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[ 4 Case Report

A True Mimicker to Plasmacytoma Clinically, Radiologically, and
Pathologically — A Rare Case Report

Abstract

Lympho plasmacytoma is distinct type of diffuse large B cell lymphoma predominantly seen
in HIV-positive patients. The diagnosis of lympho plasmacytoma could be a challenge due to its
overlapping characterizes with those of myeloma and lymphoma. We report a case of a 50-year-old
man who initially presented with a painful solitary destructive lesion at the second lumbar vertebra.
Clinico-pathological findings were consistent with a solitary plasmacytoma, and he was treated
with definitive radiotherapy. Eight months after completing radiotherapy, he was found to have
similar lesions at D4 vertebral body, multiple ribs, and pelvis. Subsequent biopsy confirmed lympho
plasmacytoma. Because of its rarity and heterogeneous presentations, lympho plasmacytoma could
easily be overlooked clinically and pathologically in immunocompetent patients. The diagnosis of
lympho plasmacytoma should be considered when there is coexpression of myeloma and lymphoma

immune markers.
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Introduction

Lympho plasmacytoma is distinct type of
diffuse large B cell lymphoma (DLBCL)
predominantly seen in  HIV-positive
patients.!!  The diagnosis of lympho
plasmacytoma could be a challenge due
to its overlapping characterizes with those
of myeloma and lymphoma. Because
of its rarity, no standard management
strategy has been established. A review by
Morscio et al. showed a median overall
survival (OS) of 8 months. It also revealed
HIV-negative patients have slightly better
OS (11 months) compared with HIV-positive
patients (10  months).?)  HIV-negative
lympho plasmacytoma has found to have
similar lesions at D4 vertebral body,
multiple ribs, and pelvis. He was treated
been shown to affect a relatively higher
proportion of female patients in contrast
to HIV-positive patients. The median age
of HIV-negative lympho plasmacytoma
patients was 55 years.®!  Lympho
plasmacytoma in immunocompetent
patients appeared to be more heterogeneous
in terms of sites of involvement.’) We
describe an HIV-negative case of lympho
plasmacytoma who initially appeared to
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have solitary plasmacytoma. Eight months
later, he was with chemotherapy and
immunotherapy combinations.

Materials and Methods

Case report of mimicking presentation of
lympho plasmacytoma as plasmacytoma
in Indo American Hospital, Vaikom on
October 2019; was recorded. Clinical
presentation, radiological features, extent
of resection, and management were noted.
Management after surgical intervention is
done after discussing it with our Oncologist.

Case Report

A middle-aged previously healthy man
initially presented with 2 months history of
left-sided sciatica-like pain. The pain then
progressed to involve lower back. He did
not have any bowel or bladder symptoms.
His HIV status was negative. The initial
computed tomography (CT) of lumbar spine
showed a lytic lesion involving the left half
of L2 vertebral body and pedicle. Subsequent
magnetic resonance imaging (MRI) of
lumbosacral spine demonstrated T1 hypo,
T2 isointense contrast-enhancing L2
vertebral body lesion involving the left half
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of body and left pedicle [Figures land 2]. He proceeded to
have posterior spinal fixation with lateral extracavitatory
approach (LECA) cage fusion and surgical decompression
of the lesion. Intraoperatively lesion was fleshy, fibrous,
and highly vascular. The histopathological diagnosis was
plasmacytoma [Figure 3]. Immunophenotyping showed
positive staining for CD138 with high MIBI index.
Bone marrow aspirate showed no increased plasma
cells, no clonality, and normal cytogenetics. Capillary
serum electrophoresis and serum-free light chains did not
demonstrate a paraprotein or light chain excess. The full
blood count was within the normal range. The myeloid
markers were negative and a diagnosis of plasmacytoma
was made.

He received 45 Gy in 25 fractions of radical radiotherapy
to the L2 region. His back pain and sciatica completely
resolved after the radiotherapy and his follow-up imagings
showed good position of implants [Figure 4].

Six months after completing radiotherapy (8 months since
initial diagnosis), he developed acute onset of numbness
and weakness of both lower limbs for 2 days along with

Figure 1: Sagittal (a) and axial (b) section of computed tomography
reveals- lytic lesion involving the left half of L2 vertebral body and pedicle

Figure 3: Histopathological examination of surgical specimen, after first
surgery revealing plasmacytoma

bladder symptoms. Clinically, he had D6 myelopathy.
His CT of the thoracic spine showed a lytic lesion with
collapse of T4 vertebral body [Figure 5]. MRI of the spine
demonstrated T1 hypo, T2iso intense contrast-enhancing
lesion involving D4 vertebral body with collapse, and
anterior epidural soft-tissue component causing spinal
cord compression [Figure 6]. He also had multiple
contrast-enhancing lesions in pelvic bones and few ribs.
His repeated myeloma workups and lab reports were
negative. Oncology consultation made and they reported
possibility of multiple myeloma, and advised biopsy. As the
patient had progressive neurological deficits, we decided to
operate and decompress the lesion. He underwent posterior
spinal fixation with LECA cage fusion and surgical
decompression. Intraoperatively lesion was fleshy, fibrous,
and highly vascular.

Biopsy report from the D4 lesion from one nationally
accredited center was plasmacytoma, and we were planned
for adjuvant radiotherapy as like the previous lesion.
However, biopsy report from another nationally accredited
center was suggestive of malignant lymphoproliferative
disorder with B cell predominance [Figure 7]. The following
markers showed positive immunostaining: CD138, CD20,
CD3, and was negative for CD56. Lesion was with high

Figure 2: Sagittal section of T1 magnetic resonance imaging (a), T2 (b) with
Gadolinium contrast (c) and post contrast axial (d) magnetic resonance
imaging reveals- a T1 hypo, t2 iso intense contrast enhancing L2 vertebral
body lesion involving left half of body and left pedicle

Figure 4: Postoperative X-ray after first surgery
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MIB-1 labeling. Expert anatomical pathology opinion was
that the features were consistent with aggressive B-cell
lymphoma, most likely lympho plasmacytoma.

