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—Abstract

of additional diseases related with this syndrome.

Nevoid basal cell carcinoma syndrome(NBCCS) is a autosomal dominant disorder, and its major manifestations
are multiple basal cell carcinoma, keratocystic odontogenic tumor, rib anomalies, palmer and plantar pits,
calcification of the falx cerebri. Keratocystic odontogenic tumor(KCOT) is defined as intraosseous tumor of
odontogenic origin with a characteristic lining of parakeratinized stratified squamous epithelium and potential
aggressive behavior. We report a case of a 3-year-old patient with nevoid basal cell carcinoma syndrome who
initially presented with unilocular keratocystic odontogenic tumor in maxillary canine region. Keratocystic
odontogenic tumor was treated by enucleation, and periodic follow-up check will be required for early diagnosis
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Fig. 1. Extraoral photograph
showing frontal bossing and

hypertelorism. primary canine.

Fig. 4. Initial periapical view.

Fig. 2. Initial intraoral photograph showing a

Fig. 5. Initial CT view showing cortical bone

Fig. 3. Initial panoramic view showing well defined radiolucent

swelling on the labial vestibule of maxillary left  lesion between roots of maxillary left primary lateral incisor and

canine.

Fig. 6. Histologic finding (x400).

destruction on the labial side, between maxil-

lary left primary lateral incisor and canine.
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Fig. 8. Panorama view at 12-month follow-up showing a radiolucent

lesion on left maxilla becoming radiopaque.

Fig. 9. Periapical view at 12-month

follow-up.

Fig. 7. Chest PA radiograph showing

right fourth bifid rib.
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Fig. 10. Intraoral photograph at 12-month follow-up.
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Table 1. Diagnotic criteria in NBCCS
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Major criteria Multiple(>2) BCCs or 1 younger than 20 years

Odontogenic keratocysts of the jaws proven by histopathology

Three or more palmer or plantar pits
Bilamellar calcification of the falx cerebri
Bifid, fused or markedly splayed ribs
First-degree relatives with NBCCs

Minor criteria Macrocephaly after adjustment for height

Congenital malformation: cleft lip or palate, frontal bossing. "coarse face", moderate or severe hypertelorism

Other skeletal abnormalities: Sprengel defomity, marked pectus deformity, marked syndactyly of the digits

Radiological abnomalities: bridging of sella turcica, vertebral anomalies, such as hemivertebrae, fusion or elongation of the

vertebral bodies, modeling defecta of the hands and feet, or flame-shaped lucencies of the hands or feet

Ovarian fibroma
Medulloblastoma

Kimonis et al. : Am J Med Genet, 69:299-308, 1997.
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