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Abstract

Primary rectal lymphoma is a rare presentation of
gastrointestinal lymphomas. Its clinical presentation is
indistinguishable from that of rectal carcinoma. Although
surgical resection is often technically feasible, optimal
therapy for colorectal lymphoma has not yet been identified.
We report a case of primary rectal lymphoma (nhon-
Hodgkin’s large cell lymphoma of type B) with high-grade
features that disappeared completely after chemo-
radiotherapy. This case underlines that primary treatment
with systemic chemotherapy and involved-field radiotherapy
can be successful for rectal lymphoma, with surgery
reserved for complications and chemotherapy failures.
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INTRODUCTION

Lymphoma may occur as a primary lesion or as part of a
generalized malignant process involving the gastrointestinal
tract. The differentiation of thesetwo formsisvery important,
as both treatment and prognosis are different. Primary
gastrointestinal lymphomas have been described as those in
whichinvolvement of thealimentary tract predominates or those
with symptoms of gastrointestinal involvement on presentation.
Morestrict guidelinesinclude the absence of pal pable peripheral
lymphadenopathy at the time of presentation; absence of
mediastind adenopathy on achest radiograph; anormal periphera
blood smesr; involvement at [gparatomy of only thethe esophagus,
stomach, bowd or regiona lymph nodes (excluding retroperitonedl
lymph nodes); and absence of hepatic and splenic involvement
except by direct spread of the disease from a contagious focug®.

Primary gastrointestinal lymphoma accounts for 5% of all
lymphomas. Colorectal involvement accounts for 10-20% of
the casesin most studies of gastrointestinal tract lymphomal®*.
Primary colorectal lymphoma is an uncommon disorder
accounting for 0.05% of all colonic neoplasms and 0.1% of
primary rectal tumors®.

Gastrointestinal lymphomas remain the subject of much
debate with regard to therapeutic approaches. Therole of surgery
in primary lymphoma of the rectum is controversial. Keeping
these datain mind we decided to describe the recently observed
case of apatient affected by primary lymphoma of the rectum to
discussthetreatment modalitieswith abrief review of theliterature.

CASE REPORT

A 33year-old male, in May 2001, wasadmitted to alocal hospital
with complaints of painin lower abdominal regions, rectal
bleeding, diarrhea, and weight |oss. Rectoscopy verified atumor
massin the rectum, but histology of biopsy specimensrevealed
no specific findings other than chronic inflammatory cells.
When the patient was transferred to our clinic, he had severe
abdominad pain. Therewasapal pablemassonrectd examination.
The masswas smooth, firm to hard, and fixed to the rectal wall.
Abdominopelvic CT demonstrated an extensive, bulky rectal
tumor (Figure 1). There was no associated intraabdominal
adenopathy. A repeat colonoscopy showed enlargement of the
lesion. Large biopsy specimens were taken for histological
diagnosis. The lesion was diagnosed as non-Hodgkin's large
cell lymphoma of B type, with high-grade features. Results of
immunohistochemical stainingwereCD20 (+), LCA (+), CD5(-),
TdT (-), and cytokeratin (-). KI was morethan 90%. Asadditional
investigations did not show any evidence of infiltration to other
organs, the diseasewas staged asclinical stagel rectal lymphoma
However, the lesion was enlarged enormously during an
observation period of 10 d. This could suggest that the lesion
had atendency to advanceinto amore aggressive clinical course.
A transverseloop colostomy was performed to relieve colonic
obstruction and pain. After six cycles of modified ProMACE
schedule (doxorubicin 30 mg/m? iv on d 1, cyclophosphamide
600 mg/m?iv ond 1 and 2, etoposide 120 mg/m?ivond 1, 2and 3,
prednisone 50 mg/m? imond 1-6, and methotrexate 35 mg/m? iv on
d7), thelesion completely disappeared. We decided not to resect
the rectum. Additionally, the patient was &l so given an involved-
field radiation therapy (4000 cGy in 20 fractionsfor over 4 wk). A
completeremission wasachieved and confirmed by abdomina CT
scan and colonoscopy with biopsy of the diseased region.
Afterwards, the colostomy was closed. There was no recurrence
during the 3 years of follow up using endoscopy and biopsy.

