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Summary
Solitary plasmacytomas are defined as proliferation of monoclonal plasma cells without
evidence of significant bone-marrow plasma-cell infiltration. They are classified
according to location into solitary plasmacytoma of bone if they occur in bone, and
extramedullary plasmacytoma if they arise in soft tissues. They are more frequent in
males than females and have a peak incidence in the fifth and sixth decade of life.
Solitary plasmacytoma accounts for about 5% of plasma cell tumours. More than 80% of
extramedullary plasmacytoma occur in the upper aero-digestive tract or the head and
neck region. Diagnosis is based on histologic confirmation of monoclonal plasma cell
infiltration of a single disease site and on the exclusion of systemic myeloma. The
development of multiple myeloma from solitary plasmacytoma occurs in approximately
60% of patients within 10 years of diagnosis. Prognosis is good and cure can be attained
in extramedullary
plasmacytoma.
Therapeutic
options
include
radiotherapy,
chemotherapy and surgical excision. The aetiology of plasmacytoma is still unknown.
Extramedullary plasmacytoma can affect practically all the systems in the body including
the eyes, nervous system, head and neck, respiratory system, breast, gastrointestinal
system, urogenital system and lymph nodes. These systemic manifestations are reviewed.
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Introduction
Solitary plasmacytomas (SP) are
rare solitary tumors composed of plasma
cells of variable maturity in contrast to
the
histologically
disseminated
proliferation of plasma cells in plasma
cell myeloma (PCM).1.2 SP represents
only about 5% of plasma cell neoplasia'
and are generally divided into two main
groups based on location: If they occur
in bone, they are designated solitary
plasmacytoma of bone (SPB). If they
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arise outside the bone in soft tissues,
they
are
called
extramedullary
plasmacytoma (EMP).
They are two
distinct disease entities.4.5
SPB is a localized form of clonal
neoplastic
plasma cell proliferation
producing a solitary destructive bone
lesion as seen on the radiological
skeletal survey." Primary EMP is defined
as an extra-osseous, neoplastic plasma
cell proliferation with evidence of light
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chain restnction and no radiographic
evidence of osteolytic lesions, bone
marrow involvement or other features
diagnostic of PCM at the time of the
initial diagnosis or within the following
6 months." More than 80% of EMP
occurs in the upper aero digestive tract
or the head and neck region.7,8 Evidence
for different biologic behavior of these
two types of localized plasmacytoma has
been reported: SPB has a greater
predilection to progress to PCM than
EMP. EMP tends to be characterized by
an indolent clinical course with good
response
to local radiotherapy,
a
tendency to local relapse and infrequent
conversion to PCM.8-IO However, other
studies have shown no significant
difference between these two localized
plasmacytomasf and the incidence of
evolution to myeloma.'
The development and molecular
mechanisms involved in plasmacytoma
are still unknown although different
pathways and stimuli seem to be
involved. Patients tend to be younger
and have no evidence of monoclonal
. II
paraprotein. on serum e Iectrop h oresis.
Diagnosis
is based
on histologic
confirmation of monoclonal plasma cell
infiltration of a single disease site and on
the exclusion of systemic myeloma. The
development
of
PCM
from
plasmacytomas occurs in approximately
60% of patients within 10 years of
diagnosis. II The prognosis is good and
cure can even be attained in EMP
compared to SPB. The median survival
with conventional
radiotherapy
is
approximately
138 months."
The
therapeutic options are limited and
include radiotherapeutic doses greater
than 4,000 rads at 200 rads per day,
chemotherapy and surgical excision.'
Chemotherapy remains controversial in
contrast to PCM, in which intensive
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chemotherapy
with autologous bone
marrow transplantation
(ABMT) is
widely accepted. t3 The reported response
rates with these therapies are 50%-80%
for lO-year disease free and overall
survival and 30%-50% of patients who
develop
disease
progression
to
myeloma.'
