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on behalf of the International Lymphoma Study Group

The cytotoxic T-cell and natural killer (NK)-cell lymphomas and related disorders are importan

t but relatively rare lymphoid neoplasms that frequently are a challenge for practicing

pathologists. This selective review, based on a meeting of the International Lymphoma Study Group, briefly

development and addresses questions related to the importance of  precise cell lineage

(αβ-type T cell, γδ T cell, or NK cell), the implications of Epstein-Barr virus infection,

the significance of anatomic location including nodal disease, and the question of 

further categorization of enteropathy-associated T-cell lymphomas. 

Finally, developments subsequent to the 2008 World Health Organization Classification, 

including the recognition of indolent NK-cell and T-cell disorders of the gastrointestinal tract 

are presented.

http://journals.lww.com/ajsp/toc/2014/10000
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Gastrointestinal Biopsy Findings of Autoimmune Enteropathy: A Review of 25 Cases

Masia, Ricard MD, PhD*; Peyton, Stephen MBBS†; Lauwers, Gregory Y. MD*; Brown, Ian MBBS, FRCPA†,‡

Autoimmune enteropathy (AIE) is a rare disorder characterized by severe diarrhea and small intestinal 
mucosal atrophy resulting from immune-mediated injury. It remains a challenging diagnosis because of 
its clinicopathologic variability. To better understand its histopathologic features, we describe the 
gastrointestinal biopsy findings of 25 patients, including children and adults. The most common finding 
on small intestinal biopsy (13/25 cases, 52%) was villous blunting, expansion of the lamina propria by 
mixed but predominantly mononuclear inflammation, and neutrophilic cryptitis with or without crypt 
microabscesses. In 5 cases (20%), the duodenum exhibited changes indistinguishable from celiac 
disease, with villous blunting and intraepithelial lymphocytosis. Increased crypt apoptosis with 
minimal inflammation, resembling acute graft-versus-host disease, was observed in 4 cases (16%). The 
remaining 3 cases (12%) exhibited a mixture of 2 or more of the above patterns. Mucosal abnormalities 
outside the small intestine were present in all 24 cases with available biopsies (100%), with the stomach 
most commonly affected (19/22 cases, 86%), followed by the colon (14/22, 64%) and esophagus (5/18, 
28%). Findings in non–small intestinal sites were variable and included mixed active and chronic 
inflammation, chronic inflammation alone, intraepithelial lymphocytosis, and increased apoptosis 
resembling acute graft-versus-host disease. In summary, AIE most commonly presents as an active 
enteritis with villous blunting and expansion of the lamina propria by mixed inflammation. Mucosal 
abnormalities are frequently seen elsewhere in the gut. AIE may thus be better regarded as a pan-
gastrointestinal autoimmune disorder, and biopsies from sites other than the small intestine may greatly 
facilitate its diagnosis

http://journals.lww.com/ajsp/pages/default.aspx
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