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HA EMATO LOGY IMAG E S

Primary plasma cell leukaemia presenting as unilateral
proptosis
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1 CASE

A 61-year-old woman was referred because of bone pain and unilat-

eral proptosis of the left eye (Figure 1A) with diplopia but without

vision loss. Elevation, adduction and abduction were impaired. The

plica was thickened and a distention was palpable above the eye. Fun-

doscopy showed no papilledema or vascular abnormalities. Computed

tomography imaging showed a large intraorbital mass (Figure 1B)

and extensive lytic skeletal lesions. Peripheral blood (PB) examination

F IGURE 1 FIGURE 1 (A) Photograph showing proptosis of the left eye with inferior displacement. (B) Computed tomography (CT) imaging
showing a large intraorbital mass extending intracranially with caudal and lateral displacement of the bulbus oculi with substantial proptosis. (C)
Peripheral blood smear withMay–Grünwald–Giemsa staining shows atypical plasma cells with a large nucleolus.

Abbreviation: pPCL, primary plasma cell leukaemia.
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showed hypercalcaemia, anaemia, thrombocytopenia and leukocytosis

(28.8 ×109/L). A more thorough examination of PB smears illustrated

aberrant plasma cells with nucleoli (May–Grünwald–Giemsa stain,

original magnification ×1000; Figure 1C). Flow cytometry detected a

clonal plasma cell population of 32%, positive for CD138 and CD38

and negative for CD56 and CD19. The bone marrow aspirate smear

identified nearly complete replacement of normal haematopoietic cells

by clonal plasma cells. Immunohistochemistry revealed CD56 nega-

tivity and CyclinD1 positivity. The serum-free light chain kappa level
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was 470 mg/L. Further cytogenetic exploration showed t(11;14) and

deletion of 17p13. All findings were consistent with primary plasma

cell leukaemia (pPCL). Induction therapy with daratumumab plus vel-

cade (bortezomib)/lenalidomide/dexamethasone (D-VRD) resulted in

complete remission, and full recovery of proptosis. However, there

was early relapse after initial therapy, and the patient died because of

severe sepsis.

Unilateral proptosis rarely manifests in haematologic malignan-

cies and has not been reported as a presenting symptom in pPCL

[1]. Increasing awareness of this phenomenon may aid clinicians in

a fast diagnostic workup, including imaging and PB cytology and

immunophenotyping.

Although the prognosis of patients with pPCL has significantly

improved with daratumumab-based quadruplets, del17p(+) predicts

poor outcome [2].
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