Biology and- Therapy
Aetiology of plasmaeytoma
The aetiology of plasmacytoma is still
unknown.7,14,15Cytogenetic data on EMP
are lacking.' Phenotypic
differences
between EMP and PCM are not well
defined. 14
In
one
study,
immunohistochemistry
performed
on
paraffin wax sections using antibodies
against
CCNDl,
BCL2,
BCL2Ll,
CDKNlB,
CDKNlA,
TP53 , MIBl,
MS4Al and NCAM 1 were defined. It
was found that EMP and PCM show
significant
immunophenotypic
differences, some of which may be of
both diagnostic utility and biological
relevance. 14
The possible
role of viral
infection has recently been proposed in
aetiology of plasmacytoma. I ,16Hepatitis
C virus has been suggested to playa role
in
pathophysiology
of
Iymphoproliferati ve
malignancies. IS
Hepatitis C virus seroprevalence has also
been identified in bone marrow of
patients affected by PCM so underlying
one more time the role of HCV infection
as risk factor for development of several
haematological malignancies. 17
In
a
study
of
primary
plasmacytoma of the lymph nodes, it
was reported that all cases were negative
for MS4Al and SPN and some cases
expressed CD79A.18 Over-expression of
TP53 and BCL2 was not detected by
immunostaining in any of the cases.
Epstein-Barr viral (EBV) RNA was not
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detected by in situ hybridization, and no
Kaposi's
sarcoma-associated
Human
herpes virus-8 (HHV -8) DNA sequences
were detected by polymerase chain
reaction. The results of oncoprotein and
viral
studies
suggest
that
the
pathogenesis
of
primary
nodal
plasmacytoma may not be due to BCL2
and TP53-associated changes or viralinduced changes by EBV and KSHV. 18
Among
intracranial
plasmacytomas,
expression
of
the
cell
adhesion
molecules PECAMl and NCAMl was
19
not
pre diictive
0f
outcome.
Extramedullary dural-based lesions were
NCAMl
-negative
and were not
associated with myeloma.
In recent years, the introduction
of interphase
fluorescence
in situ
hybridization
(FISH)
has
enabled
identification
of
clinically
and
prognostially relevant PCM subgroups
defined
by recurrent
chromosomal
aberrations. Using interphase FISH on
paraffin sections, a series of wellcharacterized EMP was studied to
identify similarities with and differences
from PCM on the genetic level.' Breaks
in the 14q32 region were observed in
14/38 (37%) cases of EMP, at a slightly
lower
rate
than
in PCM.7
An
IGHIFGFR3
fusion
indicating
a
t(4;14)(pI6;q32)
translocation
was
detected in 6/38 (16%) cases. No
t(I1;14)(q13;q32), t(14;16)(q32;q23) or
t(8;14)(q24;q32)
translocations
were
found. One (4%) of 26 evaluable cases
showed a break of MYC, but was
negative for the t(8;14) with the
IGHIMYC fusion probe. No breaks were
observed with the MALTl, BCL6 and
FOXP 1 probes. Thus, the IGH partner
chromosome was not identified in 8/14
(57%) cases with a 14q32 break. Loss of
13q (40%) as well as chromosomal gains
(82%) were common. There was no
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correlation
between
chromosomal
alterations and clinical features or local
relapse. Cytogenetically, EMP and PCM
are closely related.
However, the
distribution
of
IGH
translocation
partners, with the notable absence of
t(I1;14), is different.
An
increase
in
vascular
endothelial
growth factor (VEOF),
transforming growth factor betal (TOF fJ
1) and IL-6 levels have been found in
patients affected by lymphoproliferative
disorders.i" The role of an increased
level of endostatin found in active
phases of PCM is being further
investigated in solitary plasmacytoma.i'
Furthermore,
osteopontin
(OPN) , an
adhesive glycophosphoprotein produced
by several cell types seem to be involved
in plasmacytoma. IS
Clinical features
The clinical features of SPB or
EMP require the absence of indicators of
systemic disease, such as marrow
plasmacytosis, anaemia or other lytic
bone lesions.22Monocional proliferation
of plasma cells localized in bone
marrow, bone pain, bone destruction and
pathological fractures represent the most
common clinical signs of the disease. 16.23
Important presenting symptoms vary
from epistaxis, rhinorrhoea, sore throat
causing difficulty with swallowing to
dysphonia when there are head and neck
plasmacytomas. Spinal cord or nerve
root compression may occur if there is a
local extension from a vertebra lesion
into the soft tissues. The most common
site
for
SPB
is
the
axial
skeleton, particularly
with
vertebrae
presentation and the flat and long bones
of the arms and legs.8,24,25 The most
frequent sites for EMP are the nasal
fossa, maxillary sinus, oropharynx and
nasopharynx.I'v" Other less commonly
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occurring sites are the gastrointestinal
tract, the central nervous
system,
bladder, thyroid gland in the neck,
breasts, testicles,
parotid
(salivary)
glands and lymph nodes (glands) and
other sites.
