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Primary immunodeficiency disease (PIDg is an inherited disorder in which
immune system is impaired. Clinical heterogeneity of PID may be associated with additional factors,
although it has monogenic defect. We supposed that the heterogeneity of PID might be linked with
aberrant intestinal microbiome. Therefore, we searched intestinal microbiome using next-generation
sequencing in patients and their family members with A20 haploinsufficiency (HA20) and XIAP
deficiency. A subset of bacteria might affect the pathogenesis of HA20. In XIAP-deficient patients
with inflammatory bowel disease, intestinal microbiome was normalized after hematopoietic cell
transplantation.
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