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Atypical Presentation of Extramedullary Plasmacytoma
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Background: Plasmacytomas are monoclonal proliferations of plasma cells that typically affect the intramedullary axial skeleton.
Imaging findings of an extramedullary plasmacytoma on radiograph and computed tomography can be nonspecific and can
resemble other entities such as lymphoma, metastases, chondrosarcomas, or giant cell tumors.
Case Report: A 60-year-old female with a medical history of partial complex seizures, hypertension, diabetes, glaucoma, and
hyperlipidemia presented with complaints of superficial abdominal pain associated with erythema and swelling for 3 weeks.
Computed tomography of her abdomen at time of presentation revealed a 5.8 3 2.7-cm irregularly marginated soft-tissue
density just below the umbilicus with an adjacent defect in the midline rectus abdominis. The final pathologic diagnosis was
extramedullary plasmacytoma. Treatment during the next year included local radiation, systemic chemotherapy, and an
autologous peripheral blood stem cell transplant. Three years after initial diagnosis, the patient presented to the emergency
department, and testing revealed new plasmacytomas. The decision was made to proceed with palliative care.
Conclusion: This case is a unique example of a patient with an extramedullary plasmacytoma with no diagnostic signs of
multiple myeloma.
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INTRODUCTION
Plasmacytomas are monoclonal proliferations of plasma
cells that typically affect the intramedullary axial skeleton.1
In rare cases, they may occur first in soft tissues as focal
proliferations of tissue and, in even rarer cases, may present
as multiple nodules of soft-tissue density.2 Typically,
multiple myeloma presents with cutaneous manifestations
rather than cutaneous plasmacytomas degenerating into
multiple myeloma.3 Imaging findings of an extramedullary
plasmacytoma on radiograph and computed tomography
(CT) can be nonspecific and can resemble other entities
such as lymphoma, metastases, chondrosarcomas, or giant
cell tumors.

CASE REPORT
A 60-year-old female with a medical history of partial
complex seizures, hypertension, diabetes, glaucoma, and
hyperlipidemia presented with complaints of superficial
abdominal pain associated with erythema and swelling for
3 weeks. Physical examination revealed a scaly, indurated
9-cm diameter plaque with 4.5-cm central nodular erythematous tissue in the periumbilical abdomen. Laboratory data
showed normal calcium (10.1 mg/dL), normal blood urea
Volume 18, Number 1, Spring 2018

nitrogen and creatinine (18 mg/dL and 0.75 mg/dL,
respectively), and no evidence of anemia.
CT scan of the patient’s abdomen at the time of
presentation revealed a 5.8 3 2.7-cm irregularly marginated soft-tissue density just below the umbilicus with an
adjacent defect in the midline rectus abdominis (Figure 1).
Preliminary pathology suggested lymphoma. Histologically, atypical mononuclear infiltrating fibroadipose and
fibrocollagenous tissue and cells demonstrated foamy
eosinophilic cytoplasm and oval to slightly irregular
nuclear contours with rare Dutcher bodies. Cells were
positive for CD79a, CD138, MUM1, and vimentin with
kappa immunoglobulin (Ig) light chain restriction. Stain for
Ki-67 showed a proliferation index within the tumor cells of
30%. Final pathologic diagnosis was extramedullary
plasmacytoma.
Further workup, including skeletal survey radiograph and
spine magnetic resonance imaging (MRI), demonstrated no
evidence of metastases. Left iliac crest bone marrow biopsy
was negative for multiple myeloma (12% plasma cells). The
patient was started on focal radiation therapy (21 cycles) of
the abdomen.
Approximately 6 months after completing radiation
therapy for the abdominal mass, the patient developed a
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Figure 1. Contrast-enhanced axial computed tomography
images show a well-defined soft tissue mass just below the
umbilicus.
focal mass-like swelling on her right neck. Following
ultrasound-guided biopsy, pathology returned another
diagnosis of plasmacytoma. Positron emission tomography
(PET)-CT identified an additional pathology-proven medullary plasmacytoma in the left femur that corresponded to a
lucency noted on radiograph (Figure 2).
During the next year, the patient was treated with local
radiation to the left femur, systemic chemotherapy, and an
autologous peripheral blood stem cell transplant. The
patient’s clinical course was complicated by the development of a pathologic fracture of the left femur treated with
surgical hardware and multiple lower extremity deep vein
thromboses treated with long-term oral anticoagulation.
During this time, the patient’s laboratory data showed
normal beta-2 microglobulin and normal serum protein
electrophoresis. Repeat bone marrow biopsies revealed
normal hematopoiesis with plasma cells ranging from 7%15%.
Three years after her initial diagnosis, the patient again
presented to the emergency department complaining of
multiple subcutaneous masses of the bilateral lower
extremities. Evaluation with radiographs, CT, and biopsy
revealed multiple new plasmacytomas in both thighs. Given
the patient’s poor functional status, multiple comorbid
conditions, and progression of disease despite radiation,
chemotherapy, and stem cell transplant, the decision was
made to proceed with palliative care.