Laboratory/immunological/radiological/
histological features
The
International
Myeloma
Working Group" has recommended
diagnostic criteria for SPB. Diagnosis of
SPB
requires
a
biopsy-proven
monoclonal plasma cell infiltration of a
single lytic bone lesion; no additional
lesions on bone survey; absence of
clonal plasma cells on a random marrow
sample; and no evidence of systemic
myeloma
(normal
serum
calcium,
absence of anaemia or renal disease
attributable to myeloma). A kappa or
lambda light chain-restricted population
of plasma cells confirms a diagnosis of
plasmacytoma on immunocytochemical
study. Monoclonal peak may be present
on serum protein electrophoresis. The
presence of monoclonal protein (M
protein) in the serum or urine has been
noted in 24%-72% of patients in various
series.z,27
Serum
immunofixation
electrophoresis shows a predominance of
IgG heavy chain type in SPB and IgA
heavy chain type in plasmacytoma from
the upper respiratory tract. Southern blot
analysis of the immunoglobulin light
chain gene is useful in the differential
diagnosis from systemic myeloma and in
determining the monoclonality of the
tumor. Diagnostic techniques such as
immunophenotypic
analysis
of the
marrow, CT scan and MRI, have
improved
the
diagnosis
of
SP.
Radiologically,
solitary
osseous
plasmacytoma appears as a cystic area of
diaphyseal bone." It reveals a soapbubble-type lesion that is larger and
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more irregular than the small, discrete
lesions of PCM.
Serum p-2-microglobulin levels
are usually normal and do not predict the
development of disseminating disease.
SPB
showed
important
basal
immunologic alterations and a marked
increase in serum parameters (thymidine
kinase, IL-2, IL-6 and soluble IL-2
receptor) compared to EMP.s A study of
ploidy analysis demonstrating an almost
complete aneuploidy cell proliferation
was considered highly suggestive of
prognosis for the SPB patients (80%),
whereas in the EMP patients only 2% of
the cells
were
aneuploid.i
Flow
cytometry analysis of nuclear DNA
content showed S-phase cells were 16%
(SPB) and 4% (EMP) in the same study.'
Analysis of the peripheral proliferating
cell nuclear antigen (PCNA) showed that
the PCNA index was 60% in SPB and
10% in EMP.s Serum parameters
together with analysis of PCNA, ploidy
and S-phase fraction studies provides
additional evidence that SPB appears to
be a more aggressi ve form of plasma
cellular neoplasia distinct from EMP.
This aids in better understanding of the
plasmacytoma activity and in the choice
of appropriate treatment.
Course, therapy and prognosis
Approximately 50% of patients with SP
have small levels of M-protein in serum
«2g/dl) or urine that typically disappear
upon institution of effective radiotherapy
(40-50 Gy). Failure of paraprotein to
clear after local treatment suggests
occult disseminated
disease and is
predictive of later development of overt
myeloma.f
The therapeutic options in SP
include radiation, chemotherapy
and
surgical excision. In patients with
localized plasmacytoma, radiotherapy is
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the treatment of choice as it usually
reduces myeloma proteins markedly
with subsequent disease control for
many years, even though small serum
peaks persisted.
