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Abstract:

Plasmablastic lymphoma is a very rare B-cell lymphoma typically associated with
immunosuppression: It occurs primarily in the oral cavity, although some cases were reported in
other organs and tissues.To date, only 10 cases of primary cutaneous plasmablastic lymphoma
have been described. Clinically, primary cutaneous plasmablastic lymphoma presents as non-
specific cutaneous lesions (purple nodules, erythematous infiltrated plaques). In previously
described cases, as in this case, histology and immunohistochemistry are required to make the
diagnosis. Owing to the rarity of this entity, there is no established therapy, which makes its
management an individualized, patient-based decision.
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Case Presentation
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Abstract

Plasmablastic lymphoma is a very rare B-cell lymphoma typically associated with immunosuppression: It occurs primarily in
the oral cavity, although some cases were reported in other organs and tissues.To date, only 10 cases of primary cutaneous
plasmablastic lymphoma have been described. Clinically, primary cutaneous plasmablastic lymphoma presents as non-specific
cutaneous lesions (purple nodules, erythematous infiltrated plagues). In previously described cases, as in this case, histology
and immunohistochemistry are required to make the diagnosis. Owing to the rarity of this entity, there is no established
therapy, which makes its management an individualized, patient-based decision.
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We describe a plasmablastic lymphoma manifesting as a rapidly growing tumor in a chronic leg ulcer, previously diagnosed as
a venous ulcer, in a patient who was subsequently shown to be infected with human immunodeficiency virus type 1.

Introduction

The first publication of a plasmablastic lymphoma (PBL) was made in 1997 by H.J. Delecluse et al [1]. Six years later, Nicol
et al reported the first case of a PBL with a cutaneous presentation [2]. To date, 27 cases of plasmablastic lymphoma with
cutaneous involvement have been described, with only 13 cases of primary cutaneous PBL (PCPBL) [3,4,5].

Case synopsis

We report a 65-year-old man with a 2-year history of relapsing venous ulcers on the right leg unresponsive to conservative
therapy. Before surgical treatment (skin grafting), he was referred to the dermatology department owing to a tumor growth in a
previously ulcerated plaque with 6 weeks of evolution.
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On physical examination we observed multiple coalescent nodules forming a vegetating mass of 15x10cm in the right leg and
a peripheral ill-defined erythematous plaque, with some associated bleeding and seropurulent discharge (Figure. 1). There
were no systemic symptoms and the physical examination was otherwise normal.

Figure 1. — Initial clinical aspect of the lesions.

The tumor biopsy showed a diffuse infiltrate composed by medium/large cells, with plasmacytoid features and high number of
mitoses (Figure. 2, a). These cells were strongly positive for CD38, CD138, CD56 and immunoglobulin kappa light chains,
faintly positive for CD79a and CD117, and negative for CD20 and PAXS5 (Figure. 2, b —e). The in situ hybridization for
Epstein-Barr virus (EBV)-encoded RNAs (EBER) was positive (Figure. 2, f).

Peripheral blood counts were normal and lymphocyte immunophenotyping showed a low CD4+ T-cell count (276/11L) with
no other relevant changes, and subsequent investigation revealed seropositivity for human immunodeficiency virus type 1
(HIV1). The bone marrow (BM) biopsy revealed a normocellular marrow with two tumor islets, strongly positive for CD138,
dimly positive for CD117 and negative for CD3, CD20, and CD79a. The computed tomography scan of the thorax, abdomen,
and pelvis provided no evidence for extracutaneous involvement.
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Figure 2. Histology and immunohistochemistry: (a) — hematoxilin-eosin 400x; (b) — strong positivity for CD138; (c) — strong positivity for
CD38; (d) — dim positivity for CD79a; (e) — negative staining for CD20; (f) — positive in situ hybridization for EBV-encoded RNAs
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Figure 3. Clinical aspect of the lesions after one cycle of CVP.



Treatment was started with highly active antiretroviral therapy (HAART). Two weeks later, while waiting for radiotherapy, it
was decided to perform chemotherapy with the CVP (cyclophosphamide, vincristine and prednisone) in an attempt to control
the extremely rapid tumor growth, with extensive necrosis. After the first cycle the lesion decreased in size and infiltration
(Figure. 3). Unfortunately, the patient died 4 weeks later with sepsis owing to pulmonary infection.

Discussion

Plasmablastic lymphoma is a very rare B-cell lymphoma typically associated with immunosuppression: 69% of the patients
have HIV infection and 33% of the HIV-negative patients have iatrogenic immunosuppression [6]. Coexistent EBV infection
is found in 60% of the cases [3]. It occurs primarily in oral cavity, mostly in males, although some cases were reported in
other organs and tissues [7,8,9].

Clinically, PCPBL presents as non-specific cutaneous lesions (purple nodules, erythematous infiltrated plaques).

It cannot be proven if this is a PBL presenting as an ulcerative skin lesion that was erroneously misdiagnosed as a venous
ulcer or if this PBL arose in a chronic venous ulcer. In the second case, this might happen owing to the association of
immunodeficiency and local chronic inflammation that might further stimulate lymphocytic proliferation, thereby facilitating
the accumulation of genetic defects and lymphomagenesis.

In previously described cases, as in this case, tumor cells are medium/large plasmacytoid cells (abundant cytoplasm, eccentric
nucleus with granular chromatin and prominent central nucleolus). Multiple mitotic figures sometimes produce a “starry-sky”
appearance [6]. The immunohistochemistry shows typical plasmacytoid markers (CD38, CD138 and MUM1) and little to no
expression of CD45 and B-cell markers (CD20, CD79a and PAX5). The association with EBV infection is usually
documented through positive in situ hybridization for EBER, with a higher proportion in HIV- affected individuals [6].

Despite the presence of two tumor islets in the bone marrow, our patient did not have signs of bone marrow failure and the
cutaneous tumor was the only clinical manifestation. Therefore, we assume this case is an atypical cutaneous presentation of a
PBL.

Owing to the rarity of this entity, there is no established therapy, which makes its management an individualized, patient-
based decision. In localized cutaneous lesions without systemic involvement, wide excision is recommended and radiation
therapy is optional [5]. In the case of systemic involvement, treatment consists of chemotherapy with or without consolidation
radiation, and hematopoietic stem cell transplantation [10]. Various regimens options include cyclophosphamide, doxorubicin,
vincristine, and prednisone (CHOP), R-CHOP and cyclophosphamide, vincristine, doxorubicin, high-dose
methotrexate/ifosfamide, etoposide, and high-dose cytarabine (CODOX-M/IVAC) [10]. In the HIV-infected population, the
addition of HAART improves prognosis. In this case, although only one cycle was completed, there was a good local response
to the HAART plus chemotherapy.
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