Concurrent leiomyosarcoma causing small bowel
obstruction in a patient with non-Hodgkin lymphoma
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SUMMARY

Small bowel obstruction (SBO) is a leading cause of
general surgery inpatient admissions. SBO is most
commonly associated with postoperative adhesions;
however, neoplastic SBO is an important differential.
Here, we present a case of neoplastic SBO secondary
to leiomyosarcoma in a patient with known mature
B cell lymphoma. This case highlights the importance
of avoiding early diagnostic closure and adherence
to oncological principles of resection for small bowel
tumours.

BACKGROUND
Small bowel obstruction (SBO) is a common general
surgical pathology, responsible for up to 15% of
inpatient general surgery admissions in North
America annually.! SBO is most commonly asso-
ciated with adhesions related to prior abdominal
and/or pelvic surgery (75%).> Less common causes
include abdominal wall hernias, Crohn’s disease
and small bowel (SB) neoplasia (5%).>

Neoplastic SBO can be caused by a variety of
disease processes. These processes range from
primary SB malignancies such as adenocarcinoma,
leiomyosarcoma or neuroendocrine tumours (NET)
to metastatic lesions involving the SB, mesentery or
peritoneum. Primary lymphoma may develop in the
SB; however, more frequently, the SB or mesenteric
lymph nodes are involved secondarily in a systemic
lymphoma. Collectively, lymphoma is one of the
most common neoplastic processes involving the SB
prompting emergency presentation.’ * By contrast,
sarcoma involving the SB is exceedingly rare,
accounting for only 10% of SB neoplasms.’ Gastro-
intestinal stromal tumours are the most common
form of SB sarcoma (86%), followed by leiomyosar-
comas (3%).° Irrespective of the underlying cause
of SB neoplasia, only 22% of patients present with
SBO.” Unlike adhesional SBO that typically resolves
without operative intervention,® neoplastic SBO
often requires surgical intervention.”

Here, we present a rare case of SBO due to
primary SB leiomyosarcoma in a patient with
known lymphoma.

CASE PRESENTATION
A man in his 80s was diagnosed with SBO following
a presentation to the emergency department with
colicky abdominal pain, obstipation, nausea and
vomiting. His vital signs were unremarkable, and
his abdomen was distended but non-tender.

The patient’s background was significant for
lymphoplasmacytic lymphoma, a low-grade mature
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B cell lymphoma, on active surveillance after a
recent episode of febrile neutropenia while on
zanubrutinib, during which an incidental, non-
obstructing SB mass was identified. Further history
included rheumatoid arthritis and collagenous
colitis managed with oral sulfasalazine 1.5g two
times per day and 6 mg of prednisolone daily. He
previously had an open appendicectomy.

INVESTIGATIONS

Blood tests revealed a normocytic, normochromic
anaemia with a haemoglobin level of 101g/L.
Inflammatory markers included a white cell count
of 11.9%10”cells/L and C reactive protein of
71mg/L. Electrolytes, renal and liver function test
results were unremarkable. CT of his abdomen-
pelvis with portal venous contrast demonstrated a
large obstructing distal SB mass (figure 1), which
increased in size compared with a CT performed
during his admission for febrile neutropenia 4
months prior (figure 2).

TREATMENT
Initial management involved nasogastric tube
decompression and intravenous fluid resuscitation.
Gastrografin was administered on the second day
of admission with clinical and radiological reso-
lution of the obstruction. The initial impression
was that the mass was likely a SB lymphoma that
progressed following the cessation of zanubrutinib.
Haematology was consulted, and it was advised
that lymphoplasmacytic lymphoma less frequently
involves the SB and is unlikely to be related to the
SB mass. Given this advice and the progression of
the now symptomatic SB mass over time, the deci-
sion was made to proceed with surgical resection.
Laparoscopy demonstrated an SB mass adherent
within the pelvis. Adhesiolysis was performed
through a lower midline laparotomy to allow an
oncological, stapled, side-to-side, antiperistaltic SB
resection. The SB lumen was significantly narrowed
by the mass, and multiple enlarged, firm mesenteric
lymph nodes were palpable. There was no evidence
of metastatic disease.

