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Sporadic Cutaneous Keratocyst without Nevoid Basal Cell Carcinoma
Syndrome - Report of 1 Case -

Hye Won Lee - Ji Young Park - Sun Hee Kang' - Misun Choe

Departments of Pathology and 'Surgery, Keimyung University School of Medicine, Daegu, Korea

A cutaneous keratocyst is very rare and is ordinarily associated with nevoid basal cell carcinoma
syndrome (NBCCS), also known as Gorlin syndrome. NBCCS is a rare autosomal-dominant dis-
order that results from the mutation in the patched homologue 1 (PTCH1) gene located on chro-
mosome 9g22.3, with high penetrance and variable expressivity. NBCCS demonstrates multisys-
tem manifestations such as multiple basal cell carcinomas in early age, jaw cysts and pits of the
hands and feet. Cutaneous keratocysts are characteristically lined by festooned keratinized squa-
mous epithelium with parakeratosis. The cystic wall contains neither granular cell layer nor skin
appendages. To the best of our knowledge, only two cases of cutaneous keratocysts not associ-
ated with NBCCS have been reported to date. We report one another case of a histologically con-
firmed cutaneous keratocyst in a 50-year-old female without a family history and clinical features
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Fig. 2. The thin-walled cyst has corrugated configurations (A). The cyst is lined with five to six layers of squamous epithelium and is keratin-
ized with parakeratosis. A granular layer is not observed (B).

Table 1. Summary of the distinction between dermal cystic lesions

Lesion Location Content Histologic finding

Cutaneous keratocyst Extremites Brown grumous fluid Wavy or festooned keratinized squamous epithelium with normal maturation
No granular cell layer and skin appendages

Steatocystoma Trunk, neck, axila  Oily material containing Corrugated keratinized squamous epithelium with pilosebaceous elements

and scalp sebum

Epidermal cyst Head and neck Cheesy material Keratinized squamous epithelium filled with keratin flakes
Keratohyalin granules formation

Trichilemmal cyst Mainly scalp Cheesy, foul-smelling thick  Stratified squamous epithelium showing outer basaloid cells and inner charac-

material teristic pale cells (trichilemmal keratinization) without granular cell layer
Keratocystic odonto-  Jaw Caseous material Stratified squamous epithelium with palisaded basal cell layer and corrugated

genic tumor parakeratin
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