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A 37-year-old woman was admitted to the Hematology Department 
with a 2-month history of a growth inside the oral cavity in the upper 
jaw and weakness. Physical examination revealed a voluminous 
mass involving the left side of the maxillary gingiva (Figure A).  
The maxillofacial computerized tomography scan confirmed the 
presence of a solid tissue mass at the left upper maxilla. The his-
topathological diagnosis obtained from the oral biopsy showed a 
large plasmacytoid infiltration with dystrophic plasma cells. The 
immunohistochemistry was positive for CD138, CD38, and IgG 
lambda antibodies, with negative expression of CD56 (Figure B).  
The laboratory findings revealed a low hemoglobin level of 75 g/L, 
a renal impairment with creatinine level of 23 mg/L, and hyper-
calcemia of 191 mg/L. Serum protein electrophoresis confirmed 
a monoclonal peak of IgG lambda, with lambda free light chain 

level at 14 206 mg/L. The diagnosis of primary plasma cell leu-
kemia (pPCL) was subsequently confirmed by peripheral blood 
smear (25% of plasma cells) and bone marrow aspiration (50% of 
plasma cell infiltration) (Figure C) with a normal karyotype. The 
most important differential diagnosis is plasmacytoma/multiple 
myeloma; however, myeloma with rare extramedullary involve-
ment would not fulfil the diagnostic criteria of 20% or more clonal 
plasma cells on the peripheral blood film.

The patient received 4 cycles of VTD protocol (bortezomib, thalido-
mide, and dexamethasone) followed by autologous stem cell trans-
plant. At the 6-month follow-up after transplant, the patient relapsed 
with multiple extramedullary lesions under ineffective rescue ther-
apy (lenalidomide, cyclophosphamide, and dexamethasone).
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FIG. 1. A-C. (A) Oral mass lesion in the left gingiva emerging from the upper maxilla. (B) Dystrophic plasma cell infiltration in bone marrow aspiration (MGGx400). 
(C) Plasma cell infiltration in biopsy of oral lesion (HE×40).
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Primary plasma cell leukemia remains the most aggressive form 
of plasma cell dyscrasias with a dismal prognosis and an over-
all median survival of 7 months. pPCL is mostly diagnosed in 
younger patients with frequent extra medullary involvement com-
pared to multiple myeloma. Clinicians have to be alert to atypi-
cal oral lesions in pPCL, this initial clinical presentation remains 
exceptional.1 Management should include early innovative treat-
ment approaches, incorporating various modalities to improve out-
come with early aggressive chemotherapy and allogenic stem cell 
transplant.2,3
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