After the second histopathology report, his adjuvant therapy
plan changed from radiotherapy to chemotherapy. He was
treated with different chemotherapy and immunotherapy
combinations and got symptomatic improvement. On the
latest review, he got complete neurologic recovery and he
was disease-free for the past 2 years. His imagings show
good position of implants [Figure §].

Discussion

Lympho plasmacytoma is a rare type of high-grade
lymphoma  frequently involving extranodal  sites.
HIV-negative lympho plasmacytoma patients are known
to present with relatively advanced clinical stage with B
symptoms, and less common bone marrow involvement
than in HIV-positive patients.’?] Our patient initially

presented like a typical solitary plasmacytoma. The
fragmented histology sample taken from laminectomy
procedure favored plasma cell neoplasm. However, it

Figure 5: Sagittal (a) and axial (b) section of computed tomography
reveals- lytic lesion with collapse of D4

Figure 7: Histopathological examination of surgical specimen, after
second surgery revealing malignant lymphoproliferative disorder with B
cell predominance

may due to extensive crush artifacts and necrosis made
it difficult to recognize lymphoma-related histological
features. Therefore, we should highlight the importance
to obtain adequate tissue samples to facilitate accurate
diagnosis. After the confirmation of lympho plasmacytoma
on the second biopsy (D4 lesion), the sample taken from
L2 lesion was compared. Both specimens showed identical
histological and immunological features, which confirmed
same pathological process. One of the important differential
diagnoses for lympho plasmacytoma is plasmablastic
myeloma.!  Differential ~diagnosis consideration for
lympho plasmacytoma includes a wide range of other
lymphoid tumors!'! with immunoblastic, plasmablastic
or plasmacytic or immunoblastic appearances, such as
DLBCL with plasmacytic differentiation, plasmablastic
myeloma, and solitary plasmacytoma. A comparison
between lympho plasmacytoma and plasmacytoma in
clinical features, morphology, and immunophenotype is
listed in the table [Figure 9].

The absence of bone marrow involvement or hypercalcemia/
renal dysfunction in our patient makes plasmablastic

Figure 6: Sagittal section of T1 magnetic resonance imaging (a), T2 (b), with
Gadolinium contrast (c) and post contrast axial (d) magnetic resonance
imaging reveals a- T1 hypo, t2 iso intense Contrast enhancing D4 vertebral
body lesion with collapse, and anterior epidural soft tissue component
causing spinal cord compression

Figure 8: Postoperative X-ray after second surgery
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Lympho Plasmacytoma Plasmacytoma
Plasmacells mixed with Uniform plasma cells
lymphocytes
Mainly affects Affects immunocompromised and

immunocompromised person immunocompetant person

EBV + (60%) EBV -

Scattered CD 138+ cells Uniform CD 138+ cells

CD 19+,CD 20+,CD 45+ Negative

Negative CD 56+

Primary Treatment- Chemotherapy Primary Treatment- Radiotherapy

BRD, CVP

Aggressive —Mortality with out
treatment 80-90%

Less aggressive

EBV- Epstein Barr virus
BRD- Bortizomib,Rituximab and dexamethason
CVP-C ide,Vincristine and p

Figure 9: Difference between lympho plasmacytoma and plasmacytoma

myeloma an unlikely diagnosis. In 2010, Castillo et al.¥
conducted a systematic review of 76 cases of HIV-negative
lympho plasmacytoma with predominately extraoral
locations and reported a median survival time of 9 months
and 2-year OS of only 10%. Liu et al'® reviewed eight
cases of HIV-negative patients with lympho plasmacytoma
who underwent chemotherapy and reported complete
response in seven cases. There is no well-established
treatment regimen for lympho plasmacytoma due to its
rarity. Cyclophosphamide, hydroxydaunorubicin, oncovin,
and prednisolone (CHOP) is considered a suboptimal
treatment option and the National Comprehensive
Cancer Network guideline recommends more aggressive
therapy.”” One of the treatment options for patients with
HIV-associated lympho plasmacytoma is bortezomib alone
or in combination with CHOP.®! Another alternative
is Bortizomib, Rituximab, and dexamethasone and
cyclophosphamide, vincristine, and prednisolone.l'” The
role of intrathecal chemotherapy as the central nervous
system (CNS) prophylaxis was not well studied. In view of
frequent extranodal site involvement and aggressive natural
history of disease, CNS prophylaxis was justified by some
authors.™

Given the unfavorable outcome of lympho plasmacytoma
and expression of myeloma markers, clinicians frequently
try agents that are not a standard component of lymphoma
management but are routinely used in the treatment of
multiple myeloma. Proteasome inhibitors have been used
in lympho plasmacytoma with variable response.®!12! The
second lines of treatment include gemcitabine, lenalidomide,
and  vinorelbine. Lenalidomide based-chemotherapy
has been shown to achieve good response in lympho
plasmacytoma.l'*!s!  However, lenalidomide alone was
seldom used in lympho plasmacytoma. Interestingly, there
are few case reports that have described dramatic response
to single-agent lenalidomide in lympho plasmacytoma.l'é!”
Nivolumab is a programmed cell death protein | inhibitor

that has shown anticancer activity in relapsed hematological
malignancies.!'8]

Conclusions

Coexpression of myeloma and lymphoma markers should
raise the suspicion of lympho plasmacytoma in any patient.
The case emphasizes the need for obtaining adequate tissue
samples to facilitate accurate diagnosis on the first instance.
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