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Abstract: Hematological malignancies arise from bone marrow derived cells. They can be broadly classified
as those of myeloid cell lines, neoplasm of lymphoid cell lines, lymphoproliferative disorders and
Histolytic/Dendritic cell neoplasm. Hematological malignancies presenting with intestinal obstruction are rare.
Only a few cases have been reported worldwide. We report two rare cases of hematological malighancies
presenting with intestinal obstruction. A 55-year-old female, a case of secondary extra medullary plasmacytoma
presented with obstruction due to small bowel intussusception and a 56-year-old male, presented with intestinal
obstruction due to primary Non Hodgkin's lymphoma of the small bowel.
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I.  Introduction
Hematological malignancies presenting with intestinal obstruction are rare. Few cases are reported in the
literature. Hematological malignancies involving small bowel are rare. Here we report two rare cases of
hematological disorders presenting with intestinal obstruction.

Case Report 1: A case of Secondary Extra Medullary plasmacytoma presented with small bowel
intussusception.A 55 year-old woman was evaluated for swelling in right parietal region 2 years ago and
diagnosed with multiple myeloma. She was treated with bortezomib, dexamethasone and stem cell
transplantation. She was disease free for 15 months. She developed sub acute intestinal obstruction after that for
which laparotomy was done and ileo-ileal intussusception was found[Fig:1]. The affected segment was resected
with mesentery and a primary end to end anastomoses was performed.On cut sections, it showed grossly
circumferential tumor with fish flesh like cut surface[Fig:2]. Microscopic features showed typical and atypical
plasma cells with a diagnosis of plasmacytoma (extramedullary arising in ileum)[Fig:3].

Fig:1 lleo-ileal intussusception

Case Report 2: A case of Primary Non Hodgkin's lymphoma presents with intestinal
obstruction. A 56-year-old male presented with pain abdomen and vomiting of four days duration with sub
acute intestinal obstruction. On abdominal examination a firm mobile mass of size 6 x 8 cm was seen in the
umbilical and right iliac fossa, no evidence of ascites and hepatosplenomegaly. The laboratory tests were normal
except for anemia. A CT scan of abdomen and pelvis showed mass arising from the bowel. On laparotomy,
there was a huge mesenteric mass of size 10 x 8 cm involving the terminal ileum and caecum. Right
hemicolectomy was done[Fig:4]. Gross cut section showed extramural mass with a small ulcero proliferative
lesion in the lumen of the ileum. Histopathology revealed small bowel Non Hodgkin's lymphoma-diffuse large
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cell variant[Fig:5].Fourteen regional lymph nodes showed lymphomatous infiltrate. Bone marrow biopsy was
done which was normal.

Fig:4 Specimen of right hemicolectomy Fig:5 Microscopic image of Non Hodgkin’s lymphoma

Il.  Discussion

Plasma cell neoplasm is a type of hematological malignancy arising as a result of a monoclonal
proliferation of plasma cells (lymphoid cell line) associated with the production of monoclonal proteins (M
proteins). Malignant plasmablastic clones reside in the bone marrow. When on a rare occasion they migrate into
nonmarrow soft tissue, it is termed as an extramedually plasmacytoma. This constitutes 3 - 4% of plasma cell
neoplasms. Extramedullary plasmacytoma can present as a primary tumor or secondary to disseminated plasma
cell neoplasm such as multiple myeloma.™In secondary plasmacytoma (Multiple Myeloma), the involvement of
gastrointestinal tract was found in fewer than 5% of autopsies of patients who died of complications of multiple
myeloma./?In large retrospective study, in 2584 multiple myeloma patients only 24 (0.9%) of patients with
gastrointestinal tract involvement were identified as Talamo et al.PlOnly 17 cases of extramedullary
plasmacytoma affecting ileum have been reported in English literature , almost all primary in nature, only 3
primary cases of extramedullary plasmacytoma secondary to multiple myeloma reported.'®! Intestinal
obstruction caused by myeloma is rare. Only a few cases are on record as being diagnosed radiologically before
patient’s death.®'The prognosis of secondary extramedullary plasmacytoma is unknown. Even the small
number of cases reported in literature showed poor prognosis.®Radiotherapy or surgery alone is insufficient and
systemic therapy is required.M'Systemic chemotherapy and autologous hemopoietic cell transplantation play a
role. BIThe role of surgery is often palliative to deal with resolvable life-threatening emergencies and possibly to
prolong life.

Gastrointestinal lymphomas constitute 15 - 20% of all malignancies. Lymphoma can arise from any
part of gastrointestinal tract. Gastrointestinal lymphomas are mostly of Non Hodgkin's type. The common sites
involved are stomach (50-60%) and small bowel (20-30%). Among the small bowel, 60-65% originate in the
ileum, 20-25% from jejunum and 6-8% in the duodenum./The terminal ileum is the most common site for
lymphomas due to a higher concentration of lymphoid tissue.®!Histologically small bowel lymphomas are
divided into B-cell lymphomas [90%] and T-cell lymphomas. T-cell lymphomas are rare, multifocal and most
commonly affect proximal jejunum and are associated with celiac disease. Small bowel lymphomas may be
primary or secondary. Primary small bowel lymphomas are very rare with only a few cases being reported.
Primary small bowel lymphomas first involve the small intestine and later involve other parts of the body
including lymph nodes and bone marrow. Secondary small bowel lymphomas arise from peripheral lymph
nodes, bone marrow, and other organs, small intestinal involvement occurring latter.””! The distinction between
primary and secondary infiltration of the gastrointestinal tract can be made by biopsy of bone marrow and
imaging including a PET-CT. When this is not possible Dawson's criteria can be used. The criteria include 1)
absence of peripheral lymphadenopathy at the time of presentation, 2) lack of enlarged mediastinal lymph
nodes, 3) normal total and differential whole blood count, 4) predominance of bowel lesion at the time of
laparotomy with only regional lymph node ,5) no lymphomatous involvement of liver and spleen.The various
(histological) subtypes of small intestinal lymphomas are mucosa associated lymphoid tissue (MALT), diffuse
large B-cell lymphoma, follicular lymphoma, Burkitt's lymphoma and mantle cell lymphoma. Diffuse large B-
cell Lymphoma constitutes 31% of Non Hodgkin's lymphoma there is slight male predominance. The median
age is 64 years and the tumor express B-cell antigens.'Due to the paucity of cases reported and absence of
randomized trials in primary small bowel lymphoma, appropriate management of primary small bowel
lymphoma is still unclear. The extent of surgery and whether the surgery delays chemotherapy is unclear. If the
primary small bowel is diagnosed before or at laparotomy, surgical resection should be preferred in order to
reduce the risk of serious complications such as perforation, bleeding, and obstruction. Low grade Non
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Hodgkin’s lymphoma has a relatively good prognosis with a median survival as long as 10 years, however they
are usually not curable when advanced. Intermediate and high-grade lymphomas are more aggressive but are
more responsive to chemotherapy.™In some reports, surgery in combination with chemotherapy had a
significant effect on survival in localized and in disseminated disease. The benefit of adding radiation remains
unclear.[12’13'14’15]

I11.  Conclusion
Hematological malignancies presenting as intestinal obstruction are rare. Signs and symptoms are
vague, which makes early diagnosis and treatment more difficult. However, these conditions should be
remembered and considered in differential diagnosis of intestinal obstruction.
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