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A Rare Case of Sinonasal Extramedullary Plasmacytoma

with Orbital Involvement
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ABSTRACT

Extramedullary plasmacytoma (EMP) is a rare entity in the
head and neck region. It is phenotypically and immunologi-
cally different from multiple myeloma. Chronic transformation
to multiple myeloma or its disseminated form is well known. It
may even be the first manifestation of multiple myeloma also
popularly known as secondary EMP.

We present a 43-year-old male patient with history of per-
sistent progressive nasal obstruction with occasional epistaxis.
Endoscopy revealed a right sinonasal mass which on excision
biopsy was consistent with features of EMP.

Extramedullary plasmacytoma is a rare differential diag-
nosis for sinonasal mass. However, multiple myeloma should
be ruled out via bone marrow examination, bone scan and
serum and urine electrophoretic evaluation before arising at a
diagnosis of EMP.

In spite of EMP of nasal cavity being a rare entity, it should
be considered as one of the rare differential diagnoses.
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INTRODUCTION

Plasmacytomas are rare neoplasms which originate from
B cells. They have been categorized into three variants
namely multiple myeloma (MM), osseous solitary plas-
macytoma and extramedullary plasmacytoma (EMP).!

Solitary EMP is the rarest of all the three varieties. In
order to establish a diagnosis of solitary EMP, evidence of
bone destruction or occult disease anywhere in the body
must be ruled out.?
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Extramedullary plasmacytoma account for approxi-
mately 4% of the nonepithelial sinonasal tumors and 0.4%
of the head and neck tumors. These tumors are gene-
rally found in the 4th decade of life with male to female
preponderance 3:1.%

The various etiologies proposed to explain the occur-
rence of for EMP are chronic stimulation, overdose or
inappropriate irradiation, viral infections, and genetic
alterations in the reticuloendothelial system.*

These tumors have varied clinical presentation depen-
ding of the site of affliction. Extramedullary plasmacy-
toma of sinonasal origin usually presents as progressive
nasal obstruction and intermittent epistaxis, as was in
our case.

Olfactory neuroblastoma, lymphoma, anaplastic
carcinoma and metastatic deposits stand as potential
candidates for differential diagnosis of such sinonasal
neoplasms.’ We present the above case aiming at deve-
loping insights toward early diagnosis and appropriate
treatment of this rare sinonasal tumor.

CASE REPORT

A 43 years old male patient presented to us with com-
plaints of right-sided persistent progressive nasal obs-
truction, epistaxis for the last 10 months. He also gives
history of associated diplopia and proptosis in right eye
for last 6 months.

Anterior rhinoscopy revealed grayish, polypoidal,
exophytic nonsensitive, friable mass in the right nasal
cavity. Posterior rhinoscopy was suggestive of the mass
reaching till choana with normal nasopharynx. Visual
acuity and color vision was normal in both eyes. Nasal
endoscopy confirmed above findings, mass was firm in
consistency and bled on touch.

His lab reports revealed the following: Hb: 11.9 gm%,
TLC: 10500/cc, DLC: P67, L23, M7, platelets 194 x 103/L,
ESR 140 mm/hr, blood urea: 45 mg%, S creatinine
1.07 mg%, S uric acid 5.7 mg/dl, S calcium 8.46 mg/dl,
total protein 8.0 gm/dl, S albumin 5.32 gm/dl. Fungal
stains and Xpert TB test were negative.

Computed tomography (CT) and magnetic resonance
imaging (MRI) of neck and paranasal sinuses showed a
heterogeneously enhancing well-defined mass in the right
maxillary sinus and nasal cavity bulging into the orbit
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along the floor of the orbit, retromaxillary fat pad and
infratemporal fossa and ethmoid air cells (Figs 1 to 4).

Endoscopic biopsy was done. Histopathological fea-
tures included solid sheets, vague nests and diffuse infil-
trates of immature plasma cells displaying round to oval
nuclei with moderate pleomorphism, occasional prominent
nucleoli and moderate amounts of amphophilic cytoplasm
(Fig. 5). Immunohistochemistry showed MUM-1: nuclear
positivity in immature and mature plasma cells (Fig. 6).