The recommended
potentially curative dose of radiotherapy
for SP lesions of soft tissue or bone is
40-50 Gy2,11,29 while many authors
reported a wide range of doses varying
from 30-66 Gy?,30,31 While radiation
therapy is the treatment of choice for SP,
the evidence of its efficacy is solely
based on small retrospecti ve studies.' It
has been reported that there was no
convincing dose-response relationship
above 35 Gy for small lesions, and they
concluded that local control was related
to the size of the lesion and suggested
giving higher doses or combined
modalit~
treatment
for
bulky
tumors. 9,32,33
The presence
of an acute
neurological
deficit requires urgent
surgical decompression. Surgery remains
the best modality of treatment wherever
the lesion is localized and easily
removable such as thyroid, salivary
glands and tonsils.i" Radiation adjunct
with surgery has also been used but the
role of radiotherapy after a complete
excision with tumor free margins is
unclear.i" It has been reported that there
is no role for systemic chemotherapy in
the management of these disorders.t'
Adjuvant chemotherapy is given if the
tumor is poorly differentiated in order to
delay their progression to PCM?4 The
reason for applying chemotherapy such
as VAD (vincristine, adriamycin and
dexamethasone) is usually the presence
of serum and urinary paraprotein which
occasionally results in remission. I I
Adjuvant chemotherapy has been
administered with inconclusive results.
Although some studies have found that
adjuvant therapy may prevent or delay
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progression to myeloma, most have
noted no benefit
with the early
administration
of chemotherapy.2,27,35
More recently,
even myeloablative
therapy with stem cell support has been
evaluated in high-risk patients with
solitary bone plasmacytoma, but results
are too premature
to draw any
conclusions given the long natural
history of this disease." It is unclear
whether the risk of early therapy for SPB
may predispose to development of either
resistant plasma cell clones or to
secondary leukaemia.
Patients with EMP often can be
cured with local radiation. By contrast,
this local treatment approach fails in the
majority of patients with presumed
SPB.30 This discrepancy is probably due
to the relative insensitivity of standard
staging procedures for marrow and bone
disease. The development of myeloma in
such
patients
probably
reflects
multifocal systemic disease present at
the outset, which now might be revealed
by MRI37and PET scanning using 2[18p]f1uoro-2-deoxy-D-glucose.38 Higher
cure rates are therefore anticipated when
SP lesions are defined with more
sensitive
techniques.
Despite
these
techniques
approximately
35%
of
patients with SPB who receive any form
of treatment will eventually develop
PCM; this evolution may occur up to 12
years following initial diagnosis.t" A
marked reduction or disappearance of
the monoclonal Ig will usually occur
following tumoricidal
radiation; the
maximum reduction may not occur for
several years but it helps in relieving the
bone pain.2,24,39
Many
questions
remain
unanswered about prognostic factors
influencing the outcome and radiation
dose-response,
probably due to the
limited number of patients included in
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reported series.30,40,41
Progression to
PCM has been reported to be less
frequent in younger patients, whose
survival is also better.' ,41,42
Baseline
immunoglobulin (M protein) levels have
also been reported to be a predictive
factor of occult disseminated disease,
and almost all experts agree that an M
protein level of 20 pI is crucial for the
definition of SP.Z, Patients showing
persistent M protein levels for more than
one year after radiation therapy are
prone to progress to PCM.42,43 Tumor
size is reported to be an important
prognostic factor in terms of local
control. Lesions less than 5 ern have
been reported to have a better outcome."
while other studies did not find tumor
size to be a factor.43 Others have
reported
that neurologic
problems
associated with SBP, spinal disease, soft
tissue masses, bulky disease (~ 5 ern),
age> 55 years, radio-therapy dose, and
M protein
level
were
important
prognostic factors. 33,42-44
Solitary EMP has been classified
into 5 types based on the course of the
disease after treatment.f Type 1 with
localized solitary lesion well controlled
by surgery/radiation or both has the best
prognosis compared to type 5 with local
disease dissemination or develo£ment to
MM with the worst prognosis. 5 Based
on prognostic value, SPB has also been
classified as either latent or aggressive."
The former is histologically
welldifferentiated while the latter is poorlydifferentiated
tumor
which
easily
progress to MM.

