Case Letter

Primary Cutaneous Plasmacytoma

To the Editor:

Primary extramedullary plasmacytoma is a rare plasma
cell neoplasm that occurs as an isolated finding
without detectable underlying multiple myeloma.
Uncommonly, it has been reported to occur in the
skin as a primary cutaneous plasmacytoma (PCP). We
describe a case of an asymptomatic plaque on the back
that was found to contain a monoclonal proliferation
of plasma cells without evidence of systemic disease
despite thorough evaluation. We also include a brief
discussion of PCPs, including diagnosis and treatment.

An indurated plaque was discovered on the upper
back of a 57-year-old man during.asreutine follow-up
visit for acne treatment. The/patient ‘reported the
lesion had been present for approximately 2 years; it
was asymptomatic and had not increased /in size: A
review of systems did not reveal any‘abnormalities. His
medical history included hypercholesterolemia, hyper-
tension, osteoarthritis, acne, type 2 diabetes mellitus,
well-controlled herpes labialis, and gastroesophageal
reflux diseases Physical examination revealed a non-
tender 2-cm erythématous plaque on the right side of
the upper back (Figure 1). No other lesions or lymph-
adenopathy were noted. A biopsy was performed to
rule out a primary neoplasm or metastatic lesion.
Histopathologic examination of 3 separate punch
biopsies revealed a perivascular infiltrate of lympho-
cytes and plasma cells in the papillary and superficial
reticular dermis (Figure 2). On immunohistochemical
staining, the plasma cells essentially were all k posi-
tive, with rare \-positive plasma cells (Figure 3).

The patient underwent complete evaluation for
myeloma. A bone marrow biopsy was negative with
no evidence of plasma cell dyscrasia. A skeletal survey
showed no lytic lesions, and serum and urine protein
electrophoreses were negative for M proteins. Urine
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immunofixation was negative for Bence Jones pro-
teins. Computed tomography of the chest, abdomen,
and pelvis showed no evidence of disease. Serum free k
light chains were elevated at 32 mg/L (reference range,
<19.4 mg/L), and IgA and B,-microglobulin also were
elevated at 435 mg/dL (reference range, <400 mg/dL)
and 2.8 mg/L (reference range, <1.8 mg/L), respec-
tively. The k:\ ratio was slightly elevated at 2.2 (refer-
ence range, 0.26-1.65).

Local radiotherapy was considered but was rejected
by the patient. A single 5-mg/cc intralesional injection
of triamcinolone acetonide (1 cc total) was adminis-
teredswhich resulted in modest improvement but did

Figure 1. Indurated plaque on the upper back.

Figure 2. Superficial perivascular infiltrate of lymphocytes
and plasma cells (H&E, original magnification X200).
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Figure 3. Immunoperoxidase stain showing uniform k
staining of the plasma cells (original magnification X200).

not yield complete resolution. A repeat biopsy showed
a monoclonal proliferation of plasmascells with areas
of follicular mucinosis. Immunohistochemical stud-
ies also demonstrated CD3* lymphocytes with more
CD4" cells than CD8" cells ‘and scattered CD20*
cells. Repeat serum and urine protein electropho-
reses as well as bone marrow biopsy were negative
for myeloma.

Because of the localized and recalcitrant nature of
the neoplasm;,the patient underwent wide local exci-
sion. Positron emission tomography performed 1 year
following surgery demonstrated| no ‘residual disease.
The patient has had-no clinical recurrence but‘has
demonstrated persistently elevated free k light chains.
Seven years following the excision, there was no evi-
dence of systemic disease.

Primary extramedullary plasmacytoma is a rare
plasma cell neoplasm that occurs without detectable
underlying multiple myeloma.! Originally classified as
a discrete entity, PCP currently is considered to be a
variant of primary cutaneous marginal zone B-cell lym-
phoma.? Cases of localization to the skin are thought
to represent 2% to 4% of all primary extramedullary
plasmacytomas.’ Very few cases of PCPs have been
reported in the literature thus far.! Primary cutaneous
plasmacytomas are most commonly reported in Asian
men, with an age range of 22 to 88 years; lesions typi-
cally present as slow-growing, reddish brown macules
or plaques on the face, trunk, or extremities.* They
may be single or multiple, though solitary lesions are
thought to portend a better prognosis. Associated fea-
tures include lymphadenopathy, hepatosplenomegaly,
hypergammaglobulinemia, and an elevated eryth-
rocyte sedimentation rate.” Multiple myeloma has
been estimated to develop in one-third of patients.®
Primary cutaneous plasmacytoma also has been linked

E20 CUTIS®

to organ transplantation and Epstein-Barr virus—
associated proteins’ as well as recurrent herpes sim-
plex virus infections.®

Diagnosis is based on a proliferation of a clonal
k or N\ light chain with the exclusion of multiple
myeloma.” Typical histologic findings include a dif-
fuse or nodular dermal and subcuticular infiltrate of
plasma cells, often with a grenz zone. Less commonly,
an interstitial pattern predominates, mimicking a
benign inflammatory process.* The plasma cells may
display varying degrees of maturation and atypia
but no epidermotropism.'® On immunohistochemical
staining, plasma cells stain positive for CD79a, CD34,
and CD138, and also may stain positively for epithe-
lial membrane antigen and vimentin.*

The differential diagnosis includes cutaneous plas-
macytoma occurring in the setting of systemic disease,
and reactive polyclonal processes occurring in the
setting of chronic infection or autoimmune disease.
Possible treatment options include intralesional ste-
roids;pseralenplus. UVA, topical immunomodula-
tors,'° local radiotherapy,!! and excision. Prognosis is
varied, with reported. cases showing complete remis-
sion, local reecurrence, and progression to systemic
disease, with the development of multiple myeloma in
one-third of cases.* More aggressive cases are associ-
ated with multiple lesions, larger size, and IgA secre-
tion by neoplastic cells.

Our patient with a solitary dermal infiltrate of
monoclonal plasma cells did not have bone marrow
involvement and.had an unexplained elevated level
ofifree k light€hains inrthe serumsThis unexplained
relationship underscores the importance of/‘continued
surveillance in any cutaneous lymphoma.

Alice Wuu, MD

Scott D. Bangert, MD
Donna M. Weber, MD
Sharon R. Hymes, MD
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