Figure 1 Extensive, bulky rectal tumor with no associated
lymphadenopathy shown on abdominal CT scan image.
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DISCUSSION

Primary lymphomaof therectumisararedisorder. Theselesions
are predominantly non-Hodgkin lymphomas, with colorectal
involvement seen in less than 5% of autopsies for Hodgkin
diseasel®. Rectal lymphoma usually presents with signs and
symptoms suggestive of primary rectal carcinoma. Patient with
rectal lymphomausualy seek trestment because of rectal bleeding
or an ateration in bowel habits. It has been reported that the
majority of patients are symptomeatic complaining of abdominal
pain, nausea, vomiting, fever, and weight los3?€. Abdomina CT
and endoscopy with biopsy are the most useful diagnostic tests.
The growth patterns seen in the rectum varied. The growth might
be bulky and protuberant with ulceration; it may appear asannular
or plaguelikethickeningsof thebowd wall or manifest asmultiple
lymphomatous polyposes™. The macroscopic appearance bears
no relationship to the histologic structure.

When CT revea ed a combination of afocally or diffusely
infiltrative process of the colon and extensive abdominal and/or
pelvic adenopathy, lymphomashould bethe primary consideration
inthedifferential diagnosisand must be excluded by endoscopic
biopsy. However, if adenopathy was not associated with aprimary
colorectal lymphoma, it might be difficult radiologically to
distinguish thislesion from a primary adenocarcinomaof the
colon. This difficulty arises predominantly in the settings of
solitary masslesions. Primary colorectal lymphomas manifested
as discrete masses tended to have a greater depth of mural
invasion than infiltrative lesiong®.

Colorectal lymphomas commonly cause concentric wall
thickening and they often destroy the full thickness of the
bowel wall without an associated desmoplastic reaction. Some
authors cited atypical wall thicknessin colonic lymphoma of
7 to 12 cm from the lumen to the serosa®.

Two risk factors have been reported to be associated with
the development of primary colorectal lymphoma: inflammatory
bowel disease and immunosupression (posttransplant, AIDS,
or immune disorder). The aggressive nature of AIDS-related
lymphoma could usually result in adisseminated disease at the
time of diagnosig®4,

Treastment of colorectal lymphomasremains uncertain. Some
studies suggested that the primary treatment was to attempt
resection when the disease was judged to be resectabl e because
patientswith residual diseases had a poor prognosis>*4, Given
the morbidity following resection of the rectum, the value of
surgery for primary lymphoma of the rectum is a subject to be
debated.

In some series, radiotherapy or chemotherapy was considered
atreatment of choice, because patients with residual diseases
after surgery had a poor prognosis, and adjuvant treatment
would increase the duration of disease free survival®. For
patients with widespread diseases, those in whom the rectum
was secondarily involved, or patients with AIDS, operation
would seem inappropriate. These patients may benefit from
chemotherapy and radiotherapy.

Radiotherapy alone has not been studied extensively in
this disease, although it has been used in a small number of
patients usually in combination with cytotoxic chemotherapy.
It remains to be seen what role radiotherapy may play in the
treatment of this disease.

Diffuselarge B cdl lymphomaof thelarge bowel isgenerally
treated with auniform therapeutic approach: aggressive surgery
followed by adjuvant chemotherapy. However, most of the
studiesincluded patients with primary gastric or small bowel
and large bowel in the same analysis, and also patients at
different stages, different histology, and different surgical
approaches. Lymphoma of the rectum should be considered as

adifferent clinico-pathological entity with different behaviors,
histology and clinical presentation. For this reason, treatment
should be defined based on this specia clinica conditioni*”. The
therapeutic experience in this selected group of patientsis
limited, becauseeveninlargetertiary referral centersthe number
of casesissmall. Theanalysisof those retropective dataregarding
surgery, radiation therapy, and chemotherapy is also difficult to
interpret because of lack of uniformly accepted regimens.

This case showed that arectal lymphoma could be treated
without resection of the rectum. Although it is not possible to
make a legitimate conclusion with a single case, with an
optimistic approach, we may conclude that the intensity and
preferred modality of optimal therapy for rectal lymphoma
should be determined by the clinical stage of the disease.
Patients with a high tumor bulk, alow-grade histology, and no
evidence of local or distant metastasis can be managed by
combined chemo-radiotherapy, reserving surgery only for
complications and chemotherapy failures.
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