Bone marrow aspiration and biopsy was normal.
Serum electrophoresis was noncontributory. Myeloma
band was not detected and urine examination showed
no Bence Jones proteins. Final diagnosis was EMP.

The case was discussed in the multidisciplinary tu-
mor board. He was administered adjuvant radiotherapy
(40 Gy in 20 fractions). At 2 years postradiotherapy on
follow-up, the patient exhibited no signs or symptoms
of recurrence or progression to multiple myeloma.

DISCUSSION

Dalrymple and Bence-Jones first described plasma cell
dyscrasias in 1846. This was illustrated in a patient

Fig. 1: Coronal view of CT scan

who presented with diffuse bone pain and marked
proteinuria. Later in 1873 Rustizky et al attributed the
above clinical entity to a histopathological diagnosis of
multiple myeloma.

Plasma cell neoplasms are further subclassified as
solitary plasmacytoma, multiple myeloma and plasma
cell leukemia. Solitary plasmacytoma can be either
intramedullary solitary bone plasmacytoma (SPB)
or EMP.

Extramedullary plasmacytoma frequently arises
from soft tissues. This clinical entity was first illustrated
Schridde in 1905. These tumors may be either single or
multiple. Most commonly, they present as a solitary
lesion in the head and neck region. These have also been
reported to occur in various other sites, such as lung,
pleura, stomach, small bowel, colon, ovary, uterus, testes,
kidneys, skin and breast.’

The course of the disease is usually indolent, and it
remains symptomless till it achieves a significant size.
Extramedullary plasmacytoma arising in sinonasal region
often presents as gradually increasing hard and painful

swelling, resulting in progressive nasal obstruction,

dlary sinus

Fig. 3: Magnetic resonance imaging coronal view

Fig. 4: Magnetic resonance imaging axial view
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Fig. 5: Histopathological features included solid sheets, vague
nests and diffuse infiltrates of immature plasma cells displaying
round to oval nuclei with moderate pleomorphism

recurrent epistaxis and occasionally proptosis if orbital
involvement is present.”

United kingdom myeloma forum has outlined broad
guidelines to diagnose EMP which include: solitary ex-
tramedullary mass of clonal plasma cells, histologically
normal bone marrow aspirate, normal skeletal survey, no
evidence of anemia, hypercalcemia, or renal impairment
due to myeloma, and low or absent serum and urinary
monoclonal immunoglobulin.?

Universal absence of cyclin D1 expression and the
frequent absence of CD56 in EMP, proves to be promising
diagnostic markers for EMP as per a study by Lomeo et al.®

Histopathological gradation is based on cellular
atypia EMP which can be categorized as low (grade 1),
intermediate (grade 2) or high grades (grade 3).

Stage I is disease confined to one site. Stage Il includes
tumors with local lymph node involvement and stage I1I
has metastatic diffuse spread. Our case was scored un-
der grade 1 and stage 1 because of minimal evidence of
cellular atypia with maximum resemblance to the parent
cells and no evidence of local or distant spread.’

About 15 to 20% of EMP convert to MM over the years
especially if the EMP involves the adjacent bone. The
conversion rate of EMP to SPB is 48% which has a poorer
prognostic outcome.!’

The optimal management of EMP is controver-
sial, however, reasonably good outcomes have been
attained with combined surgical excision and adju-
vant radiotherapy due to the good radiosensitivity of
these tumors.!!?

United Kingdom myeloma forum has recommended
radiotherapy dose of 40 Gy in 20 fractions for tumors
<5 cm and up to 50 Gy in 25 fractions for tumors 25 cm
with at least a 2 cm margin encompassing the primary
tumor. Positive nodes should be included in the radio-
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Fig. 6: Immunohistochemistry showed MUM-1: nuclear positivity

therapy field. Surgery should be avoided in cases where
extensive disfiguring procedures are warranted or if the
tumor lies in the vicinity of vital structures.”® Secondary
EMP and/or disseminated cases of primary EMP are po-
tential candidates for treatment with steroids and other
medical treatment.”