OUTCOME AND FOLLOW-UP
The patient progressed well and was discharged
from the hospital on postoperative day 7.
Histopathology demonstrated a 75 mm grade 2
jejunal leiomyosarcoma with negative margins and
one of four lymph nodes demonstrating metastatic
disease. The remaining three lymph nodes showed
features consistent with known lymphoplasmacytic
lymphoma. Epstein-Barr virus (EBV)-encoded RNA
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Figure 1

Single slice axial (left) and coronal (right) CT images at time
of presentation with small bowel obstruction demonstrating a soft
tissue mass (red arrow) involving loops of small bowel in the pelvis.

was negative, and the possibility of an EBV-associated leiomyo-
sarcoma was excluded. Staging CT chest was negative. The case
was discussed in a multidisciplinary meeting that concluded only
ongoing surveillance was required.

DISCUSSION

This case demonstrates the importance of maintaining a broad
differential diagnosis and considering multidisciplinary discus-
sion for patients with potentially neoplastic SBO.

Patients with lymphoma do rarely present with concurrent
sarcoma, most commonly histiocytomas, angiosarcomas and
radiation-associated soft tissue sarcomas.'’ Patients with EBV
may present with Hodgkin lymphoma (HL) and very rarely leio-
myosarcomas;'' however, to date, there are no reported cases in
the literature of concurrent SB leiomyosarcoma in patients with
mature B cell ymphoma causing an obstruction.

While the gastrointestinal system is the most common site of
extra-nodal disease in lymphoma, not all subtypes are likely to
present in this fashion. Secondary extra-nodal involvement is
more likely to occur in non-Hodgkin's lymphoma (NHL) than
in HL. Indolent lymphomas are less likely to have extra-nodal
disease compared with aggressive forms of NHL. Of the histo-
logical subtypes, diffuse large cell B cell lymphoma (DLBCL),
particularly high-grade DLBCL, is most frequently associated
with extra-nodal disease.'” Mantle cell lymphoma, Burkitt and
Burkitt-like lymphomas have also been shown to frequently
involve the SB."* ' The patient presented above was diagnosed
with lymphoplasmacytic lymphoma, an indolent B cell NHL that
typically involves lymph nodes, bone marrow and the spleen.
Although involvement of the stomach and bowel has been
reported,” ' in general, extra-nodal involvement in lymphop-
lasmacytic lymphoma is rare.'”

Figure 2 Single slice axial (left) and coronal (right) CT images
demonstrating soft tissue mass (red arrow) at time of identification.

While specific therapies are tailored to the subtype, systemic
treatments are first line for both HL and NHL."® In the absence
of indications for urgent surgery, such as perforation and
haemorrhage, a period of observation to assess for response to
systemic therapies is attempted before proceeding to resection of
any symptomatic extra-nodal disease.

In contrast, non-lymphoma SB malignancies (adenocarci-
noma, sarcoma and NET) are managed with oncological resec-
tion where possible. For adenocarcinoma, a segmental resection
with a margin of normal SB and mesentery is important for
adequate nodal resection and staging.'” Similarly, for SB NET,
a wide en-bloc resection including mesentery and lymph nodes
is recommended due to the high risk of nodal metastasis.*’
RO resection margins are crucial for the management of any
sarcoma to reduce the risk of local recurrence.?! * Unlike adeno-
carcinoma and NET, nodal metastases in sarcoma are rare,”* and
in biopsy-proven cases, routine lymphadenectomy may not be
required.

These differences in management further reinforce the need
for careful diagnostic consideration and multidisciplinary discus-
sions for patients presenting with potential neoplastic SBO. If
surgery is required, despite what the suspected underlying
pathology may be, oncological principles are recommended to
ensure negative resection margins and adequate sampling of
mesenteric nodes for prognostication.

Learning points

» Although the gastrointestinal system is the most common site
of extra-nodal involvement in lymphoma, some lymphomas
are more likely to involve the small bowel (SB) than others.

» Potential neoplastic SB obstruction requires a broad
differential, and, even in patients with known malignancy,
second primaries are possible; a multidisciplinary discussion
is helpful when considering operative management.

» Always adhere to oncological resection principles where
possible. For sarcoma, a negative resection margin without
spillage is essential, while for neuroendocrine tumours and
adenocarcinoma, adequate nodal sampling is also required
for accurate staging and prognostication.
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