Neurological, Ocular and
Systemic Manifestations

Other

Central
nervous
system
plasmacytoma
SP may rarely occur in the skull or
vertebral spine. Depending
on the
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location, the mass may compress any of
the CNS tissues and produce symptoms.
Rare
cases
of
a solitary
intrasellar plasmacytoma
have been
reported in literature. They may present
with complaints of frontal headaches and
intermittent blurry vision " or with
headache
and
impaired
hearing."
Computed tomography may reveal an
enhancing sellar and suprasellar mass,
with extension into the sphenoid and
cavernous sinuses46 or simply a pituitary
mass.47 They are usually mistaken
clinically as nonfunctioning
pituitary
adenoma and are treated with transsphenoidal resection.46-48 The diagnosis
is difficult to make in the absence of
overt systemic myeloma. Nevertheless,
normal pituitary function associated with
severe destruction of the pituitary fossa,
cranial
neuropathies,
and diabetes
insipidus are clues that the primary
lesion is outside the pituitary gland
itself.46-47 Treatment is with radiotherapy
and progression to PCM or recurrence is
uncommon.46-48
SP rarely involves the skull bone
and has been reported to occur in the
sphenoid bone'" involving the skull base
50-51 t he
..
I bone. 52
e calvari
ca vanum an d OCCIpIta
Based on anatomic site,
they may
produce
a variety
of signs and
symptoms, some of which may be
vague, often resulting in delays in
presentation
and
in
appropriate
investigations.i" A recurrence of solitary
intracranial plasmacytoma is possible
with subtotal sur~cal resection despite
radiation therapy. 3 Definitive treatment
should consist of complete surgical
resection
with
adjuvant
radiation
therapy.f
Other
rare presentations
of
intracranial plasmacytoma include its
presentation as a forehead mass," with
chronic subdural haematoma.f
with
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acute unilateral loss of vision," with
orbital, nasal and paranasal
sinus
extension.V
as
a
brainstem
plasmacytoma."
as an intracerebral
plasmacytoma'" or as a falcotentorial
plasmacytoma
involvin~
falx
and
tentorium simultaneously.
Plasmacytoma often forms an
intramedullary mass in the vertebrae
with absorption of trabecula and cortex
of the bone." However, occasionally, it
forms a mass in the extramedullary
space of the vertebrae." Spinal cord
compression due to pure intradural
plasma cell infiltration is very rare.62 It
may rarely occur without evidence of
involvement of the adjacent vertebra. 61
They may present with difficulty in
walking,
paraparesis
with positive
Babinski's and Chaddock's
reflexes,
hypesthesia
and
disturbances
of
vibration and position senses below the
level of spinal involvement. An entirely
intradural solitary plasmacr,oma has a
relatively better prognosis." EMP of the
spinal cord can be identified by MRI.
The findings include isointense and
hyperintense
signals seen on T1weighted and T2-weighted magnetic
resonance imaging, respectively, with
marked irregular contrast enhancement
and extensive
edema. I The upper
cervical spine involvement by SBP is a
rare and challenging condition" Early
diagnosis
followed
by appropriate
multidisciplinary
treatment strategies,
including surgery is necessary to prevent
a major neurological damage and allow
the patient to be ambulatory. Patients
with solitary plasmacytoma in the spine
frequently require a biopsy for diagnosis
of
their
condition.
However,
identification of a "mini brain" in an
expansile lesion in the spine on MRI is
characteristic of plasmacytoma."
It is
important that radiologists note this
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characteristic because biopsy can be
avoided in patients with this appearance.
In many institutions, surgeons find this
appearance sufficiently pathognomonic
to bypass biopsy and start treatment. 64
Patients with SBP may also present with
peripheral neuropathy.f Excision of the
plasmacytoma may result in gradual but
steady recovery. SBP of the spine
usually occurs in adults, and is a very
rare disease in young patients. However,
a case has been reported in a 14 year old
girl with a lO-year disease-free survival
after aggressive treatrnent.P" Aggressive
surgery may be indicated in young
patients with isolated lesion and good
prognostic factors. 67 Palliative surgery
remains
necessary
in
order
to
decom~ress the cord and to stabilize the
spine." SP of a rib has been reported to
remain or be responsible for a case of
chronic
predominantly
motor
radiculoneuropathy.f
Excision of the
plasmacytoma resulted in gradual but
steady recovery.
