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Dear Editor,

Extranodal natural killer/T-cell lymphoma (ENKTL) involv-
ing the intestinal tract is a rare disease. A total of 191 cas-
es of ENKTL involving the gastrointestinal (GI) tract have 
been reported in the world literature, with a maximum 
age of onset of 79 years. Among them, 5 cases were in-
volved in the sigmoid colon. Here, we reported the case of 
an 82-year-old ENKTL patient with sigmoid colon and il-
eocecal junction involvement, who had achieved a partial 
response after treatment with chidamide and prednisone.

The patient was an 82-year-old man with a history of 
cerebral infarction. In August 2019, he was admitted due 
to intermittent lower abdominal pain and diarrhea for 3 
years. Three years ago, he developed lower abdominal 
pain without fever or gastrointestinal bleeding. Lower 
gastrointestinal endoscopy revealed ileocecal ulcer (Fig-
ure 1a) and colitis. Ileocecal biopsy suggested chronic in-
flammation with massive plasma cells infiltration (Figure 
1b). Descending colon biopsy indicated chronic inflam-
mation with ulceration and a small number of large cells in 
the granulation tissue that were suspected to be infected 
by the virus. Cerebral computed tomography (CT) scan 
showed no abnormality. He was diagnosed with colitis 
and showed limited improvement with Etiasa treatment. 
In 2018, the patient was again admitted to local hospital 
with abdominal pain. Repeat colonoscopy revealed ileo-
cecal ulcer and the biopsy showed chronic inflammatory 
changes in mucosal tissue with mildly active lesions. One 
month before presentation, his abdominal pain worsened 
with diarrhea. The stool was accompanied by white gelat-
inous substances with occasional black stool. During this 
period, abdominal pain and diarrhea could be relieved by 

intermittent medication with etiasa, but the patient suf-
fered from B symptoms, including itching of the skin and 
pain in the lower limbs. He lost 3 kg in 1 month. 

On examination, the patient was found to have perium-
bilical and lower abdominal tenderness, without any other 
positive physical signs. Laboratory values were as follows: 
erythrocyte sedimentation rate: 50 mm/h, C-reactive 
protein: 115.6 mg/L, Autoimmunity antibody, tumor 
marker, HIV tests, and acid-fast staining of sputum were 
negative. Chest CT scan showed no abnormality. Vascular 
ultrasonography suggested arteriosclerosis of the lower 
extremities. CT virtual endoscopy showed abnormal 
thickening of the colon wall, especially the sigmoid colon 
wall and swelling of the mesangial vessels (Figure 2). In-
flammatory lesions, such as ischemic bowel disease and 
infectious enteritis, should be considered. Colonoscopy 
revealed multiple ulcerative ulcerations in the large intes-
tine (Figure 1c), indicating the diagnosis of lymphoma or 
intestinal tuberculosis. Ileocecal valve biopsy suggested 
ulceration with inflammatory granulation tissue hyper-
plasia. Sigmoid colon biopsy indicated ischemic enteri-
tis with ulceration and lymphoid tissue hyperplasia with 
necrosis (Figure 1d). On immunohistochemical staining, 
these cells were found to be positive for CD3, CD56, and 
Epstein-Barr virus (EBV)-encoded small RNA (EBER), but 
negative for CD20. Ki-67 staining revealed a proliferative 
index of 70%. Based on neoplastic morphology and the 
immunohistochemical examination, pathological diagno-
sis was ENKTL (nasal type) with sigmoid colon and ile-
ocecal junction involvement. Given the patient’s age, no 
surgery was performed. The patient was treated with a 
chemotherapy regimen of chidamide and prednisone. At 
3 months follow-up, he maintained a partial remission.
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Extranodal natural killer/T-cell lymphoma (ENKTL) is 
defined as a distinctive clinicopathological disease with 
aggressive clinical manifestations, which is strongly as-
sociated with EBV infection (1). Tumor cell cytoplasm, 
marked with CD3, CD56, and EBER, meanwhile express 
T-cell-restricted intracellular antigen in pathology (2). It is 
more prevalent in East Asia and Latin America, but recent 
large retrospective studies conducted in Western coun-
tries have proven that the clinical features of ENKL are 
similar around the world (3). ENKTL is known as a local-
ized disease involving the nasal cavity and other midline 
facial structures, but it also occurs in skin/ soft tissues 
and gastrointestinal tract. Some studies have shown that 
more advanced stages and worse treatment outcomes 
were associated with extranasal areas rather than nasal 
areas (1). Without treatment, the development of ENK-
TL is usually rapidly fatal, with a median survival time of 
only 7.8 months (4). Primary intestinal ENKTL is rare, ac-
counting for 3.1% of all intestinal non-Hodgkin lympho-
ma cases (5). As a result, data on ENKTL involving GI tract 
is relatively scarce. Studies have shown that patients with 
GI tract involvement give priority to small intestine, fol-
lowed by ileocecal junction, and common manifestations 
include abdominal pain, GI tract bleeding, bowel perfora-
tion, or B symptoms.

ENKTL involving the GI tract should be considered as a 
differential diagnosis of intestinal ulcers. The patient was 
misdiagnosed early with colitis and ileocecal ulcer be-
cause of no evidence of ENKTL. Based on our case and 
literature review, the reasons for difficulty in diagnosis 
include: (1) early clinical manifestations are atypical, (2) 
lack of attention to recurrent colonic and ileocecal ulcers, 
(3) immunohistochemistry was not performed as early 
as possible. Therefore, attention should be paid to endo-
scopic ulcerative changes in the elderly. Early pathologi-

cal examination is useful for the diagnosis and prognosis 
of patients.
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