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Normal and Pathological Development of Human B Cells in Humanized
Mice Transplanted with Normal and XLA patients.
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X-linked agammaglobulinemia (XLA) is a primary B cell deficiency and
hypogammaglobulinemia due to the absence of the B7TK gene. In this study, we generated
human XLA mouse model using NOD/SCID/IL2ry ! mouse. The recipients engrafted with
XLA patient human stem cells (HSCs) demonstrated significant pathology in human B cell
development in vivo, including severe B cell maturation arrest and impaired
immunoglobulin production, in contrast with the mice22790986seika engrafted with
normal human HSCs. These in vivo models of human hematopoiesis enable direct in vivo
investigation of normal and pathological human B cell ontogeny and facilitate the
development of therapeutic strategies.
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