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ABSTRACT

Plasmablastic lymphoma (PL) is a type of non-Hodgkin’s lymphoma (NHL) having a strong
association with immunosuppression, especially, human immunodeficiency virus (HIV)
infection. It generally has a poor prognosis with most patients dying within 2 years
from initial presentation, and long-term survivors are very few. We report the case of a
10-years-old child, presenting in 2003 with swelling on the right side of the face and fever
of 2 months. Evaluation revealed a mass in the right palatal and upper alveolar region with
extensive spread and bone destruction, regional adenopathy, mass lesion in the liver and
hepatosplenomegaly without bone marrow involvement. Histopathology was suggestive of
the PL and patient tested positive for HIV. He was started on high grade NHL chemotherapy
protocol along with highly-active anti-retroviral therapy HAART. He responded well and is
in complete remission since 8 years of completion of treatment and is on HAART.
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INTRODUCTION

Plasmablastic lymphoma (PL) of the oral cavity, a form
of non-Hodgkin’s lymphoma (NHL) was first, reported
by Delecluse e @/ It has a clear association with
immunosuppression and is one of the most frequent oral
malignancies in human immunodeficiency virus (HIV)
infected patients. In the pre- highly-active anti-retroviral
therapy (HAART) era, the incidence of NHL was as
high as 60-200 times greater in HIV-infected patients
than in non-HIV-infected patients.”) However, since the
introduction of HAART in the mid-1990s, the incidence
of NHL appears to have been declining.t!

The average survival time reported by Delecluse ef a/.
was a few months, and half of the original 16 patients
died within 1 year; however, more recent reports have
reported improved survival when treatment with both
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HAART and appropriate chemotherapy are used,
similar to outcomes of HIV-infected patients with other
NHLs.!*!

Common primary sites of presentation include the oral
cavity, gastrointestinal tract and lymph nodes. Case reports
in HIV negative patients and HIV positive patients with
extra oral sites have been described with cases presenting as
paravertebral mass, cervical adenopathy, skin manifestation,
anal canal, lung, and breast involvement.!

CASE REPORT

A 10-year-old male child presented to our center 7 years ago
with a history of swelling of the right side of the face and
intermittent fever of 2 months duration. On examination, he
had pallor, palatal and upper alveolar mass, bilateral cervical
adenopathy and hepatosplenomegaly. Baseline investigation
showed Hb-7.3¢/dL, TLC — 5.6 X 10°/L, platelet count
of 181 X 10°/L. There was reversal of A: G ratio. Biopsy
from oral mass was suggestive of PL. Bone marrow was
not involved. ELISA for HIV-1 was reactive. Computed
tomography, scan of the face, neck, chest, and abdomen
showed a large oral cavity mass lesion with an extensive local
spread and bony destruction, retroperitoneal adenopathy,
multiple hypo-dense masses in both lobes of liver, with the

96 Indian Journal of Medical and Paediatric Oncology | Apr-Jun 2013 | Vol 34 | Issue 2



Sharma, et al.: Plasmablastic lymphoma in human immunodeficiency virus positive child

hepatosplenomegaly. Serum protein electrophoresis showed
no M band. Biopsy from oral mass showed sheets of
small round cells with eccentric nuclei, vesicular nuclei and
prominent nucleoli with plasmacytoid appearance. These
cells were immunopositive for leucocyte common antigen
(LCA), CD 79a, kappa light chain, epithelial membrane
antigen (EMA) and CD138 and immunonegative for CD
20, CD3, MPO, and CD56 [Figures 1 and 2].

Figure 1: (a) Sheets of small round cells with eccentric nuclei,
vesicular nuclei and prominent nucleoli (H and E, x100); (b) Higher
magnification of the same showing plasmacytoid appearance of
cells (H and E,x400)

Final diagnosis of HIV associated high-grade lymphoma,
plasmablastic type Stage IV was made.

