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Monomorphic epitheliotropic intestinal T-cell lymphoma
complicated by common variable immunodeficiency
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Question: A 64-year-old man presented with chronic than 30 years, mainly due to recurrent herpes zoster oph-
watery diarrhea and weight loss for 5 months prior to hos- thalmicus, sinusitis, and upper respiratory tract infections.
pitalization. He had 8 to 15 bowel movements per day, with Physical examination was unremarkable except for a mal-
a total volume of 2 L. He had been in poor health for more nourished state with BMI of 14.8 kg/m”. Laboratory tests in-
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dicated low IgG and IgM levels (IgG, 372 mg/dL; IgM 21, mg/
dL), and negative tissue transglutaminase and endomysial
antibodies. Colonoscopy showed edematous but otherwise
normal mucosa (Fig. A, white light) with mosaic-like pattern
(Fig. B). Fluorodeoxyglucose-PET showed diffuse, intense
radioactivity in the colon and rectum with standardized up-
take value 2.6 to 5.1. Biopsy specimens were taken from the
sigmoid and rectum. What is your diagnosis of this patient?

Answer to the Images: Monomorphic Epitheliotropic
Intestinal T-cell Lymphoma in Combination with Com-
mon Variable Immunodeficiency

Biopsies revealed diffuse infiltration of monotonous, small-
to-intermediate lymphocytes, with round or slightly irregular
nuclei (Fig. C, x100 and Fig. D, x400; H&E). These atypical
cells were immunochemically positive for CD3, CD7, CD8,
and CD56, and negative for CD5 and EBV-encoded RNA,
with a high Ki-67 index of 80%. The diagnosis of monomor-
phic epitheliotropic intestinal T-cell lymphoma (MEITL)
was confirmed. Based on recurrent infection episodes for 30
years and hypoglobulinemia (IgG and IgM), common vari-
able immunodeficiency (CVID) was clinically diagnosed.
The patient refused chemotherapy and died 3 months later.

MEITL, or enteropathy-associated T-cell ymphoma, type
I is a rare peripheral T-cell lymphoma commonly found
in the small intestine. Endoscopic findings may include
nodules, masses, strictures, and ulcers.! Meanwhile, CVID
is the most common primary immunodeficiency in adults,
and gastrointestinal symptoms are commonly observed
in CVID.** Endoscopic findings depend on the underlying
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cause of the symptoms and are thus variable. In the long-
term, patients with CVID are at higher risk of developing
malignancies, especially non-Hodgkin's lymphoma.” In the
case of our patient, colonoscopy showed almost normal
mucosa, which is unusual in MEITL, but fairly common in
CVID. Therefore, biopsies should be performed even in the
absence of obvious lesions. To our knowledge, this is the first
reported case of CVID developing into MEITL.
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