CONCLUSION

Extramedullary plasmacytoma is rare sinonasal tu-
mors which require fulfillment of specific histological,
phenotypic and radiographic criteria. Management of
such tumors requires multidisciplinary participation.
Management is controversial, however, surgical exci-
sion along with adjuvant radiotherapy gives promising
results. These patients need long-term follow-up as rare
transformation to multiple myeloma is a possibility.

REFERENCES

1. Aratjo R de P, Gomes EF, Menezes DB de, Ferreira LM de BM,
Rios AS do N. Rare nasosinusal tumors: case series and lite-
rature review. Braz ] Otorhinolaryngol 2008 Apr;74(2):307-314.

2. Weber DM. Solitary bone and extramedullary plasmacytoma.
Am Soc Hematol Educ Program 2005;373-376.

3. RBORL-Impressdo de Artigos [Internet]. [cited 2013 Sep 15].
Available at: http://www.rborl.org.br/conteudo/acervo/
print_acervo_english.asp?id=3654.

4. Moshref M, Mashhadi-Abbass F, Sargolzaei S, Nafarzadeh S.
Extramedullary plasmacytoma of the gingiva. Arch Iran Med
2007 Jan;10(1):91-93.

5. Extramedullary maxillary sinus plasmacytoma: a case report
and clinical and radiological features. Internet J Otorhi-
nolaryngol [Internet] 2008 [cited 2013 Sep 15];8(1). Available
at: http://archive.ispub.com/journal/the-internet-journal-of-
otorhinolaryngology/volume-8-number-1/extramedullary-
maxillary-sinus-plasmacytoma-a-case-report-and-clinical-
and-radiological-features.html#sthash.opM80goU.dpbs

6. Lomeo PE, McDonald JE, Finneman J, Shoreline. Extramedul-
lary plasmacytoma of the nasal sinus cavities. Am J Otolaryn-
gol 2007 Feb;28(1):50-51.

International Journal of Head and Neck Surgery, July-September 2015;6(3):121-124

123



Gaurav Ashish et al

7.

Minhas RS, Mohindroo NK, Mohan C, Sarma ML. Alter-
nating extra medullary plasmacytoma of maxilla. Ind J
Otolaryngol Head Neck Surg 2004 Apr;56(2):121-123.
Soutar R, Lucraft H, Jackson G, Reece A, Bird ], Low E, et al.
Guidelines on the diagnosis and management of solitary
plasmacytoma of bone and solitary extramedullary plas-
macytoma. Clin Oncol R Coll Radiol GB 2004 Sep;16(6):
405-413.

Taylor CR, Russell R, Chandor S. An immunohistologic
study of multiple myeloma and related conditions, using an
immunoperoxidase method. Am J Clin Pathol 1978 Oct;70(4):
612-622.

10.

11.

12.

13.

Majumdar S, Raghavan U, Jones NS. Solitary plasmacytoma
and extramedullary plasmacytoma of the paranasal sinuses
and soft palate. ] Laryngol Otol 2002 Nov;116(11):962-965.
Soo G, Chan A, Lam D, Abdullah V, van Hasselt CA. Ex-
tramedullary nasal plasmacytoma-an unusual clinical entity.
Ear Nose Throat ] 1996 Mar;75(3):171-173.

Harwood AR, Knowling MA, Bergsagel DE. Radiotherapy
of extramedullary plasmacytoma of the head and neck. Clin
Radiol 1981 Jan;32(1):31-36.

Shreif JA, Goumas PD, Mastronikolis N, Naxakis SS. Ex-
tramedullary plasmacytoma of the nasal cavity. Otolaryngol-
Head Neck Surg 2001 Jan;124(1):119-120.

124



