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CASE STUDY

Extramedullary Plasmacytoma as an Exceptional Location
in Frontal Sinus�
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Clinical Case

We present the case of a 64-year-old woman who came to
Emergency Services with a left frontal mass that was painful
when palpated. The mass had a history of 3 days, lacking
affectation of ocular motility and nasal symptoms. With the
diagnostic suspicion of frontal mucocele, she was admit-
ted to begin antibiotic treatment. In the CT performed, the
image showed mainly left frontal occupation with notable
bone erosion, along with disruption of the diploic inner
table and extension towards ethmoid cells and left orbit
(Fig. 1).

Faced with the tumour size and aggressiveness, we chose
to perform surgery using an external frontal approach; we
found a friable bluish-grey tumour mass, affecting both the
inner and external tables of the frontal bone, and which
was fistulised towards the left orbit (Fig. 2). The appar-
ently unaffected dura mater was seen through the bone
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defect in the inner table of the frontal sinus. The extempo-
rary biopsy reported malignant tumour lesion. Macroscopic
resection was performed, without tumour-free margins of
safety because of the orbital and cerebral extension of the
tumour and the bone defects mentioned were closed with
broad fascia and DuraGen.

The final postsurgical histopathological analysis revealed
proliferation of plasma cells. Consequently, the patient was
referred to the Haematology Service, which carried out the
appropriate extension study. This study ruled out multi-
ple myeloma, so we diagnosed the case as extramedullary
plasmacytoma of the sinus. Radiotherapy treatment was
then instituted and serial follow-ups were scheduled by the
Haematology Service.

Discussion

Extramedullary plasmacytoma is a proliferation of mono-
clonal plasma cells located in an extraskeletal spot.1 Its inci-
dence is less than 1% in head and neck neoplasms2---4 and it
is found in only 3% of all the tumours of plasma cells.2,5 It can
appear in any soft tissue, but 80% are located in the upper
airway (nasal cavity, nasal sinus, oropharynx and larynx).3,6,7

It affects males more frequently,4 with a 4:1 ratio, especially
in the sixth to eighth decades of life.5
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Figure 1 External appearance of the frontal mass, and its correspondence with the radiological image.

The cause of extramedullary plasmacytoma is still
unknown. However, it is believed that it might affect the
chronic stimulation or inhaled irritants, a viral infection, a
radiation overdose or interactions of genes in the reticuloen-
dothelial system.2,5

Clinical manifestations vary based on location. If it is
found in the nostrils, it can cause nasal obstruction, anos-
mia, headache and nosebleed.2---4 At orbital level it can cause
diplopia, ptosis, decreased visual sharpness or altered ocu-
lar motility. It can also, as in the case of our patient, fail to
cause any type of nasal or ocular symptoms, in spite of its
location. It rarely produces dural affectation or intracere-
bral extension.8

The CT image of extramedullary plasmacytoma is not
specific; it is compatible with solid tumours of variable
enhancement, with possible bone destruction, infiltration or
displacement of adjacent structures.6,7 Macroscopically, you
can see a mass of friable, polypoid soft tissue, with necrotic
zones inside it.4

Histologically, it consists of a monomorphic proliferation
of plasma cells. On occasion, it can produce some type of
immunoglobulin, frequently IgG.

To reach a diagnosis, a complete systemic study should
be carried out so as to rule out the presence of a multiple
myeloma.4,5 To do this, protein electrophoresis is performed
in blood and urine (ruling out the existence of immunoglob-
ulins in them), along with a study of renal and hepatic
function, biopsy of bone marrow and complete skeletal
study with CT or PET scan.1,3,4 The existence of hypercal-
caemia, renal insufficiency and anaemia should also be ruled
out.6 If all of this is normal, it can be concluded that we have
a solitary plasmacytoma, not a multiple myeloma.

Differential diagnosis should be done with sarcoma,
squamous cell cancer, meningioma, haemangioma,

neurofibroma, esthesioneuroblastoma and lymphoma,
among others.7

With respect to treatment, surgery is necessary to
biopsy the lesion and to obtain a diagnosis. However, it
does not need to be extremely aggressive, as the treatment
of choice is radical radiotherapy, given that it is a highly
radiosensitive tumour.4,5

Strict follow-ups for these patients are very important:
extramedullary plasmacytoma has a risk of recurrence of
22%, tendency to transformation into multiple myeloma
of 15%---20%1,5 and the possibility of causing distance metas-
tasis of 30%,1,5 which can occur several years after the
initial diagnosis. With all of this, global survival is 70% at
10 years.6,8

Although the majority of extramedullary plasmacytomas
appear in the area of the upper airway, when one is
found in the nasal sinus, the most frequently affected
are the maxillary sinuses. We have found few publica-
tions that mention its location in the nasal sinus and
none indicating placement exclusively in the frontal sinus.
Consequently, we feel that this is an extremely rare
case, which at first led us to consider frontal muco-
cele.

As a conclusion, we can state that when faced with any
mass in the nasal sinuses, a wise range of differential diag-
noses should be kept in mind, even though some of them
may be very rare. A diagnosis of one condition or another
will lead to very different treatments. In this case, the
extramedullary plasmacytoma is potentially curable. Con-
sequently, once the diagnosis is established, the tumour
should be treated with radical radiotherapy, ruling out
extension to multiple myeloma, at which time chemother-
apy and autologous bone marrow transplant would be the
first option.

Figure 2 Two steps in the surgery. Bone affectation, and the macroscopic appearance of the mass, inside the frontal sinus can be
seen.
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