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Abstract
BACKGROUND
Monomorphic epithelial intestinal T-cell lymphoma (MEITL) is a rare type of peripheral T-cell lymphoma. The clinical manifestations are diarrhea, abdominal pain, perforation and an abdominal mass.

CASE SUMMARY
We present a 52-year-old female patient who was diagnosed with MEITL. Further disease progression was observed after multiline chemotherapy. Eventually, the patient died of a severe infection.

CONCLUSION
MEITL is a rare intestinal primary T-cell lymphoma with aggressive behavior, a high risk of severe life-threatening complications, and a poor prognosis.
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Core Tip: This article reports a patient diagnosed with monomorphic epithelial intestinal T-cell lymphoma (MEITL). Further disease progression was observed after multiline chemotherapy. Eventually, the patient died of a severe infection. MEITL is a rare intestinal primary T-cell lymphoma with aggressive behavior, a high risk of severe life-threatening complications, and a poor prognosis.

INTRODUCTION
Monomorphic epithelial intestinal T-cell lymphoma (MEITL) is a rare type of peripheral T-cell lymphoma[1]. MEITL has a poor prognosis, and the clinical manifestations are diarrhea, abdominal pain, perforation and an abdominal mass. This article reports a patient with MEITL. To explore and analyze the clinical manifestations of MEITL, pathology and related treatment must be further characterized.

CASE PRESENTATION
Chief complaints
A 52-year-old female patient was admitted to our hospital on October 5, 2022, due to recurrent diarrhea for 1 year.

History of present illness
The patient developed diarrhea with no apparent cause, weight loss, fever, night sweats, and abdominal pain more than 1 year ago. Colonoscopy revealed a large ulcer in the blind. The pathological results showed MEITL (Figure 1). Immunohistochemistry showed the following: CD3+, CD5-, CD4-, CD8+, CD56+, TIA+, BcL-2+, Ki-67+ (approximately 40%), CD20-, PAX5-, CD10-, Bcl-6-, CD21-, CD23-, CyclinD1-, PD-1-, CD79α-, CD30-, C-Myc-, and EBER-. Pathological gene detection of JAK3 deletion mutations revealed a mutation frequency of 24.6%.

History of past illness
The patient’s past medical history included diabetes and cervical spondylosis.

Personal and family history
No personal or family history was available.

Physical examination
Physical examination showed no palpable lymph nodes, organomegaly, or cutaneous lesions.

Laboratory examinations
The peripheral blood and biochemical parameters (liver and renal function and serum lactate dehydrogenase level) were within normal limits. Bone marrow (BM) smear and biopsy did not show evidence of involvement by lymphoma cells.

Imaging examinations
Positron emission tomography/computed tomography (PET/CT) showed that the ileocecal intestinal wall was slightly thickened, the thickest part was approximately 2.6 cm, and the uptake was increased, with a maximum standardized uptake value (SUV) value of 6.3. Several enlarged lymph nodes could be seen around, the short diameter of the large one was approximately 1.5 cm, the uptake was increased, and the maximum SUV was 6.1. Rectal and colorectal wall uptake was increased, and the maximum SUV was approximately 7.0 (Figures 2A and B).

FINAL DIAGNOSIS
Based on the above findings, the final diagnosis was MEITL, stage IVB.

TREATMENT
On October 21, 2022, the patient was treated with laparoscopic right hemicolectomy. Then, three cycles of cyclophosphamide, doxorubicin, vincristine and prednisone (CHOP) were given. PET/CT re-examination indicated complete remission of the disease. On April 07, 2023, autologous stem cells were successfully collected. On May 15, 2023, the patient’s diarrhea symptoms worsened. A review PET/CT showed several enlarged abdominal lymph nodes with increased fluorodeoxyglucose metabolism. The local peritoneum was thickened in the right paracolic sulci and had increased fluorodeoxyglucose metabolism (Figures 2C and D). On May 23, 2023, two cycles of cyclophosphamide, doxorubicin, vincristine, prednisone and etoposide (CHOPE) combined with cedarbenamine were given. On July 31, 2023, the patient was admitted with fever. Routine analysis of blood results showed the following: white blood cell count 0.4 × 109/L, hemoglobin 89 g/L, and blood platelet count 14 × 109/L. A review abdominal CT with enhancement showed the following: Extensive thickening of the colon wall, partial edema, abdominal cavity, retroperitoneal multiple enlargement of lymph nodes, and ascites and was compared with the previous lesion. BM morphology and pathology showed that the lymphoma involved the BM.

OUTCOME AND FOLLOW-UP
On July 31, 2023, the patient was admitted with fever. Routine analysis of blood results showed the following: White blood cell count 0.4 × 109/L, hemoglobin 89 g/L, and blood platelet count 14 × 109/L. A review abdominal CT with enhancement showed the following: Extensive thickening of the colon wall, partial edema, abdominal cavity, retroperitoneal multiple enlargement of lymph nodes, and ascites and was compared with the previous lesion. BM morphology and pathology showed that the lymphoma involved the BM. The patient subsequently died of a severe infection.

