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Introduction: PID-related GI manifestations are very common. They can be divided into 4 groups: infection,
inflammation, autoimmunity and malignancy. We will describe GI disorders associated with the most common
forms of PID.

Gastrointestinal manifestations of PID:

= Severe combined immunodeficiency: this heterogeneous group is present in the first year of life with severe
infections and failure to thrive. Early recognition is crucial to patients because bone marrow transplantation
is necessary for survival. Candidiasis (oral, esophageal and perianal) is common and often affect oral intake.
Children develop severe infectious diarrhea and malabsorption early in life.

= MHC class II deficiency: this combined immunodeficiency is common in Maghreb. GI manifestations are
dominated by chronic diarrhea with failure to thrive followed by oral candidiasis.

= Common variable immunodeficiency: this common PID is presept in older children and is characterized by
recurrent infections, autoimmune disease, granulomatous infiltrative disease and increased risk of malignancy
(stomach carcinoma). These manifestations mimic diseases seen in the absence of immunodeficiency (pernicious
anemia, sprue-like disease, Crohn disease ...).

= Chronic granulomatous disease: GI involvement occurs in about 50% of patients. They can present with
granulomatous lesions throughout the GI tract from the oral cavity to the colon especially granulomatous colitis
mimicking Crohn disease.

Immunodeficiency polyendocrinopathy enteropathy X-linked syndrome (IPEX): This disease presents early
in life with intractable diarrhea, failure to thrive, diabetes mellitus and other autoimmune disorders. The most
common feature is severe enteropathy with intractable watery or bloody diarrhea occurring before 3 months of
age. Hematopoietic stem cell transplantation is curative.

Conclusion: GI manifestation may be the first presentation of an underlying PID, so it is imperative to consider
immunodeficiency in any patient with unconventional presentation.
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