Ocular plasmacytoma
Solitary plasmacytoma occurs rarely in
the eyes, ocular adnexa and the orbit.
EMP of the orbit is exceedingly rare and
only a few cases have been reported."
Differentiation of an EMP from PCM is
important
because
of
significant
differences in survival.
EMP of the orbit is more
frequently slow growing but may grow
rapidly
in
patients
with
poorly
differentiated, blastic tumours.68 They
may present clinically with proptosis,
diplopia, eyelid fullness, limitation of
ocular motility, reduced visual acuity or
blindness, elevated intraocular pressure
and fundus examination may show
choroidal folds in the involved eye.68-69
They may also present with a fungating
growth in advanced cases." It has also
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been reported to present with bilateral
orbital tumors." Recurrent periorbital
cellulitis and orbital blood cyst as the
initial
manifestation
of
primary
extramedullary plasmacytoma has also
been reported." Most of the reported
cases have been seen in middle aged
patients and in the elderly,68-72but a case
has been reported in an 11 year old
child.73 CT scan will show a mass in the
orbit without bone destruction [69].
Treatment
is with external
beam
radiotherapy (40 Gy).69 Affected patients
have been reported to be disease free for
four years (49 months).
EMP is not
invariably radiosensitive.68,74 Patients
who are not sensitive to radiotherapy
. exenteration.
. 6874
Th e patients
.
require
'
have been reported to be free of
recurrence one year after exenteration
and have satisfactory cosmesis with
prosthesis.i"
Plasmacytomas
have
been
reported to involve the conjunctiva.P'"
It is particularly rare, with only 1
plasmacytoma out of 2104 tumors of the
lids and conjunctiva
was reported
between 1984 and 1989.78 A solitary
extramedullary plasmacytoma
of the
conjunctiva may be present for several
years with no history of ocular
inflammation or systemic abnormalities."
It may be located in the upper or lower
palpebral or tarsal conjunctiva [76-77],
the caruncle 77or the lower conjunctival
fornix[78]. It usually presents as a nonpigmented
conjunctival
mass."
Treatment is by complete excision of the
tumor which may be followed by
irradiation with 40 Gy with the linear
accelerator."
Cases of solitary plasmacytoma
have been re~orted in all ~arts of the
uvea. The iris, 5 ciliary body 9 or choroid
80may be the site of ocular SP. They can
rarely manifest in multiple sites."
Anterior uveal involvement may be with
Ann Biomed Sci. Vol. 9 No. I, June 2010

iritis and examination may reveal the
iridociliary
mass.79
Fine-needle
aspiration biopsy (FNAB) of the mass
may
reveal
atypical,
binucleate
plasmacytoid
cells
with
positive
leukocyte common antigen staining,
.
f
suggestive
0
p Iasmacytoma. 79
Treatment is with 40Gy radiotherapy by
using
custom-designed
plaque
radiotherapy.
Extramedullary
plasmacytoma confined to the choroid is
rare.80 It may present simulating other
common amelanotic choroidal lesions.
Fine needle aspiration biopsy and proper
systemic evaluation
are critical in
establishing the diagnosis. They are
managed by ocular external beam
radi otherapy.
Ocular features may also be the
manifestation of plasmacytoma arising
elsewhere. An interesting case is one in
which the initial symptomatology was a
Homer's syndrome.t' This occurred in a
case of solitary plasmacytoma which
originated in the left first rib in a 45-'
year-male. Other cases arise from
adjacent structures such as the CNS and
paranasal
sinuses
which
will be
reviewed under the relevant structures.
Other head and neck lesions
About 80% of EMPs are reported to
occur in the submucosa of the upper
aerodigestive tract.82 In the head, SP
may present as enlarging subcutaneous
lumps of the forehead and scal~ due to
involvement of the frontal bone. 3 These
masses may be painless and clinically,
have benign characteristics.