DISCUSSION
The gastrointestinal tract is the most common site of extranodal primary lymphoma, with the stomach being the most common, followed by the intestine. In terms of pathological types, the histological types are almost all non-Hodgkin lymphoma (NHL), while primary intestinal NHL is mostly B-cell lymphoma, and T-cell lymphoma is rare. Enteropathy-associated cell lymphoma is a T-lymphocyte tumor derived from the mucosal epithelium of the gastrointestinal tract. In the 2008 edition, these tumors were divided into two types: The enteropathy-associated T cell lymphoma (EATL) type I classic type, accounting for 80%-90%; and the EATL II type, accounting for 10%-20%[1]. In 2016, the new World Health Organization (WHO) classification was renamed EATL II MEITL[2].
MEITL is more common among Asians and Hispanics, especially in countries such as Korea, Japan and Singapore, but it rarely occurs in China. Cases are sporadic, and the patients usually have no history of celiac disease. MEITLs are more common in middle-aged and elderly patients and males, affecting a median age of 50 years. The lesions are mostly seen in the small intestine, mainly involving the jejunum and ileum[3], and occasionally outside the small intestine. Patients often have mesenteric lymph node enlargement or involvement of other organs, such as the stomach, liver, spleen BM, lung, and skin[4-8]. MEITL has no characteristic clinical manifestations, including abdominal pain, abdominal distension, diarrhea, melena, constipation, anorexia, weight loss and other manifestations. In this case, the lesion was located in the ileocecal part, the onset was occult, and the clinical symptoms were repeated abdominal distension, diarrhea, and weight loss.
MEITL must be differentiated from a variety of intestinal diseases and tumors: (1) Crohn’s disease: The characteristic microscopic changes are full-thickness inflammation, noncaseating granulomas of the intestinal wall, and proliferation of mature small lymphocytes without atypia of lymphocytes; (2) EATL: It mainly occurs in European and American countries, and patients have a history of allergies or enteropathy, such as celiac disease. The tumor cells are medium to large pleomorphic tumor cells, which are different from small to medium large and consistent cells. CD8 and CD56 are often negative, which is opposite to MEITL; (3) Indolent T-cell lymphoproliferative diseases of the gastrointestinal tract (2016 WHO)/indolent T-lymphocystoma of the gastroentertract (2022 WHO)[9]: It is similar to MEITL regarding its histological features, but its clinical course is indolent, with low invasiveness and a low cell proliferation index; (4) Extranodal NK/T cell lymphoma (nasal type): Tumor cells are pleomorphic, invading blood vessels and are commonly necrotic. Unlike MEITL, it usually lacks TCR gene rearrangements and is EBER positive by in situ hybridization; (5) Intestinal peripheral T-cell lymphoma (nonspecific type): The tumor cells are heterogeneous, with large atypia, often with an inflammatory background. The tumor cells are positive for CD5, negative for CD8, and rarely positive for CD56 and TIA-1; and (6) Intestinal B-cell lymphoma: Tumor cell B-cell markers such as CD20, CD79α and PAX-5 are positive. For some MEITLs with abnormal CD20 expression, multiple B-cell markers combined with T-cell markers can be used for differential diagnosis.
The current treatment methods for MEITL mainly include surgical resection, chemotherapy, and autologous hematopoietic stem cell transplantation. The first-line chemotherapy regimens based on anthracycline include CHOP, CHOPE, EPOCH, etc., but the efficacy of MEITL is not ideal.
It has been reported that patients with younger age, early Lugano stage, complete response to chemotherapy, and autologous stem cell transplantation have a relatively better prognosis[10]. It has also been reported that the combination therapy of cedarbenzamide has certain efficacy in patients with MEITL[11]. In addition, it has been shown that patients receiving autologous stem cell transplantation have significantly improved survival[10,12]. In this case, the disease was relieved after three courses of CHOP chemotherapy, and autologous stem cells were collected successfully. When the patient was preparing to return to the hospital for autologous stem cell transplantation, PET/CT examination indicated disease recurrence, and two courses of CHOPE combined with chidamide chemotherapy were performed. However, the effect was poor; the disease continued to progress, with the patient developing multiple masses in the abdominal cavity and intestine and BM invasion; and the patient finally died of multiple organ failure caused by a severe infection. The survival time of this patient was approximately 1 year, which was consistent with relevant reports at home and abroad[10]. However, the number of cases in this study is insufficient, and further research is needed to collect further data. There were no patients who received autologous hematopoietic stem cell transplantation in this study.

CONCLUSION
In conclusion, MEITL is a rare intestinal primary T-cell lymphoma with aggressive behavior, a high risk of severe life-threatening complications, and a poor prognosis. The diagnosis of MEITL should be based on clinical manifestations, pathological features, immunohistochemistry and genetic testing results. Early diagnosis, timely surgical intervention, chemotherapy and autologous stem cell transplantation can help to prevent complications and improve prognosis.
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Figure Legends
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Figure 1 The pathological results showed monomorphic epithelial intestinal T-cell lymphoma.
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[bookmark: OLE_LINK1][bookmark: _Hlk155466713]Figure 2 Positron emission tomography/computed tomography imaging. A and B: Positron emission tomography/computed tomography showed that the ileocecal intestinal wall was slightly thickened, the thickest part was approximately 2.6 cm, and the uptake was increased. Several enlarged lymph nodes could be seen around, the short diameter of the large one was approximately 1.5 cm, the uptake was increased; C and D: Positron emission tomography/computed tomography showed several enlarged abdominal lymph nodes with increased fluorodeoxyglucose metabolism. The local peritoneum was thickened in the right paracolic sulci and had increased fluorodeoxyglucose metabolism.
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