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Extramedullary plasmacytoma of the septum
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Abstract. Extramedullary plasmacytoma of the septum. Problem: Extramedullary plasmacytoma of the head and neck
is a rare neoplasm characterized by monoclonal proliferation of plasma cells. The nasal cavity and nasal septum are the
most common sites of occurrence and the neoplasm can be solitary or multiple. Extramedullary plasmacytoma is
associated with the initial appearance of multiple myeloma and may precede overt manifestations of systemic disease by
months or years.

Methodology: A seventy-year-old female presented to our clinic with a one-month history of nasal obstruction. We
performed a systematic approach to diagnosis using clinical, laboratory, and radiologic investigations in order to exclude
systemic involvement.

Results: The patient was diagnosed with extramedullary plasmacytoma and the mass was excised completely via
transnasal endoscopy.

Conclusion: Extramedullary plasmacytoma of the nasal cavity is rare and should be considered in the differential

diagnosis of nasal cavity masses.

Introduction

Extramedullary plasmacytomas
account for 4% of all head and
neck malignancies and approxi-
mately 80% are localized in the
submucosa of the upper respirato-
ry tract.! The nasal cavity and
nasal septum are the most com-
mon locations.! Extramedullary
plasmacytoma of the upper respi-
ratory and digestive tracts can be
solitary or multiple.! They are
associated with multiple myeloma
at its initial appearance may pre-
cede the development of systemic
disease by months or years.'

Case report

A seventy-year-old female pre-
sented with a one-month history
of nasal obstruction. Her medical
history included hypertension.
Clinical examination revealed a
dark red mass in the right side of
the nasal septum that was block-

ing the nasal cavity (Figure 1).
No cervical lymph nodes were
palpated. Computed tomography
(CT) revealed a 3 x 1.5-cm mass
located in the anterior part of the
nasal cavity. The mass had thinned
the nasal septum and the perimeter
of the mass was not discriminated
from middle and inferior concha
(Figure 2). Punch biopsy was
taken from the mass under local
anaesthesia and histopathological
analysis indicated the mass to be
plasmacytoma. Hematologic and
biochemical tests, urine analysis,
and radiologic skeletal survey
were performed to screen for mul-
tiple myeloma. All test results
were within normal limits.
Multiple myeloma was ruled out
and extramedullary plasmacytoma
of the nasal septum was con-
firmed. The intranasal mass was
removed completely via trans-
nasal endoscopy. Histopathologic
examination of the specimen
revealed diffuse atypical plasma

cell infiltration that had ulcerated
the surface epithelium and
destroyed the nasopharyngeal
glands (Figure 3). Immuno-
chemical analysis was diffusely
positive for CD38 and kappa light
chain and negative for lambda
light chain (Figure 4). Histopatho-
logical and immunohistochemical
findings confirmed the diagnosis
as extramedullary plasmacytoma.
Post-operative CT scan confirmed
completed removal of the tumour
(Figure 5). The patient exhibited
no evidence of recurrence at two
months follow-up.

Discussion

Plasmacytomas arising from neo-
plastic proliferation of antibody-
producing plasma cells are classi-
fied as multiple myeloma or
extramedullary plasmacytoma,
according to the site of develop-
ment and clinical features.' They
are further classified as either
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Figure 1
Dark red mass in the anterior part of right
nasal cavity (M: Mass; S: Septum).

Figure 2

Coronal computed tomography image of
extramedullary plasmacytoma in the right
nasal cavity. The mass is located in the
anterior part of right nasal cavity. The
mass has caused thinning of the nasal
septum and the perimeter of the mass is
not differentiated from the middle and
inferior concha.

localized (stage 1), localized
including local lymph nodes
(stage II), or generalized (stage
III) according to their clinical
manifestation.”

Extramedullary plasmacytoma
shows a predilection for the head
and neck region and the nasal

Figure 3
Photomicrograph showing the diffuse
atypical plasma cell infiltration and
entrapped acini (arrows; hematoxylin and
eosin x 200).

Figure 4
Immunohistochemically diffuse kappa
light chain positivity in atypical plasma
cells (Kappa, x 400).

cavity is the most common site
of occurrence.? Other sites in
the head and neck include naso-
pharynx, maxillary sinus, thyroid
gland, soft tissues of anterior cer-
vical region, parotid gland, tonsil,
oropharynx, larynx, orbit, choroid
and eyelid, sphenoid bone, mas-
toid, calvaria, skull vault, hyoid
bone, temporomandibular joint,
maxilla, and mandible.?
Extramedullary plasmacytoma
of the upper respiratory and diges-
tive tracts can be solitary or multi-
ple.? They are associated with
multiple myeloma at its initial
appearance and may precede overt
development by months or years.>
Therefore a systematic approach
to disease staging, including com-
plete blood counts, renal and liver
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Figure 5
Post-operative computed tomography
scan showing complete removal of the
tumour.

function tests, serum and urinary
protein electrophoresis, serum
immunoglobulin level evaluation,
a skeletal survey, bone marrow
examination, and CT of the
tumour region must be performed
in order to exclude systemic
involvement.* We performed all of
these laboratory and radiological
tests for our patient and ruled out
multiple myeloma.

Extramedullary plasmacytomas
usually manifest in patients
between the ages of 50 and
60 years and are more common in
men than in women.* Our patient
was a 70-year-old women. Extra-
medullary plasmacytoma of the
nasal cavity presents with local
symptoms of obstruction, dis-
charge, bleeding, and pain,
depending on the tumour subsite.*
Proptosis, cervical lymphadeno-
pathy, and cranial nerve palsy
are less common findings.* Our
patient presented with epistaxis,
nasal obstruction, and nasal dis-
charge.

