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— ABSTRACT -

RADIOLOGIC STUDY OF BASAL CELL NEVUS SYNDROME

Tae Won Park, D.D.S.

Dept. of Oral Radiology, College of Dentistry, Seoul National University

Several cases of jaw cyst-basal cell nevus-bifid rib syndrome are presented. This syndrome
consists principally of multiple jaw cysts, basal cell nevi, and bifid ribs but no one component
is present in all patients.

The purpose of this paper is to review the multiple characteristics of this syndrome and

present three cases in a family and additional 4 cases.

The many malformations associated with the syndrome have variable expressivity. In the
cases, multiple jaw cysts, palmar and plantar pittings, bridging of sella, temporoparietal bossing,

hypertelorism, cleft palate, and dystopia canthorum have been observed.
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i 1. Signsand symptoms found in reported cases.

Signs and symptoms < 2
1 3-1 3-2 3-3 4 5
epidermal cyst + - - - - +
palmar & plantar pitting + + + + -
multiple jaw cysts + + + + +
cleft lip & palate + - - + - -
frontal & temporoparietal bossing + + + + - +
rib anomalies + + + + - -
bridging or hypoplastic sella + + + + +
hypertelorism - + - + -
dystopia canthorum - - + - - -
decreased visual activity or - ~ + - +
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3 2. Five major groups of abnormalities.

cutaneous anomalies
basal cell carcinoma

dermal cyst and tumor

palmar and plantar pitting and keratosis

dermal carcinosis

dental and osseous anomalies
multiple odontogenic keratocysts
mandibular prognathism

rib anomalies (often bifid)
vertebral anomalies

brachymetacarpalism

ophthalmologic abnormalities
hypertelorism

broad nasal root

congenital blindness

dystopia canthorum

internal strabismus

neurclogic anomalies

mental retardation

dural calcification

agenesis of corpus callosum
congenital hydrocephalus
medulloblastoma (greater frequency)

sexual anomalies
hypogonadism

ovarian tumor
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