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A first Japanese case of skin fragility syndrome (SFS) was reported. The patient was
a 42-year-old Japanese man, Three months after the birth, there appeared hair loss, nail
thickness and palmoplantar hyperkeratosis. Erosions were easily induced by slight injury
to the skin. At the time of first visit to our clinic, he showed total alopecia, loss of teeth,
nail thickness, hyperkeratosis and blister formation on the palms and soles.
Histopathological examination of the erosion induced by mild pressure of a grip of scalpel
showed acantholytic blister formation in the epidermis. Electron microscopy showed
extremely reduced number of desmosome but hemidesmosome appeared intact.
Immnufluorescent examination revealed that a reaction to plakophilin was extremely
reduced, on the other hand, other examined desmosomal antigens were clearly positive.

SF'S have been considered a variant of ectodermal dysplasia because of the resemblance of



its’ chinical futures which are stable from the early infant period. Qur case suggests that
several symptoms of SFS appear even in the adult age not at the newborn age. SFS may
include wide ranges of heterogeneous disease groups. We postulate that SFS should be

categorized a variant of acantholytic or simplex type of epidermolysis bullosa.
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