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Introduction

Solitary primary extramedullary
plasmacytoma is a neoplasm of
the plasma cells arising in areas
other than bone and bone marrow
in patients without any systemic
signs of underlying multiple
myeloma, such as osteolytic bone
lesions, plasma cell infiltration
in bone marrow, or serum or
urine myeloma protein (M-com-
ponent).1-4

Plasma cell tumours represent
less than 1% of all malignant
tumours of the head and neck5-7; of
these, extramedullary plasmacy-
toma comprises less than 4%.4,5,8

Extramedullary plasmacytoma
accounts for 0.5% of all upper
 respiratory tract neoplasms and
usually involves the submucosal

lymphoid tissue of the nasal
 cavity, paranasal sinuses and
nasopharynx.1,5,9-11

Clinical report

A 41-year-old female was
referred from her General
Practitioner (GP) with a history of
having coughed up a small blood-
stained round nodule. She became
alarmed due to the hard consisten-
cy of the lesion, hence the urgent
consultation. Four months prior to
this incident she underwent left
ossiculoplasty for conductive
hearing loss with endotracheal
intubation. She had no other
 significant past medical history.
She was an ex-smoker, and her
alcohol consumption averaged
10 units a week. Anterior

rhinoscopy performed by her GP
failed to reveal any apparent
source of bleeding in the nasal
cavity. Subsequently the specimen
was sent for histopathological
analysis. The report concluded
that the specimen had features of a
reactive polyp consisting of poly-
clonal plasma cells expressing
IgG or IgM, and advised for
further  investigations in order to
exclude the possibility of an
underlying plasma cell dyscrasia.

The case was initially investi-
gated by the haematologists and
discussed at the multidisciplinary
haematology meeting. The blood
results showed no evidence of
paraprotein with normal serum
free light chains and normal
immunoglobulins. No Bence-
Jones protein (urine monoclonal
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gammopathy) was found in the
patients’ urine. Therefore, the
 initial impression was that the
findings were in keeping with
infection rather than a malignant
plasma cell dyscrasia. It was
 suggested that a nasoendoscopy
should be performed in order to
exclude any infectious sinonasal
pathology and to identify the
 origin of the polyp. On further
questioning the patient denied any
previous history of sinonasal
symptoms or disease. Rigid
nasoendoscopy demonstrated a
polypoidal lesion with an
 ulcerative surface located in the
left lateral nasopharyngeal wall
(Figure 1). Neck palpation was
unremarkable. Computed tomo -
graphy (CT) of the nose and
paranasal sinuses demonstrated an
enhancing mass protruding from
the nasopharynx, which appeared
closely opposed to the left lateral
nasopharyngeal wall and the
superolateral aspect of the soft

palate (Figure 2). The lesion
measured 1.4 cm in maximum
axial dimensions, and there were
no pathological cervical lymph -
nodes identified. After discussion
in the multidisciplinary head and
neck oncology meeting the patient
was scheduled for panendoscopy
and excisional biopsy of the
nasopharyngeal lesion. Following
the procedure she made an
uneventful recovery and was dis-
charged home the following day.

The histopathological analysis
was highly suggestive of an
extramedullary plasmacytoma. The
ulcerated polypoidal lesion was
infiltrated throughout by confluent
sheets of plasma cells. The majori-
ty were mature cells but atypical,
multinucleate and hyperchromatic
cells, as well as frequent mitoses
were also identified in the speci-
men. There were focal lymphocyt-
ic infiltrates but the plasma cell
population constituted the monoto-
nous majority of cells (Figure 3).

Russell bodies were absent. On
immunohistochemistry, the plasma
cells were CD138 (+), CD56 (-),
and Cyclin D1 (-). Heavy chain
staining showed the following pat-
tern (IgG > IgM > IgA > IgD).

Staging investigations for a
 possible multiple myeloma includ-
ed a bone marrow biopsy and a
Positron Emission Tomography
(PET) scan. The bone marrow
aspirate was unremarkable. The
PET scan showed no uptake in the
nasopharynx or evidence of dis-
seminated disease. The patient was
subsequently referred to the
haematologists for radical radio-
therapy. The patient was informed
about the treatment-related com-
plications as well as the possibility
of local recurrence or conversion
to multiple myeloma in the future.
She refused further treatment and
opted for frequent follow-ups
instead. She has been free of
 disease for 2 years now following
surgical excision.

Figure 1
Nasoendoscopy revealed epithelial polyps in a cluster in the
left post-nasal space.

