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_including lipomatous nodules and papillomatous lesions, and laryngeal and
esophageal papillomas have also been described in the literature®. Our three
cases (lI-5, IlI-2, IV-3) had papillomas in the perianal area and on the back of
the tongue. Atrophic hyperpigmented and hypopigmented lesions were also seen
in their axillary areas. The skin biopsy specimens were obtained from the
papillomatous lesions of the three affected cases (II-5, IlI-2, 1V-3). The lesions
showed acanthosis and papillomatous hyperplasia of the epidermis. Nail
dystrophy and thinning of the hair were also noted in the three affected females.
The mother (ll}-2) and her child (1V-3) had tooth anomalies.

Other abnormalities were skeletal anomalies including spinal anomalies such as
kyphosis, scoliosis, spina bifida, anomalies of vertebrae, and rudimentary tail.
Anomalies of hands and feet included hypoplasia or absence of digits,
polydactyly, syndactyly, camptodactyly and clinodactyly. Radius and clavicle
deformities and generalized osteoporosis were also found. The most constant
radiographic sign in FDH is osteopathia striata involving longitudinal striation of
long bones®. Index case's (IV-3) x-ray examination disclosed dorsal scoliosis
and characteristic linear striations and also cortical thinning and longidutinal
striation of the long bones. '

Ocular abnormalities frequently found in patients with FDH include
microphthalmos, anophthalmia and colobomas. Our index case (IV-3) had ptosis,
blue sclera and heterochromia, but the other cases (lI-5, il-2) had no ocular
abnormalities. ' ‘

According to the mapping studies of FDH, gene locaiton is in the region Xp22-
31'°, Naritomi et al.’® reported two girls with terminal deletion of Xp. These
patients had Aicardi's and Goltz syndrome. The two genes for Goltz and Aicardi's
syndromes might be contiguous genes. Zuffardi et al.’' demonstrated a girl
having several signs of Goltz syndrome with deletion of the chromosome 8g32-
gter. They concluded that in at leas some of the cases of FDH the inheritance
was autosomal, although X-linked dominant inheritance cannot be ruled out in
others. According to us, these results may represent a genetic heterogeneity
of FDH.

in this report, the index case, her mother and her grandmother had clinical and
histopathological findings compatible with Goltz syndrome. The pedigree data
in this family were as follows: three affected females in three generations, with
some of them having one or more abortions. Abortion material, which was not
analy:éed, may have been male fetuses. Thus, we suspect inheritance of this
syndrome is most probably an X-linked dominant trait with lethality in males.
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