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— Abstract

CASE REPORT OF MULTIPLE ODONTOGENIC KERATOCYSTS WITH
BASAL CELL NEVUS SYNDROME

Ji-Hyun Park, Kyu-Ho Yoon, Kwan-Soo Park, Jeong-Kwon Cheong, Jae-Myung Shin, Mun-Kyung Choi
Department of Oral and Maxillofacial Surgery, College of Medicine, Inje University Sanggye Paik Hospital

Basal cell nevus syndrome, also known as Gorlin-Goltz syndrome, is a hereditary condition trans-
mitted as an autosomal dominant trait that exhibits high penetrance and variable expressivity.

It is an ecto-mesodermal polydysplasia with numerous manifestations that affect multiple organs.
Odontogenic keratocysts, palmar and plantar pits, and hypertelorism are the most frequently
observed anomalies. Currently there are new lines of investigation based on biomolecular studies,
which aim at identifying the molecules responsible for these cysts and thus early allowing an early
diagnosis of these patients.

We report two cases of multiple odontogenic keratocysts associated with basal cell nevus syndrome.
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Fig. 1. Preoperative photography.
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Fig. 2. Skull Waters™ view.

Fig. 3. Preoperative orthopantpmography.
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Fig. 4. CT view.
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Fig. 6. Postoperative orthopantomography of 1st case(11 months later).
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Fig. 7. Preoperative orthopantomography.
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Fig. 8. Chest X

Fig. 9. Postoperative orthopantomography of 2nd case(11months later).
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More than 2 BCCs or one under the age of 20 years
Odontogenic keratocysts of the jaw proven by histology
Three or more palmar or plantar pits
Bilamellar calcification of the falx cerebri
Bifid, fused or markedly splayed ribs

First degree relative with NBCC syndrome

Macrocephaly determined after adjustment for height

Congenital malformations: cleft lip or palate, frontal bossing, hypertelorism
Other skeletal abnormalities: Sprengel deformity, syndactyly of the digits
Radiological abnormalities: Bridging of the sella turcica, vertebral anomalies

Ovarian fibroma, Medulloblastoma
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