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ABSTRACT

The authors present a rare case of plasmacytoma of the orbit involving
lacrimal gland with secondary transformation into multiple myeloma in
a42-year-old woman. The lesion was surgically removed and analyzed.
Histopathological examination with immunostaining revealed it to be
positive for immunoglobulin G and Kappa chains, demonstrating mo-
noclonality. However, no abnormality was observed on serum elec-
trophoresis, skeletal survey and bone marrow aspiration. Therefore,
the tumor was diagnosed solitary plasmacytoma of bone. The patient
was treated with external beam radiotherapy and has remained disease
free for 5 years and 6 months until 2007, when she presented a patho-
logical fracture due to multiple myeloma. Extensive medical work-up to
rule out multiple myeloma or other malignant lymphoproliferative
conditions involving orbit or ocular adnexa is needed when the diagnosis
of solitary plasmacytoma of bone is suspected because treatment and
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prognosis are very different.
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INTRODUCTION

Plasmacytoma is a solitary, localized tumor collection of clonal neo-
plastic plasma cells capable of producing a monoclonal immunoglobulin®.
These tumors are classified as either solitary plasmacytomas of the bone
(SPB) or extramedullary plasmacytomas (EMP) of soft tissue®. The commo-
nest site for EMP is the upper respiratory tract, including the oropharynx,
nasal cavities, sinuses and larynx®¥, while the SPB frequently occurs in the
axial skeleton.

Extramedullary plasmacytoma of the orbit, eyelid, ocular adnexa, as of
the conjunctiva, occurs rarely"®, and appears to have a different natural
history than SPB, with a lower incidence of conversion to multiple myeloma.
In contrast, SPB continues to convert to multiple myeloma even after 17
years. The continued conversion of SPB to myeloma suggests that these
tumors are actually multiple myeloma in evolution”.

A rare case of plasmacytoma of the orbit involving lacrimal gland with
secondary transformation into multiple myeloma of a 42-year-old woman is
presented.
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CASE REPORT

DISCUSSION

A 42-year-old woman presented proptosis in the right eye
for 7 months evolving with progressive pain and vertical di-
plopia (Figure 1A) in April 2002.

On that occasion, visual acuity was preserved and no
other changes were observed either in intraocular pressure or
in indirect ophthalmoscopy. B-scan ultrasonography was per-
formed showing acoustic brightness of solid mass in the right
orbit. Standardized A-scan ultrasonography revealed low-am-
plitude internal reflectivity. Axial CT scan showed a large,
globular mass occupying the lateral orbit with bone involve-
ment (Figure 1B). A diagnostic biopsy was performed, display-
ing proliferation of plasmacytoid cells and the histopathology
was consistent with plasmacytoma (Figure 2A). Immunohis-
tochemical stains were positive for IgG Kappa light chains
(Figure 2B), consistent with a monoclonal proliferation.

A systemic evaluation for multiple myeloma, including
bone marrow biopsy, peripheral blood test, serum and urine
immunoelectrophoresis, skeletal survey and CT scans of
chest and abdomen, was negative. Therefore the diagnosis of
plasmacytoma of the orbit was established. The orbital mass
was treated with external beam radiotherapy (total dose of
5000 cGy).

In March 2003, the tumor regressed; however, after ele-
ven months local recurrence involving lacrimal gland was
observed. Detailed systemic work-up was negative for mul-
tiple myeloma, until October 2007, when the patient presen-
ted a lumbar fracture between L2-L3, infiltrative multifocal
lesions in the spine and bone marrow biopsy with 7% of
plasma cells.

On the basis of these findings, the diagnosis of multiple
myeloma was established.

Malignant plasma cell tumors are divided according to site
of origin. They can be multicentric, such as multiple myeloma,
or localized, originating at bone (SPB) or from soft tissue
(EMP). The latter is a malignant tumor that is thought to be
separate neoplasm from multiple myeloma and plasmacytoma
of bone, with a much better prognosis®.

Lesion size, total serum protein levels and the presence of
a monoclonal spike on serum protein electrophoresis appear
to correlate with risk of conversion to multiple myeloma. In
addition, serum beta-2 microglobulin may be a useful prog-
nostic indicator”.

A few cases of solitary plasmacytoma of the orbit have been
reported in the literature to date. Although males are affected
more frequently than females in a 3 to 1 ratio and the age at
presentation usually lies between the sixth and seventh decade
of live®®, our case is related to a 42-year-old woman.

The criteria for the diagnosis of SPB include negative
lymph node assessment, skeletal survey, bone marrow biopsy
and computed tomography®'?.

In addition, histopathological examination is essential to
reach the diagnosis, and it is important, in particular, to de-
monstrate the production of monoclonal immunoglobulin by
immunostaining. Our patient was diagnosed with SPB because
monoclonality of IgG and Kappa light chains had been demons-
trated by immunohistochemical examination and because cli-
nical, hematological, biochemical and radiological investi-
gations ruled out systemic diseases until 2007, when the patient
presented a pathological fracture due to multiple myeloma.

The primary method of treatment of SPB is radiation the-
rapy. The treatment of choice is external beam radiation with
doses between 4000 to 6000 cGy in 5 to 7 weeks®!D,

Figure 1 - A) Clinical photograph showing 42-year-old woman with proptosis in the right eye. B) Axial CT scan showed a large, globular mass
occupying the lateral orbit with bone involvement.
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shows round eccentric nuclei.

In an attempt to prevent progression to multiple myelo-
ma, adjuvant chemotherapy was administered in addition to
local therapy for solitary plasmacytomas”. These authors
showed chemotherapy delayed the time to conversion, al-
though adjuvant chemotherapy did not affect the rate of
conversion.

After treatment (radiotherapy), some patients with SPB
have local recurrence, lymph node metastasis or remote me-
tastasis, and some develop multiple myeloma, like our patient.
Multiple myeloma is a plasma cell neoplasm characterized by
plasma cell infiltration of bone marrow and by monoclonal
immunoglobulin in the serum. Findings include bone pain,
pathologic fractures, renal insufficiency, anemia, infection,
and plasmacytomas. These patients should thus be followed
carefully for a long period of time.

RESUMO

Os autores relatam um raro caso de plasmocitoma da érbita
envolvendo glandula lacrimal com transformacdo secundéria
para mieloma multiplo em uma paciente de 42 anos. A lesdo foi
removida cirurgicamente e o exame anatomopatolégico, aliado
a imuno-histoquimica, revelou positividade para imunoglo-
bulina G e cadeias leve tipo Kappa. Apds extensa avaliagdo
sistémica, nenhuma anormalidade foi observada, sendo feito o
diagnéstico de plasmocitoma solitdrio dsseo. A paciente foi
submetida a radioterapia, permanecendo livre da doenga por 5
anos e 6 meses até 2007, quando apresentou uma fratura
patolégica devido a infiltragdo plasmocitdria na coluna lom-
bar, sendo feito diagndstico de mieloma multiplo. Uma vez que
o plasmocitoma solitario ésseo pode ser a primeira manifesta-
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¢do do mieloma multiplo, esses pacientes necessitam de ade-
quado diagnéstico e seguimento a longo prazo, pois o trata-
mento e progndstico dessas duas condicdes é diferente.
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