The SP of the maxilla is a rare
condition.84,85 Some lesions appear to be
benign and do not recur after complete
removal,
while others are locally
invasive. Alternatively, EMP may arise
in the soft tissues of the maxilla without
bony involvement.t" SP are usually
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considered as osteolytic lesions of bone
except for the rare occurrence of
osteosclerotic
lesions.
Osteosclerotic
plasmacytoma of the maxillary bone and
orbital floor has been reported.V EMP
may also rarely present as a nasal
mass.88
Structures of the neck that may
be affected by SP include the pharynx
and larynx,89,90tonsils," thyroid gland," .
and the salivary gland." Tumours of the
pharynx and tonsils may present with
obstructive symptoms or lump sensation
in the throat. FNAC can provide a rapid
and accurate diagnosis.
Plasmacytoma of the chest
SP may involve the chest wall and the
structures within the chest including the
lungs
and
mediastinum.
Costal
localization
is
rare
for
solitary
plasmacytoma." They present with a
growth of the chest wall or in the
axillary region or with chest pain.94.95
The diagnosis is based on imaging
findings
and
pathology.
Imaging
discloses a mass of tissue with a large
zone of osteolysis of the rib and
infiltration
of
the
chest
wall.
Radiotherapy is the treatment of choice
but with the risk of progression with the
development of medullary plasmacytosis
and multiple myeloma."
Primary pulmonary plasmacytoma
is very rare.96,97 By 2001, approximately
20 cases
had been
verified
by
immunohistochemistry."
The
usual
presentation
of primary
pulmonary
plasmacytoma is a solitary pulmonary
nodule." They may present with dry
cough without haemoptysis ,97 or with
progressive
dyspnoea
on exertion,
cough, and subsequently, hemoptysis. 96
Clinical imaging studies will show
consolidation
of
a 10be,96 lobar
consolidation of the lung but without a
well-defined tumor mass'" or a space-

Ann Biomed Sci. Vol. 9 No. J, June 2010

occupyin? lesion in the affected part of
the lung. 7 It may also present with a
diffuse
infiltration
of
pulmonary
parenchyma." Percutaneous transthoracic
lung biopsy of the affected lobe
demonstrates sheets of atypical plasma
cells" It should be included in the
differential
diagnosis
of pulmonary
space-occupying
lesions even when
initial· serum protein electrophoresis is
negative
for
monoclonal
paraproteinaernia."
Pericardial effusion
may
be
caused
by
pulmonary
involvement
of
the
plasma
cell
97
T
..
I
tumours.
reatment options me ude
lobectomy associated with resection of
mediastinal
lymph
nodes
and or
chemotherapy.F:"
Rarely SP may
manifest as a mediastinal mass and
multiple pulmonary nodules.99
EMP of the breast is extremely
100101
F'me nee dl e aspiration
..
rare.'
cytology can easily be performed and
offers the opportunity to distinguish it
from primary mammary tumors and
avoid unnecessary surgery.
Plasmacytoma of the abdomen
About 10% of all EMP occur in the
gastrointestinal
tract. 102
Gastric
plasmacytoma is an infrequent form of
presentation of monoclonal gammopathy
that, if ulcerated, can cause upper
gastrointestinal
bleeding.103.104 The
tumour may be solitaryl03 or multiple. 104
Involvement of the duodenum is rare. By
1999, only 8 cases of EMP in the
duodenum
have been reported m
literature. 102 Combined
treatment of
surgery and chemotherapy seem to offer
the best potential for cure. EMP has also
been very rarely reported in the colon.
The mesentery is an unusual site for
plasmacytoma. 106 A rare case of
extramedullary plasmacytoma has also
been reported in the peritoneum. 107
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Liver plasmacytoma is a very
rare form of SP.IOS The presence of
plasma cells in the liver is generally
associated with a more aggressive form
of multiple myeloma.P" Cases of liver
plasmacytoma without systemic disease
can be diagnosed by percutaneous
needle biopsy of the hepatic lesion.
Imaging techniques are of great value in
.
henati
out I·irung
th e
epatic
tumour. 109
Treatment with six courses of melphalan
and prednisone has been shown to be
effective. Rarely, the pancreas may be
the site of a plasmacytoma. I10
Urogenital plasmacytoma
Renal plasmacytomas are rare lesions
. h neovasculari
.
