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A 37-year-old woman consulted for a slow-growing mass of one-year duration on the 
left side of the mandible with associated tooth mobility. Clinical examination showed buccal 
expansion along the left hemi-mandible from the mid-body to the molar-ramus region with 
associated mobility and displacement of the pre-molar and molar teeth. Radiographs showed a 
well-defined unilocular radiolucency with root resorption of the overlying teeth. Decompression 
and unroofing of the cystic lesion was performed.

Received in the surgical pathology laboratory were several gray-white rubbery to focally 
gritty tissue fragments with an aggregate diameter of 1 cm. Histopathologic examination shows 
a fibrocollagenous cyst wall lined by a fairly thin and flat stratified squamous epithelium without 
rete ridges. (Figure 1) The epithelium is parakeratinized with a wavy, corrugated surface while the 
basal layer is cuboidal and quite distinct with hyperchromatic nuclei. (Figure 2) Based on these 
features, we signed the case out as odontogenic keratocyst (OKC). 
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Figure 1. This section shows a fibrocollagenous cyst wall lined by a fairly thin and flat stratified squamous 
epithelium without rete ridges (arrows). (Hematoxylin-Eosin, 100X Magnification).

(Hematoxylin – Eosin ,  100X)
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Figure 2. The epithelium is parakeratinized with a wavy, corrugated surface (asterisks) while the basal 
layer is cuboidal with hyperchromatic nuclei (arrows). (Hematoxylin-Eosin, 400X magnification).

Odontogenic keratocysts are the third most common cysts of 
the gnathic bones, comprising up to 11% of all odontogenic cysts, 
and most frequently occurring in the second to third decades of 
life.1,2  The vast majority of cases occur in the mandible  particularly 
in the posterior segments of the body and the ramus. They typically 
present as fairly large unilocular radiolucencies with displacement of 
adjacent or overlying teeth.1  If associated with an impacted tooth the 
radiograph may mimic that of a dentigerous cyst.2

Microscopically, the parakeratinized epithelium without rete ridges, 
and with a corrugated luminal surface and a prominent cuboidal basal 
layer are distinctive features that enable recognition and diagnosis.1,2,3 
Occasionally, smaller “satellite” or “daughter” cysts may be seen within 
the underlying supporting stroma, sometimes budding off from the 
basal layer. Most are unilocular although multilocular examples are 
encountered occasionally.1 Secondary inflammation may render these 
diagnostic features unrecognizable and non-specific.2 

Morphologic differential diagnoses include other odontogenic cysts 
and unicystic ameloblastoma. The corrugated and parakeratinized 
epithelial surface is sufficiently consistent to allow recognition of an 
OKC over other odontogenic cysts, while the absence of a stellate 
reticulum and reverse nuclear polarization will not favor the latter 
diagnosis.2,3 

Odontogenic keratocysts are developmental in origin arising from 
remnants of the dental lamina. Mutations in the PTCH1 gene have been 
identified in cases associated with the naevoid basal cell carcinoma 

syndrome as well as in non-syndromic or sporadic cases.1,3 These 
genetic alterations were once the basis for proposing a neoplastic 
nature for OKCs and thus the nomenclature “keratocystic odontogenic 
tumor” was for a time adopted as the preferred name for the lesion.3,4  
Presently, it is felt there is not yet enough evidence to support a 
neoplastic origin and hence the latest WHO classification reverts back 
to OKC as the appropriate term.1  Sekhar et al. gives a good review of the 
evolution of the nomenclature for this lesion.3

Treatments range from conservative enucleation to surgical 
resection via peripheral osteotomy.5 Reported recurrences vary 
in the literature ranging from less than 2% of resected cases up to 
28% for conservatively managed cases.1,5 These are either ascribed 
to incomplete removal or to the previously mentioned satellite 
cysts - the latter being a feature associated with OKCs that are in the 
setting of the naevoid basal cell carcinoma syndrome.1,2,3 Thus, long 
term follow-up is recommended.5 Malignant transformation, though 
reported, is distinctly rare.2
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