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Xeroderma Pigmentosum

——A Report of Three Cases from Two Families
Zhang Hancheng

(Department of Ophthalmology, First Teaching Hospital,
Third Military Medical College)

Xeroderma pigmentosum is a rare inheritable skin disease with autosomal re-
cessive trait often resulted from close relative marriage. The primary defect seems
to be a deficiency of endonuclease, the lack of which interferes the normal repair-
ment and cleavage of the damaged DNA of the fibroblasts caused by ultraviolet
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racteristics and diagnostic criteria and assessable prognosis and to accumulate
the clinical material for research purposes.

Thirty-seven patients out of the 50 have been followed up for years, the longest
up to 19 years. 14 patients(37,8% )developed local recurrences. The five and ten
year survival rates are 62,2% and 37,8% respectively.

The differential diagnosis, histochemistry, histogenesis, and prognosis of ACC
were discussed with a brief review of the literature concerned. Qur data supports
the assumption that ACC originates from the intercalated duct cells rather than

from fully differentiated serous cells.
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irradiation.

Three cases of xeroderma pigmentosum from two families were presented. One
of the patients was a 17-year-old peasant girl, the fourth daughter of a couple
who were first cousins before marriage. A squamous cell carcinoma was found in
her right medial canthus when she was 15. The tumor disappeared after x-ray
treatment but recurred one year after. The cancerous ulcer was 4 cm in diameter
and involved the inmternal half of the right cornea on admission. In addition
multiple brownish spots were seen scattering all over her face, eyelids, back of
the neck, and two upper extremities. The other two patients were a two-year-old
girl and a three-year-old boy, the parents of whom were also first cousins before
marriage.

The clinical manifestations, prevention, and treatment of this malady were

reviewed and discussed,