He was treated with the high grade NHL protocol (MCP
842 protocol) that included — cyclophosphamide,
vincristine, adriamycin, high-dose ara C, ifosfamide,
etoposide along-with the central nervous system (CNS)
prophylaxis.®! He was simultaneously started on HAART
with lamivudine, stavudine and nevirapine. He completed
the chemotherapy in 2003 and is in remission until last
follow-up about 3 months ago. He is continuing HAART
with same medicines and his latest CD4 cell count is
280 cells/mm?®.

DISCUSSION AND REVIEW OF LITERATURE

PLof oral cavity was first described in 1997 as a separate
entity." Itis a highly malignant, B cell disorder, morphologically
similar to diffuse large B-cell lymphoma (DLBCL). It
probably arises from a post-germinal center B cell, related

Figure 2: Immunopositivity for LCA, CD79a, kappa lightchain, EMA and CD138 but tumour cells are immunonegative for CD20, CD3, MPO,
and 56 (x200 each)

Indian Journal of Medical and Paediatric Oncology | Apr-Jun 2013 | Vol 34 | Issue 2 97



Sharma, et al.: Plasmablastic lymphoma in human immunodeficiency virus positive child

to Epstein-Barr virus (EBV) but not to human herpes virus
8, as opposed to primary effusion lymphoma. The defining
feature of PL is positive staining for VS38c, CD38, or
CD138 and negativity for the common B-cell markers CD20
and CD79a; however, patient described here was CD79a
positive, which can be seen in a small number of patients.
It is described in both HIV positive and HIV negative
patients. In HIV-infected patients, NHLs have been observed
around a median age of 40 years.”) There is a notable male
predominance in PL. The reason for the over-representation
of male patients with PL is not clear; however, may correlate
to the over-representation of HIV infection in men compared
with women in developed countties."!

There is no standard chemotherapy protocol for
treatment of this lymphoma. Anthracycline based
protocols (Cyclophosphamide, Adriamycin, Vincristine,
Prednisolone (CHOP) or CHOP like) have been the
back-bone. Of late there are some reports of use of rituximab
based therapy. Two years OS reported in a series of 35 patients
was 42%." Despite, an initial good response to therapy, the
prognosis remains poor even after polychemotherapy with
or without radiotherapy. In a recent review of 131 HIV
positive patients with PL,"? the median age at presentation
was 39 years with a male predominance of 7:1. Afflicted
patients had a median CD4+ count of 173 cells/mm’. PL
presented on average 6 years after the initial diagnosis of
HIV while many (59%) patients were already on HAART.
Most (95%) cases presented with Stage 1 or IV. There
was variable expression of B-cell markers (CD20 9%;
CD79a 25%). Plasma cell markers were expressed in all
cases. The average proliferation index was 83%. EBV was
detected in 75% and human herpes virus-8 in 16% of cases.
Complete remission (CR) was obtained in 93% of the cases;
the majority of these responses were seen after CHOP.
Median survival was 14 months from diagnosis. In the original
report by Delecluse ¢f al /" half of 16 patients with available
follow-up died, within 12 months of diagnosis. In one series
of 13 patients, all died within 34 months with a median survival
of 7 months." Of the 90 cases in the literature that mention
survival data, almost half (47%) had died within 1 year of
diagnosis. Others have also reported very short survival,*
with the exception of one outlier alive 3.5 years after diagnosis.

In summary, PL has been recognized as a new aggressive
NHL in immunocompetent and immunocompromized
patients. Anthracycline based aggressive chemotherapy
protocols along with HAART are the back bone of
therapeutic interventions. Prognosis usually is poor, but
occasional patients may do well. We have described a HIV
positive child who was treated with aggressive protocol and
is disease free 8 years after the initial diagnosis.

Long-term survival in our patient may be due to the
following reason:

1. Pediatric tumors are more chemo responsive
2. A probable inherent difference in tumor biology of
pediatric and adult PL.
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