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Abstract

B-lymphoblastic leukemia/lymphoma (B-ALL/LBL), not otherwise specified, is a neoplasm of B-cell precursor lym-
phoid cells. Most of these tumors tend to manifest in children. B-LBL constitutes about 10% of the lymphoblastic
lymphomas; however, in older adults, it is extremely rare. We present a case of a 46-year-old man with no pertinent
medical or surgical history who presented with severe abdominal pain, nausea, and emesis. An abdominal CT scan
was suggestive of strangulation of the distal small bowel and ischemia, showed extensive matted lymphadenopathy
in the mesentery, and multiple left suprarenal periaortic nodes. A bowel resection was performed and there was an
ileocolonic intussusception with the right colon filled with the intussuscepted terminal ileum. Opening the speci-
men revealed a submucosal ileal mass that measured 3 X 2.2 x 1.3 cm with a well-circumscribed, yellow-white cut
surface. Histological examination showed a diffuse infiltrate composed of small- and medium-sized cells extending
through the ileal wall from mucosa to subserosa, with irregular nuclear contours, open chromatin, inconspicuous
nucleoli, occasional mitoses, and frequent apoptotic bodies. Flow cytometric analysis revealed 29% B-lymphoblasts
corresponding to the diagnosis of B-LBL. BCR/ABL translocation by FISH was not detected. Cytogenetics analysis
showed a normal male karyotype 46,XY. B-LBL is a rare neoplasm in older adults and can involve nodal and extran-
odal sites; however, the gastrointestinal tract is rarely compromised, with only a few cases reported in the literature.
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Introduction [2]. Hence, we are presenting a rare case of B-LBL in
an adult causing intussusception of the small intestine.
B-lymphoblastic leukemia/lymphoma, not otherwise

specified (B-ALL/LBL NOS), is a neoplasm of B-cell

precursor lymphoid cells. The majority of these cases
involve the bone marrow and blood (B-ALL), while the
remainder includes nodal or extranodal sites (B-LBL). In
addition, B-LBL constitutes only 10% of lymphoblastic
lymphomas. The age of presentation is primarily in chil-
dren [1], although in older adults, it is an extremely rare
occurrence. The most common sites of involvement in
B-LBL are the skin, soft tissue, bone, and lymph nodes
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Clinical history

A 46-year-old man with no pertinent medical or surgical
history presented with severe abdominal pain, nausea,
and emesis. An abdominal CT scan was suggestive of
strangulation of the distal small bowel and ischemia,
which showed extensive matted lymphadenopathy in
the mesentery, and multiple left suprarenal periaortic
nodes measuring up to 1.1 cm. A bowel resection was
performed and there was an ileocolonic intussusception
with the right colon filled with the intussuscepted termi-
nal 20 cm of ileum (Fig. 1a).
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Fig. 1 a Gross image of the
ileocolonic intussusception.
The image shows a demarcated
transition of the unremarkable
mucosa to a red congested
mucosa. b Cut section of the
mass. The mass measures
3%2.2%1.3 cm and the cut sur-
face is yellow-white and fleshy.
¢ High power microscopic
histopathologic findings. Cells
have irregular nuclear contours,
open chromatin, inconspicuous
nucleoli, occasional mitoses,
and frequent apoptotic bodies.
d TdT-positive nuclear stain in
lymphoma cells

Materials, methods, and results

Opening the specimen revealed a submucosal ileal mass
that measured 3x2.2x 1.3 cm (Fig. 1b) with a well-cir-
cumscribed, yellow-white cut surface. Histological exam-
ination showed a diffuse infiltrate composed of small-
and medium-sized cells extending through the ileal wall
from mucosa to subserosa, with irregular nuclear con-
tours, open chromatin, inconspicuous nucleoli, occasional
mitoses, and frequent apoptotic bodies (Fig. 1c). Flow
cytometric analysis revealed 29% blasts expressing CD19,
CD10, dim partial CD20, CD38, cCD79a, dim ¢cCD22,
and nTdT consistent with B-lymphoblasts. Immunobhis-
tochemical profile showed positive focal dim CD19, sub-
set dim PAXS, TdT (Fig. 1d), CD43, CD10, and CD79a
and negative for CD3, CD4, CD5, CD20, CD34, CD56,
cyclin-D1, CD138, HHVS, ALK, and EBER by in-situ
hybridization. Kappa and lambda highlight a polytypic
population of background plasma cells. BCR-ABL trans-
location by FISH was not detected. Cytogenetics analysis
showed a normal male karyotype 46,XY. The findings
were those of B-LBL, NOS.
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Discussion

B-lymphoblastic lymphoma is a neoplasm of precursor
B-cell lymphocytes with a tendency to form a mass. In a
study by Lin et al. [3], they found the gastrointestinal tract an
uncommon site for these tumors. Other authors like Iwamuro
et al. [4] reported B-LBL in the stomach and Unnikrishnan
et al. [5] described this lymphoma in the rectum.

These tumors are composed of small- to medium-sized blast
cells with high nuclear:cytoplasmic ratio, irregular nuclear
membranes, dispersed chromatin, inconspicuous nucleoli, and
high mitotic rate [6]. Thus, these histological characteristics are
indistinguishable from the T-lymphoblastic proliferations. The
immunophenotype of B-LBL shows positivity for B-cell markers
(CD19, CD20, cCD79a, cCD22, PAXS5) and other markers such
as CD10, CD22, CD24, PAXS, and TdT, such as in our case.
Although CD79a can be positive in cases of T-lymphoblastic
lymphomas, it is not a specific marker [7]. PAXS is considered
the most sensitive and specific marker for precursor and mature
B-cell lineage [8]. Despite multiple studies, the exact etiology for
B-LBL remains unknown. However, there is an increased risk in
children with Down syndrome and other genetic disorders [9].
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The prognosis of B-LBL, NOS appears to be better in
children than in adults. Certain cases of B-ALL/LBL have
specific recurrent genetic abnormalities and should be clas-
sified accordingly. One of these abnormalities is the t(9;22)
(q34;q11) causing a reciprocal translocation between BCR
and the ABL oncogene. This translocation produces a BCR-
ABL fusion protein initiating the ABL tyrosine kinase [10,
11]. This fusion protein becomes a target for tyrosine kinase
inhibitors, thus having a significant favorable effect on the
outcome. Unfortunately, in our case, the translocation was
not detected. The current WHO classification recognizes
eight additional genetically defined B-ALL/LBL entities.

To our knowledge, we are presenting the first case report
of B-LBL in an adult involving the small intestine and caus-
ing intussusception. It is essential to consider in these enti-
ties the adequate workup, such as FISH and chromosomal
testing, for prognosis and to provide additional therapeutic
options.
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