Diagnosis of extramedullary
plasmacytoma of the nasal tract
requires histologic and immuno-
histochemical evidence.! Galieni
established five criteria for diag-
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nosing extramedullary plasma-
cytoma: 1) monoclonal plasma
cell histology in tissue biopsy,
2) bone marrow plasma cell infil-
tration <5% of all nucleated
cells, 3) no osteolytic bone lesions
or other tissue involvement,
4) absence of hypercalcemia and
renal failure, and 5) if present, low
serum M-protein concentration.'
Our patient had four of the five
criteria for diagnosis. We did not
perform bone marrow biopsy.

Differential diagnosis includes
other nasal masses, including epi-
dermoid and non-epidermoid neo-
plasms of the nose and paranasal
sinuses.” Benign tumours include
osteoma, hemangioma, papilloma,
and angiofibroma.® Malignant
tumours are squamous cell carci-
noma, adenocarcinoma, adenoid
cystic carcinoma, sarcoma, and
malignant melanoma.® Concha
pyocele may obstruct the osteo-
meatal complex and mimic an
intranasal mass.” In addition,
angiomatous polyp of the maxil-
lary sinus may extend through the
nasal cavity and should therefore
be considered in the differential
diagnosis.®

The treatment for localized
extramedullary plasmacytoma is
challenging and includes radio-
therapy, surgery, or a combination
of both. Transmaxillary and
transpalatine approaches may
cause stress for the patient, where-
as the endonasal approach incurs
the possibility of incomplete
resection.’” Endoscopic sinus sur-
gery using the KTP/532 laser
enables resection of the residual
tumour safely and accurately with-
out incising the soft palate.’ Often,
the only curative option for recur-

rent extramedullary plasmacy-
tomas is surgery.' Chemotherapy is
advised for generalized extra-
medullary plasmocytoma.' Radio-
therapy does not always reduce the
size of the tumour because of an
abundant deposition of amyloid
within the mass.’ Surgery was pre-
ferred for our patient and the mass
was excised totally via endoscopic
sinus surgery.

The clinical course extra-
medullary plasmacytoma is unpre-
dictable. Local recurrence may
occur in 6-10% of cases." Five-
year survival ranges between 53-
75%. Development of multiple
myeloma occurs in 10-32% of
patients within 28 to 36 years;
life-time follow-up is mandatory.'
Ten-year survival is 50%.'
Intensive staging and long-term
follow-up including local treat-
ment and systemic surveillance
via blood counts or immunoglobu-
lin measurements is essential for
local control and development of
multiple myeloma.*"

Conclusion

In conclusion, extramedullary
plasmacytoma of the nasal septum
is a rare neoplasm that should be
considered in the differential diag-
nosis of nasal masses. Surgical
management is an acceptable
treatment.

References

1. Windfuhr JP, Ott G. Extramedullary
plasmacytoma manifesting as a palpa-
ble mass in the nasal cavity. Ear Nose
Throat J. 2002;81:110-114.

2. Palacios E, Restrepo S, Rojas R.
Extramedullary plasmacytoma in the

171

nasal cavity. Ear Nose Throat J.
2002;81:499-500.

3. Ching AS, Khoo JB, Chong VE. CT
and MR imaging of solitary
extramedullary plasmacytoma of the
nasal tract. AJNR Am J Neuroradiol.
2002;23:1632-1636.

4. Michalaki VI, Hall J, Henk IM,
Nutting CM, Harrington KIJ.
Definitive radiotherapy for extra-
medullary plasmacytomas of the head
and neck. Br J Radiol. 2003;76:738-
741.

5. Lund V. Granulomatous diseases and
tumours of the nose and paranasal
sinuses. In: Kennedy DW, Bolger WE,
Zinreich SJ, Eds. Diseases of the
sinuses diagnosis and management.
1st ed. BC Decker, London; 2001:85-

107.
6. Shreif JA, Goumas PD,
Mastronikolis N, Naxakis S.

Extramedullary plasmacytoma of the
nasal cavity. Otolaryngol Head Neck
Surg. 2001;124:119-120.

7. Yuca K, Kiris M, Kiroglu AF,
Bayram I, Cankaya H. A case of
concha pyocele (concha bullosa
mucocele) mimicking intranasal
mass. B-ENT. 2008;4:25-27.

8. Ceylan A, Asal K, Celenk F, Uslu S.
An angiomatous nasal polyp: a rare
variant of sinochoanal nasal polyps.
B-ENT. 2007;3:145-147.

9. Hidaka H, Ikeda K, Oshima T,
Ohtani H, Suzuki H, Takasaka T.
A case of extramedullary plasma-
cytoma arising from the nasal
septum. J Laryngol Otol. 2000;114:
53-55.

10. Baek BJ, Kim SW, Park H, Park JK,
Han KY, Oh CH. Extramedullary
plasmacytoma arising from the nasal
septum. Ear Nose Throat J. 2005;84:
720-722.

Dr. Deniz Micozkadioglu

Baskent University Adana Teaching and
Medical Research Center Baraj Yolu
1.Durak 01110 Seyhan

Adana, Turkey.

Tel.: +90 322 4586868

Fax: +90 322 4597251

E-mail: denizmicozkadioglu@yahoo.com