DISCUSSION
Plasmacytomas are differentiated into 4 basic categories:
multiple myeloma, solitary bone plasmacytomas, extramedullary plasmacytomas, and extramedullary plasmacytomas
in diffuse multiple myeloma.4 Multiple myeloma and solitary
plasmacytoma are B-cell lymphoproliferative diseases composed of abnormal aggregates of plasma cells. The peak
occurrence is in adults 50-60 years of age, and the male to
female ratio is approximately 1.82:1 for solitary plasmacytoma.5 The annual incidence of myeloma is approximately
2-3 per 100,000 in the general population. Risk factors
include exposure to ionizing radiation, herbicides, insecticides, and benzene.5 Solitary plasmacytoma is much less
common; risk factors include exposure to ionizing radiation,
herbicides, insecticides, and benzene.5 Solitary extramedullary plasmacytomas occur around the upper digestive
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Figure 2. Radiographs demonstrate a moth-eaten/permeative pattern medially in the distal left femoral metadiaphysis with overlying cortical erosions and periosteal reaction.

tract in up to 85% of cases but can occur virtually
anywhere.5,6 Incidence data for plasmacytoma, and more
specifically solitary extramedullary plasmacytoma, are
sparse given the rarity of the disease. Fewer than 30% of
patients will progress to multiple myeloma, and approximately 37% disseminate past a single soft-tissue lesion.5,6
Genetic analysis of the tumor cells demonstrates abnormalities in band q32 of chromosome 14.7 Extramedullary
plasmacytomas are commonly associated with polysomy
and in approximately one-third of cases occur with a break
in the long arm of chromosome 14, a slightly lower rate than
in multiple myeloma. Ten percent to 20% of cases of
extramedullary plasmacytoma can occur with a translocation at the 14th chromosome, t(4;14).8
Symptomatic plasmacytoma/myeloma presents with several common symptoms and laboratory findings. These
findings include bone pain (65%), weakness and fatigue
(50%), anemia (65%), renal insufficiency (20%), hypercalcemia (20%), marrow plasmacytosis >10% (90%), serum
monoclonal Ig peak on standard electrophoresis (80%), or
monoclonal Ig peak on immunofixation of serum or urine
(97%).9
Diagnosis of myeloma is defined by major and minor
criteria according to the Williams Manual of Hematology.9
Major criteria include plasmacytomas on tissue biopsy;
marrow plasmacytosis with >30% plasma cells; monoclonal
globulin spike on serum electrophoresis >3.5 g/dL for IgG
or >2.0 g/dL for IgA; and 1.0 g/24 h of light-chain excretion
on urine electrophoresis in the absence of amyloidosis.
Minor criteria include marrow plasmacytosis 10%-30%;
monoclonal globulin spike present but less than the levels
defined in major criteria; lytic bone lesions; and normal IgM
<0.05 g/dL, IgA <0.1 g/dL, or IgG <0.6 g/dL. Diagnosis of
plasma cell myeloma is confirmed when one major and one
minor criterion or 3 minor criteria are present in symptomatic patients with progressive disease. The presence of
findings not specific for the disease, such as anemia,
hypercalcemia, azotemia, bone demineralization, or hypoalbuminemia, supports the diagnosis.9 Multiple myeloma
must be ruled out before making a diagnosis of solitary
plasmacytoma and should be ruled out with a bone biopsy.
On initial CT imaging, the differential diagnosis includes
lymphoma, chondrosarcoma, brown tumors, and giant cell
tumors.10 General imaging considerations focus on the
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early use of MRI in evaluation of biopsy-proven lesions to
exclude systemic disease. A finding of systemic spread
would shift the diagnosis to multiple myeloma and require
systemic chemotherapy for treatment.11
CT imaging is often indeterminate and shows a contrastenhanced soft-tissue density mass with no identifiable
matrix.10 The most helpful information is often location, as
extramedullary plasmacytomas have a predilection for the
upper gastrointestinal tract.10
Initial treatment of myeloma consists of chemotherapy and
irradiation. Chemotherapy is an effective means of controlling
the advancement of the disease process but may increase
the risk of secondary leukemia. The commonly employed
agents include melphalan and prednisone. Radiation to
affected osseous sites may reduce pain and prevent
vertebral collapse, deformity, and neural compression.7 In
the absence of systemic disease, treatment includes 40-50
Gy radiotherapy in 20 fractions.12 Most patients are cured
with local radiotherapy; however, lesions >5 cm are more
likely to progress to systemic disease.13,14 Patients with
solitary plasmacytoma have a 5-year survival rate of 60%. In
contrast, patients with multiple myeloma have a 5-year
survival rate of 18% and a median survival of 24 months.7
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CONCLUSION
This case is a rare example of a patient with an
extramedullary plasmacytoma with no diagnostic signs of
multiple myeloma.
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