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Plasmablastic Lymphoma
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ABSTRACT

Plasmablastic lymphoma is a rare and aggressive lymphoma reported to be commonly associated 
with immunodeficiency state. It possesses a challenge to the clinician owing it aggressiveness and 
poor prognosis. No standard of care treatment is available for the disease. Here we report a case of an 
immunocompetant 67 years female who is unique in her presentation as she did not have any of the 
conventional clinical features and had a history of urothelial carcinoma three months back.
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INTRODUCTION

Plasmablastic lymphoma (PBL) is a relatively new 
clinical entity described as a distinct subtype of diffuse 
large B-cell lymphoma (DLBCL), characterized by its 
aggressive nature and plasmacytic differentiation.1 This 
rare entity was initially described in 1997 by Delecluse 
and colleagues.2 In this study, 16 cases were described 
with morphological features of DLBCL but with a lack 
of CD20 and CD45 expression. These cases showed 
a plasmacytic differentiation based on the expression 
of VS38c and cytoplasmic immunoglobulin. Their B-cell 
lineage was demonstrated through the presence of Ig 
gene rearrangements. Fifteen of these patients (94%) 
were infected with the human immunodeficiency virus 
(HIV), and they all presented with involvement of the 
oral cavity. Epstein–Barr virus (EBV)-encoded RNA 
(EBER) was expressed in nine patients (60%). Since 
then many cases have been reported in the literature of 
HIV negative patients and extra nodal presentations in 
PBL. However some form of immunosupression either 
as post organ transplantation status or infection with 
EBV has been noted in most HIV negative patients.1,3

CASE REPORT

A 67 years female presented to Bir Hospital with 
complain of shortness of breath for a day with 
burning type pain in left upper limb and on and off 

burning micturation. She had past medical history of 
NSTEMI for which PCI was done two months back. 
She also had history of papillary urothelial carcinoma, 
low grade for which TURBT was done three months 
back. Her physical examination revealed a 5x5 cm 
right supraclavicular and 8x8 cm left axillary mobile 
hard mass with decreased air entry bilaterally, normal 
looking oral cavity. Electrocardiography showed 
normal findings. Computerized tomography scan 
of neck and chest showed few right level V cervical 
lymphadenopathy (largest nodule-3.5x2.5cm); large 
enhancing (10.7x6.3x6.1 cm) soft tissue in upper 
mediastinum with encasement of mediastinal great 
vessels; enhancing soft tissue density mass (6x6x5.2 
cm) in lower lobe extending up to right hilum with another 
small satellite nodule in lateral basal segment of right 
lower lobe; enhancing soft tissue in right apical pleura 
with erosion of adjacent right 2nd rib-likely metastasis. 
Biopsy from the cervical lymph node was compatible 
with Non Hodgkin's Lymphoma, Diffuse large cell type. 
Ki-67 and EMA were immunoreactive with a score of 
4+ in large atypical cells. Also, CD138 and Bcl-6 were 
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immunoreactive. CD3, CD20, CD10, CD30, ALK-1, 
CD56 were non-immunoreactive. She had persistent 
hyponatremia with lowest recorded being 97 mmol/l. 
HIV antibodies were tested to be negative. Ebstein Barr 
Virus could not be tested due to financial constraints. 
She had no history of intake of any immunosuppressive 
medicines.  Based on the clinical presentation, 
morphology and immunophenotype the patient was 
diagnosed to have plasmablastic lymphoma. The patient 
was started on palliative radiation to supraclavicular 
mass as she had developed features of superior vena 
caval obstruction with plans for chemotherapy when 
her general condition improves but unfortunately, she 
died during the course of radiation due to respiratory 
failure.

DISCUSSION

PBL is thought to account for approximately 2.6% of all 
AIDS-related lymphomas (ARLs) although the exact rate 
of incidence is not known.1 The majority of patients with 
PBL are men, particularly the HIV-positive cases, with 
a mean age at presentation of 39 years in HIV-positive 
patients and 58 years in HIV-negative patients.4 It is 
morphologically similar to diffuse large B-cell lymphoma 
(DLBCL). It probably arises from a post-germinal center 
B cell, related to Epstein-Barr virus (EBV) but not to 
human herpes virus 8, as opposed to primary effusion 
lymphoma.5 DLBCL is the most common type of B-cell 
lymphoma and accounts for 41% of the cases of 
NHL.6 There are several morphologic variants of DLBCL 
including centroblastic, immunoblastic, anaplastic, 
T-cell/histiocyte rich, and PBL.6 The spectrum of DLBCL 
with plasmablastic features has widened to include 
subtypes, such as PBL of oral mucosa type, PBL with 
plasmacytic differentiation, classic PEL, extracavitary/
solid PEL or HHV8-associated DLBCL, and ALK-positive 
DLBCL.6,7 PBL is a distinct subtype of DLBCL, that is, 
characterized by an immunoblastic and/or plasmablastic 
morphology, Ig heavy chain gene rearrangement, 
and consistent expression of plasma cell antigens. 
Advances in immunophenotyping have helped greatly 
when differentiating PBL from other neoplasms. The 
hallmark immunohistochemical staining pattern of 

PBL is that of terminally differentiated B lymphocytes. 
PBL demonstrates little to no expression of leukocyte 
common antigen (CD45) or the B-cell markers CD20, 
CD79a, and PAx5. However, the plasma cell markers 
VS38c, CD38, multiple myeloma oncogene-1 (MUM1), 
and CD138 (syndecan-1) seem to be almost universally 
expressed.

PBL has been characterized for its predilection of 
involving the oral cavity of HIV-positive individuals 
due to high predilection of chronic oral premalignant 
lesions in these group of patients.4 However, extraoral 
involvement is also frequently seen in HIV-positive 
cases; the most commonly affected sites are the 
gastrointestinal tract, lymph nodes, and skin.7 Other 
less common extraoral sites include the CNS, paranasal 
sinus, mediastinum, lungs, liver,breast,anal canal and 
testes.1,8

In both HIV-positive and -negative patients, 60% of 
patients present with an advanced clinical stage i.e., 
Ann Arbor stage 3 or 4.4 B symptoms have been 
reported in 33% of HIV-positive and 50% of HIV-
negative patients at diagnosis.4

There is no standard chemotherapy protocol available for 
PBL. Anthracycline based protocols (Cyclophosphamide, 
Adriamycin, Vincristine, Prednisolone (CHOP) or 
CHOP like) have been used but due to disappointing 
response and survival rates, the NCCN guidelines 
recommend against CHOP in favor of more intensive 
regimens, such as infusional EPOCH, HyperCVAD, or 
CODOX-M/IVAC. A large literature review of treated 
cases of PBL showed an overall response rate (ORR) to 
chemotherapy of 77%, with 46% of patients achieving 
a complete response (CR) and 31% a partial response 
(PR).1,9 Patients with PBL who were not treated with 
chemotherapy invariably died with a median survival of 
3 months.9
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