111112
WIt
neovascu anty on artenogram.
'
This may cause confusion with the much
more common renal cell carcinoma or a
transitional cell carcinoma of the renal
pelvis, unless the clinician is aware of
this entity.III,112 Plasmacytoma of the
kidneys may present with a renal mass
and renal failure."3 There is no widelyestablished
treatment.
Surgery,
radiotherapy or chemotherapy, alone or
in combination,
can be utilized. I13
Primary renal plasmacytoma can be
tentati vel y diagnosed
preoperati vel y
only in the presence of paraproteinemia
or Bence-Jones proteinuria, as it cannot
be distinguished from other renal tumors
by imaging procedures. 114
EMP may present with an
isolated lesion in the urinary bladder
accompanying
an
IgG-K
paraproteinemia. IIS A case of solitary
EMP of the urinary bladder appearing as
posttransplantation plasma cell dyscrasia
after renal transplantation has also been
reported. I16 Combined
chemotherapy
resulted initially in complete tumor
disappearance
although
recurrence
occurred 8 months later.
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Plasmacytoma of the urethra is
an extremely rare neoplasm.l+' A case
was reported in a 51-year-old man who
presented with terminal haematuria and
a palpable penile mass.117 Treatment was
with external beam radiation therapy
targeting the pelvic region.
Extramedullary
primary
testicular plasmacytoma is rare, with just
over 8 cases in literature. IISPresentation
is with enlargement of the testis. EMP
may
also present
as epididymal
plasmacytoma. II?
Ovarian
plasmacytoma
is a
unique and unusual presentation of
extramedullary plasmacytomas.F" EMP
involving the ovary is usually large at
the time of presentation, more likely
involving the left side, and without
evidence of disseminated disease. 120
Primary
adrenal
extramedullary
plasmacytoma is extremely rare and only
four cases of have been reported on.121.124
The first three cases were unilateral121.123
and the most recent case was bilateral.l"
High-resolution imaging has aided in the
identification of these tumours. Most are
nonfunctioning tumours and adenomas,
but it is difficult to distinguish benign
from malignant tumours using only
morphological and laboratory data, and
the diagnosis often remains uncertain
without histological cxamination.i": 122
Treatment of the primary lesion is by
surgical excision and radiotherapy. 123
Cutaneous plasmacytoma
Primary cutaneous plasmacytoma (PCP)
may present with erythematous plaques
in the skin or with a nodular lesion,
showing
histologic
and
immunohistochemical
features
of
12S
PCp.
,126The main prognostic factors
are the size tumor
and clinical
presentation (solitary, versus multiple
lesions. 125.126 Solitary lesions of PCP
may be treated conservatively
by
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surgical eXCISIOnor local radiotherapy.
Treatment of multiple lesions is with
melphalan and prednisone associated
with local radiotherapy. The prognosis
of PCP is' better than that of the
metastatic
cutaneous
lesion
of
myeloma. 126
Plasmacytoma of the lymph node
Primary plasmacytoma of the lymph
nodes is very rare. 18 These cases
appeared to have a better prognosis than
other extramedullary
plasmacytomas,
with rare recurrence and no progression
to myeloma after treatment. Patients
usually present with enlarged lymph
nodes and an indolent clinical course.
Treatment is usually with excision only
or with excision and chemotherapy.

Conclusion
Solitary
plasmacytomas
are
proliferation of monoclonal plasma cells
without
evidence
of bone-marrow
plasma-cell
infiltration.
They
are
classified into solitary plasmacytoma of
bone and extramedullary plasmacytoma.
They constitute about 5% of all plasma
cell neoplasm. Diagnosis is based on
histologic confirmation of monoclonal
plasma cell infiltration of a single
disease site and on the exclusion of
systemic myeloma. The aetiology is not
certain. They can affect practically all
organ systems in the body producing
various
systemic
manifestations.
Treatment
is
by
radiotherapy,
chemotherapy and surgical excision.
Prognosis is quite good.
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