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Neutrophils play a crucial role in the initial defense against pathogens
such as bacteria and fungi as immune cells. Therefore, neutropenia increases the risk of severe
infections. This study aimed to elucidate the mechanisms of neutropenia caused by extremely rare
gene mutations whose association with disease onset remains unclear, despite their identification.
First, we successfully induced abnormal hematopoietic progenitor cells that closely resemble those
in the disease from disease-specific I1PS cells. Using these artificially created disease-specific
cells for gene expression analysis, we revealed for the first time that one mechanism of neutropenia

involves the suppression of various differentiation-related genes during the differentiation
process.
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