Figure 2
Computed tomography scan showing the endoluminal enhanc-
ing mass in the nasopharynx.
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Discussion

The overall annual incidence of
plasma cell tumours is 3:100.000,
with multiple myeloma being the
commonest form.12 The other two
clinical variants are solitary plas-
macytoma of bone and solitary
extramedullary plasmacytoma
(EMP). EMP usually presents as a
solitary submucosal mass (90% of
cases) in the upper respiratory
tract with a marked predilection
for the nasal cavity (28%),
paranasal sinuses (22%), and
nasopharynx (22%).2,11 The male
to female ratio for EMP is 4:1, and
the mean age of patients with
EMP of the head and neck is
60 years.2,11-15 An estimated one
third of patients with EMP are
under 50 years old.3,12,13

It has been suggested that EMP
is non-disseminating but locally
aggressive.5 The incidence of cer-
vical lymph node metastasis in

patients with EMP ranges from
10 to 20%.10,11 Within 2 years of
presentation an estimated one-
third of EMPs disseminate to
multiple  myeloma, but it is not
possible to predict which cases
will progress.9,11,16 Conversion to
myeloma is commoner in patients
with solitary bone plasmacytoma
than in patients with EMP, who
therefore seem to have a better
prognosis.16

Common symptoms of nasopha-
ryngeal EMP include nasal
obstruction, epistaxis, and conduc-
tive hearing loss, depending on
tumour size at presentation. In the
presented case, the patient was
completely asymptomatic, with the
exception of coughing up a poly-
poid nodule. On endoscopy, most
of the lesions grow sub epithelially
as soft, gray, sessile, or peduncu-
lated masses, which can rarely be
ulcerated.10,11 The hallmark of diag-
nosis of EMP is tissue biopsy. If

the biopsy findings are consistent
with plasma cell tumour, further
investigations are required to
exclude multiple myeloma. These
would include: a) a negative bone
marrow aspirate, b) negative blood
investigations and no clinical signs
and symptoms of myeloma, c) no
Bence-Jones proteins on urine
analysis and d) no osteolytic
lesions on plain films. All the
investigations in our case con-
firmed that it was localised disease.
Occasionally, solitary EMP may be
associated with a small monoclon-
al gammopathy (< 0.03 g/L),
which usually disappears after
treatment.10,17 Persistent mono -
clonal gammopathy can be inter-
preted as possibly suggestive of
disease recurrence or dissemina-
tion to myeloma.18

Histopathologically, the tumour
can be well, moderately or poorly
differentiated.

Immunohistochemically, the
plasma cells express cytoplasmic
immunoglobulin with light chain
restriction.11 CD20 is usually
negative , while CD38 and CD138
are positive in most cases.
Epithelial membrane antigen is
commonly positive, and rare cases
can show cytokeratin immunore-
activity, which can lead to a mis -
diagnosis of carcinoma in cases
of poorly differentiated EMP.11

The differential diagnosis of EMP
also includes neoplasms, such
as reactive plasmacytoma and
 plasma cell granuloma, large cell
lymphoma or extramedullary
myeloid sarcoma.4,11,15 The diagno-
sis of EMP is usually confirmed
by immunohistochemistry and
monoclonal cytoplasmic light
chain expression of malignant
plasma cells. The absence of sys-
temic signs also contributes to the
differentiation of EMP from other
plasma cell tumours. 

Figure 3
Extramedullary Plasmacytoma. Left: Mucosa infiltrated by a
confluent sheet of plasma cells (H&E �20 magnification).
Right: Diffuse neoplastic plasma cell infiltrate showing wide-
spread cellular pleomorphism (H&E �100 magnification).
Bottom right hand corner magnification (�200) showing
 atypical plasma cells with irregular hyperchromatic nuclei.
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The mainstay for treatment of
solitary EMP is complete surgical
resection when feasible and post-
operative radiotherapy. After a
diagnosis of nasopharyngeal EMP
is established curative radiothera-
py is usually recommended.11

EMP, similar to other plasma cell
tumours, is highly radiosensitive
with excellent local control
rates.5,18 It is still disputed whether
the radiotherapy field should also
include cervical lymph nodes, in
order to minimize the risk of local
recurrence or regional spread.13

Reported data suggests that
despite adequate initial treatment,
there is a 6 to 10% local recur-
rence rate5,7,12,13,16 and a 50 to 70%
ten-year disease-free survival
rate.8,18,19 Chemotherapy is general-
ly reserved for cases of locally
advanced, recurrent, or dissemi-
nated disease.1,10 In our case the
patient only had an excisional
biopsy but not a complete surgical
resection. It was therefore recom-
mended that she should either
undergo complete surgical resec-
tion, or post-operative radiothera-
py to eliminate any residual
microscopic disease. However,
she refused both options and elect-
ed to be regularly followed up.

Conclusion

Solitary EMP may represent the
first manifestation of multiple
myeloma. Although these tumours
commonly present with signifi-
cant nasal symptoms, this excep-
tional presentation in an asympto-
matic patient has never been
previously  reported. Systematic
investigation in order to exclude
a systemic disease is always
warranted . Treatment with local
excision can be considered in
selected cases; however radical
radiotherapy remains the treat-

ment of choice. Long-term
 follow-up is mandatory to detect
local recurrence or conversion to
multiple myeloma. 
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