E

Chediak-Higashi fE{&EE

—Protein kinase C ;&N EEE T ICL D REAE—

Chediak-Higashi syndrome

—The immunodeficiency caused by the abnormal decline in protein kinase C activity—

Fuminori Tanabe
(19984E10 H 30 H = A+)

ABSTRACT

The Chediak-Higashi syndrome (CHS) is an autosomal recessive disorder characterized by partial
oculocutaneous albinism, severe pyogenic infections and the presence of abnormally large granules in
many cells. It was recently reported that human CHS and beige mice have homologous disorder asso-
ciated with Lyst mutation. Lyst protein is considered to be important for cellular signal transduction,
however, the precise function has not been clarified. My previous studies revealed that the abnormal
decline in protein kinase C (PKC) activity in neutrophils and natural killer (NK) cells from beige mice
was responsible for the impaired cellular functions. It is therefore considered that the study on the re-
lationship between Lyst gene and the dysregulation of PKC is of great importance for elucidation of
the pathogenesis of CHS and its effective treatment.
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