oro-hypo
pharyngeal airway.

Fine needle aspiration cytology (FNAC) showed mod-
erate cellular smears with inflammatory cells, predomi-
nantly comprising plasma cells, admixed few lymphocytes,
and macrophages. At places, bi-nucleate, tri-nucleate, and
quadri-nucleate plasma cells were also seen as suspicious of
plasma cell disorder.
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Fig. 1 Tumour comprised of diffuse proliferation of plasma cells hav-
ing eccentrically placed nuclei with paranuclear hoff (H & E, 400x)

Fig.2 PET-CT image showing tumor extension

The patient then underwent incisional biopsy from right
submandibular gland which showed salivary gland tissue
comprising of acini, ducts, and fibro-collagenous tissue
with lymphoplasmacytic infiltrate along with hemorrhage
(Fig. 1). Infiltrate was negative for CD3, CD19, and CD20.
Diffuse strong cytoplasmic activity for CD38 and CD138.
BCL2 positivity was seen in the mantle zone and interfol-
licular area, with decreased Kappa and Lambda expression
in lymphoplasmacytic, infiltrate suggestive of plasma cell
disorder.

No monoclonal plasma cells were seen on bone mar-
row biopsy. Other tests like complete blood counts, liver
and renal function tests, serum calcium, immunoglobulin,
immunoelectrophoresis, and urine analysis for Bence-Jones
proteins were done and found to be within normal range.

Fig. 3 Radiotherapy target volume ( Red=GTV; Orange=CTV;
Cyan=PTV)

Positron emission tomography-computed tomography
(PET-CT) scan showed FDG avid soft tissue density mass
in the right submandibular region with no separate visual-
ization of the right submandibular gland (Fig. 2). The lesion
was 9.9 X 7.4 x 8.8 cm, extending to involve the oropharynx
and nasopharynx causing near complete obliteration of pos-
terior nasal choana. Laterally the lesion was noted infiltrat-
ing into right parotid. No distant foci of the disease were
seen. In view of all the above findings, multiple myeloma
was excluded and a diagnosis of solitary extraosseous plas-
macytoma was made. She underwent an emergency trache-
ostomy because of progressive dyspnea. The patient was
planned for definitive radiotherapy to the primary region.
She received a total of 50.4 Gy in 28 fractions of 1.8 Gy,
five days a week (Fig. 3). The patient was asymptomatic 1
month after radiotherapy and is on regular follow up.

Discussion

Extraosseous plasmacytoma of the salivary gland are very
rare, accounting for less than 1% of all the upper aerodiges-
tive tract plasmacytomas [5]. Majority of cases are reported
in the oropharynx, nasopharynx, and paranasal sinusand it
affects males more than females. Almost 80% of extraosse-
ous plasmacytoma occur in the upper airway [6, 7].

In a case series by Kapadia et al., 80% patients (n=20)
with SEP head and neck presented with the complaint of
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a swelling. Other complaints were airway obstruction, epi-
staxis, localized pain, proptosis, and regional lymphadenop-
athy [8]. In head and neck extraosseous plasmacytoma the
symptoms corresponds to location of primary disease [9].
Diagnosis is confirmed by biopsy of the lesion and it pro-
vides sufficient material for detailed immuno-histochem-
istry. However only histopathological examination cannot
distinguish an Extraosseous plasmacytoma from multiple
myeloma therefore other investigations like routine blood
tests, bone marrow biopsy, serum biochemistry, serum pro-
tein, immunoelectrophoresis, and a skeletal survey must
be done to exclude the possibility of multiple myeloma.
Approximately 40% of SEP presents with lymphadenopa-
thy [10]. A whole-body PET-CT can help with the evalu-
ation of any locoregional or distant spread. Extraosseous
plasmacytomas are treated with surgery or radiotherapy
or both. Approximately 20-30% of the patients eventually
develop multiple myeloma and almost half of them will
develop osseous plasmacytoma. SEP may relapse even after
complete treatment.

Conclusion

Extraosseous plasmacytoma of the submandibular gland is
rare. The clinical presentation mimics multiple myeloma
therefore thorough investigations must be done to rule out
multiple myelomaprior to start of any treatment. Plasma-
cytomas are radiosensitive tumor thus can be treated suc-
cessfully by radiotherapy only. However, long term follow
ups are required to comment on its conversion into multiple
myeloma, disease progression, dissemination, or recurrence.
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