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Nevoid Basal Cell Carcinoma Syndrome: A Case Report of a
Rare Hereditary Disorder

Supaporn Viriyajirakul*

Abstract

Nevoid basal cell carcinoma syndrome, or Gorlin-Goltz syndrome is a rare autosomal dominant
inherited disorder. This syndrome is characterized by multisystem disease such as multiple jaw
cysts, basal cell carcinoma and abnormal bones in some area. Early diagnosis and treatment are
important in decreasing severe progression of this syndrome. This case report reviews knowledge
of this syndrome, which consists of complete diagnosis, physical examination, comprehensive treatment
and family medical history taking. All the information is required for proper management of the

patients.

Keywords: Nevoid basal cell carcinoma syndrome, Odontogenic keratocyst, Basal cell carcinoma

*Dental Department, taksin hospital 373 Somdet Chao Phraya Road, Khlong San,Khlong San, Bangkok 10600, Thailand.
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Fig 1. Preoperative extraoral photographs, frontal and bird’s eye view showed frontal bossing

and facial asymmetry the left side is bigger than the right side
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Fig 2. Preoperative intraoral photographs, upper and lower arch
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Fig 3. Orthopanoramic film showed radiolucency with well defined margin at the left posterior
mandible and the left posterior maxilla. The left lower third molar was displaced inferiorly and

the left upper third molar was displaced superiorly.
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Fig 4. Chest x-ray film showed bifid rib at 3" and 4t anterior rib.
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Fig 5. PA film showed calcification at falx cerebri.
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Fig 6. Panoramic radiograph after marsupilization showed decreased lesion at left mandible.

(as the arrow indicates )
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Fig 7. Histopathologic features demonstrate that the cyst is lined by six to eight-cell thick,
parakeratinized stratified squamous epithelium without prominent rete ridges.

The basal epithelial cells exhibit a palisading arrangement and hyperchromatic nuclei.
The surface cystic epithelial cells are parakeratinized and corrugated. The cystic epithelium
demonstrates a flat interface and a loose attachment with the underlying connective tissue.

In addition, desquamated keratin is found in the cystic lumen. (H&E, 40x)
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Fig 8. 2 year postoperative extraoral photographs, frontal and bird’s eye view,

showed decreased swelling at the left side of the face.
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Table 1. The comparison between syndromic multiple odontogenic keratocyst and non-syndromic

multiple odontogenic keratocyst.
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