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Abstract

David was born in 1971 with X linked severe combined immunodeficiency disease. He lived in the
plastic bubble till the age of 12 years in order to protect him from opportunistic infection. He received
a bone marrow transplantation from his HLA haplotype matched elder sister and died from a complica-
tion following transplantation after 4 months. David’s immunodeficiency disease is caused by a muta-
tion of gamma c chain gene located in the long arm of X chromosome. Gamma c chain is the common
component of receptors among IL-2, IL-4, IL-7, IL-9, IL-15 and IL-21 and deficiency of these cytokine
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signals leads to combined severe immunodeficiency of the lymphoid system. Correction of the immuno-

deficiency was successfully achieved by ex-vivo gene therapy, however, several adverse events caused

by insertional oncogenesis were reported. In addition to X linked severe combined immunodeficiency,

the cause of X linked agammaglobulinemia induced by Bkt gene mutation was discussed.

(Jpn J Clin Ecol 25 : 55—60, 2016)
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