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Study on immunotherapy of the intractable EB virus infectious disease using the huma
nized animal model

Tauchi, Hisamichi
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Among the Japanese children with Chediak-Higashi syndrome who have or dont have he
mophagocytic lymphohistiocytosis (HLH) registered at our laboratory. We analyzed the cytotoxicity and degr
anulation activity of CTLs. In Chediak-Higashi syndrome who have hemophagocytic lymphohistiocytosis In H
LH positive patient with CTL-mediated cytotoxicity was low or deficient, and degranulation activity was a
Iso low .

Chediak-Higashi syndrome who have hemophagocytic lymphohistiocytosis can be diagnosed and classified on th

e basis of CTL-mediated cytotoxicity, degranulation activity, and genetic analysis. Based on the data obta
ined from functional analysis of CTLs.
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<Pt No 1>

Age/Gender
22-yr—-old/Female

Recurring infection
None

HLH development
Yes

Neurological dysfunction
Hypopituitarism, diabetes insipidus

LYST gene mutation
7982C>G (nonsense)
8281A>T (nonsense)

<Pt No 2>

Age/Gender
23-yr-old/Male

Recurring infection
Otitis media
Subcutaneous

HLH development
No

Neurological dysfunction
Parkinson’ s disease

LYST gene mutation
No mutation detected
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