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CCR esporadico, pero menor que en familias con sindrome de
Lynch. En un estudio realizado con 160 pacientes con SSL, las
caracteristicas demograficas, clinicas e histologicas fueron
parecidas, independientemente de la historia familiar’.

Dentro de esta heterogénea entidad podriamos distin-
guir 2 tipos de pacientes: aquellos con historia familiar que
sugiere un sindrome hereditario, pero sin evidencia de una
mutacion familiar y aquellos pacientes sin antecedentes
familiares significativos de CCR cuyo Unico elemento de
sospecha de sindrome de Lynch son las alteraciones molecu-
lares. En estos casos, la causa mas frecuente suele ser una
doble mutacion somatica en los genes MMR. Por eso, algunos
autores proponen evaluar mutaciones somaticas para cla-
sificarlos como esporadicos o hereditarios’. La ultima guia
de practica clinica de diagnodstico y prevencion de CCR pro-
pone, ademas del analisis de mutaciones somaticas, el uso
de paneles multigenes para excluir mutaciones germinales
en otros genes® que es lo que se hizo en los casos presenta-
dos.

El gen MRE11 desempefa un importante papel en la res-
puesta al dano del ADN y en la reparacion de la rotura
de la doble cadena. La deficiencia de MRE11 puede cau-
sar inestabilidad de microsatélites a través de la interaccion
defectuosa con MLH1 y llevar a su inactivacion en los tumo-
res MMR-deficientes®. Por su parte, la interaccién entre
BARD1 y BRCA1 promueve la funcién supresora de tumores
mediante la activacion de la reparacion de la rotura de la
doble cadena y el inicio de la apoptosis’.

Por tanto, los pacientes con SSL constituyen un grupo
heterogéneo de pacientes en el que el estudio mediante
secuenciacion masiva puede ayudar a distinguir un verda-
dero sindrome hereditario del CCR esporadico.
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Mantle cell lymphoma: A rare cause m
of colon polyposis

aaaaaaa

Linfoma de células del manto: una causa rara
de poliposis colénica

Dear Editor:

Colon lymphoma is uncommon, representing only 0.2-1.2%
of all colonic neoplasms. The most common histological
subtype is mantle cell lymphoma, followed by large B-cell
diffuse lymphoma, with other types being less common. Cli-
nical manifestations are non-specific and the endoscopic
appearance is highly variable, possibly presenting as diffuse
infiltration, a single mass or polyps but also with normal
mucosa. There is a high rate of morbidity and mortality.’
We report a case of a 67-year-old female with previous
medical history of diabetes mellitus and dyslipidemia who
performed a screening colonoscopy, where multiple sessile
polyps (at least 20) were found along all colon segments,
from cecal region to rectum. These polyps were covered
by normal mucosa and had diameter between 10-20mm
(Fig. 1A). One single polyp removed from ascending colon

was histologically hyperplastic. She was asymptomatic and
physical examination was normal. Hemogram, albumin, lac-
tate dehydrogenase, urea, creatinine, electrolyte levels and
coagulation studies were all normal. Her last colonoscopy
performed 8 years earlier was normal. Two sisters had his-
tory of colorectal cancer. Because the cause of polyposis
was not clear and there was family history of neoplasia,
colonoscopy was repeated. At this time, three polyps from
transverse colon and a large cecal polypoid lesion (Fig. 1B)
were resected. Histopathological examination revealed dif-
fuse nodular infiltration by small-sized atypical lymphoid
cells with irregular nuclei and scant cytoplasm involving
mucosa and submucosa (Fig. 1C). Immunohistochemical stai-
ning was positive for CD20, CD5 and cyclin D1 (Fig. 1D)
and negative for CD3 and CD10. Diagnosis of mantle cell
lymphoma presenting as multiple lymphomatoid polypo-
sis was established. Computed tomography and positron
emission tomography revealed involvement of intra- and
extra-abdominal lymph nodes, spleen and Waldeyer’s ring,
besides gastrointestinal tract, consistent with stage IV of
Ann-arbor staging system. She was referred for chemothe-
rapy with rituximab plus bendamustine.

Mantle cell lymphoma is a rare and aggressive B-
cell non-Hodgkin lymphoma, characterized by chromosomal
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Figure 1

A Multiple small yellowish polyps covered by normal mucosa were found along all colonic segments, from cecal region

to rectum. B. A large polypoid lesion with approximately 25 mm was identified at the cecum and removed by endoscopic mucosal
resection. C. A monomorphic infiltration of mucosa and submucosa by small-sized atypical lymphoid cells may be seen. These cells
are characterized by irregular nuclei and scant cytoplasm and demonstrate a nodular infiltrative growth pattern (HE, 200x). D.

Immunohistochemistry showing positive stain for cyclin D1.

translocation t(11;14) and cyclin D1 overexpression. On
immunohistochemistry, tumor cells are characteristically
CD5 and pan B-cell antigen positive (CD19, CD20, CD22) and
negative for the expression of CD10 and CD23. This type of
lymphoma more commonly affects males and usually pre-
sents in the fifth or sixth decades of life.?

Gastrointestinal involvement occurs in 5-20% of cases,
usually as multiple lymphomatoid polyposis, with multiple
polyps involved by lymphoproliferative disease along one
or more segments of gastrointestinal tract.’ The most com-
monly affected segments are colon and rectum, followed by
small intestine, stomach and duodenum.* Less commonly, it
may present as a single mass mimicking adenocarcinoma.?
Symptoms of abdominal pain, diarrhea or hematochezia are
usually present. Most patients present at advanced stage
with extra-intestinal involvement. The main extra digestive
sites affected are the bone marrow, peripheral lymph nodes,
Waldeyer’s ring and liver.®

The current therapeutic approach is based on clinical
risk factors, symptoms, patient characteristics and stage of
disease. For patients in good condition who are younger than
65 years of age, intensive frontline immunochemotherapy
induction regimen combining rituximab with cyclophosp-
hamide, doxorubicin, vincristine, and prednisone (R-CHOP)
and high dose of cytarabine followed by autologous stem
cell transplantation is recommended. For the group of
elderly patients or in poor health condition not eligible for
autologous stem cell transplantation, conventional immuno-

chemotherapy (e.g. R-CHOP) followed by maintenance with
rituximab, appears to be ‘gold standard’.>*

Unfortunately, despite high response rate to intensive
chemotherapy regimens which usually results in regression
of macroscopic and sometimes microscopic lesions, remis-
sions are usually short, relapse rate is high and median
survival is only 3-4 years.> Poor prognostic factors include
unsatisfactory general clinical condition, involvement of
multiple extranodal sites, advanced age (older than 70
years), elevated lactate dehydrogenase levels and bone
marrow infiltration.*

In conclusion, although uncommon, lymphoproliferative
diseases should be considered in the differential diagno-
sis of gastrointestinal polyposis, especially at advanced
age. This case demonstrates that advanced stage lymp-
homas may present as multiple lymphomatous polyposis
without producing gastrointestinal symptoms and that other
types of polyps may occasionally develop in the middle of
lymphomatous polyps. Therefore, absence of symptoms and
incidental finding of a benign polyp do not preclude this
ominous diagnosis.
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