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Multiple Odontogenic Keratocyst - A Case Report
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ABSTRACT

Although odontogenic keratocysts are common in clinical practice, the simultaneous
occurrence of multiple cysts in a patient is rare. We report a case of an otherwise healthy
individual who developed multiple odontogenic keratocyst.
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INTRODUCTION

Usually multiple odontogenic keratocysts
(OKC’s) occur as a component of nevoid basal
cell carcinoma syndrome (NBCCS) with
concommitant cutaneous, skeletal, ophthalmic
and neurologic abnormalities. Gorlin and
Goltz first described the spectrum of features
associated with this syndrome in 1960; hence,
it is also called Gorlin - Goltz syndrome.' We
discuss the possibility that the current case is
a partial expression of NBCCS.

CASE REPORT

A 13yr old female patient reported with a
complaint of pain in relation to lower right
posterior jaw region. Pain was present since
tifteen days, which was continuous, severe in
type and used to aggregate by lying down.
The patient was otherwise healthy with an
unremarkable medical history. No relevant
findings were present on extra oral
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examination other than a swelling of the left
eye which was due an insect bite. (Fig-1) Intra
oral examination revealed mild swelling in
right retro molar region and anterior mandible
which was ovoid in shape with firm
consistency.

Orthopantomogram (OPG) was taken,
which revealed a well-corticated bilocular
radiolucent lesion at the left side mandible,
posterior to the canine region. The
surrounding teeth, 32 and 33 were impacted.
The OPG also shows two well corticated
unilocular radioluncies, one at the periapical
region of 31, 41 and 42 and other one at the
right molar-ramus region associated with
unerupted 48. (Fig-2) The radiographic
diagnosis of multiple Dentigerous cyst was
made. Complete enucleation of the cyst was
done with the extraction of the associated
teeth. The wound healed uneventfully. No
recurrence is reported since 8 months.

The specimen was subjected to
histopathological examination. Hematoxylin
and eosin stained section showed the presence
of cystic lining and connective tissue wall. The
cystic lining showed the presence of
parakeratinised stratified squamous
epithelium with corrugated surface lining.
Basal cells were columnar with the palisading
arrangement of the nuclei. (Fig-3) Presence
of satellite cysts were noted within the
connective tissue. (Fig-4) The features were
suggestive of Odontogenic keratocyst.
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DISCUSSION

Multiple OKC’s usually occur as a
component of NBCCS!, orofacial digital
syndrome?, Noonan syndrome®, Ehlers -
Danlos syndrome?, Simpson - Golabi - Behmel
syndrome® or other syndromes. Our patient
was apparently healthy and had no features
suggestive of these syndromes, such as basal
cell carcinoma, skeletal or orofacial defects,
stunted growth, bleeding diathesis, hyper
extensible skin, hyper mobile joints or other
congenital abnormalities associated with
overgrowth.

Based on histopathologic studies,
parakeratinization and satellite cysts are more
frequent among OKC’s associated with
NBCCS than in solitary keratocysts®’. In the
present case, lining of OKC revealed the
presence of parakeratinised epithelium and
satellite cysts indicating NBCCS association.

The biological behavior of OKC’s associated
with NBCCS is more aggressive and these cysts
have higher recurrence rates (82%) compared
with solitary keratocysts (61%). The higher
recurrence rates are attributed to epithelial
remnants of the cystic lining or the satellite
cysts left behind following surgery®. A
recurrent OKC can be a new cyst that
originates from epithelial residue or a
microcyst left behind in the overlying mucosa.
This is reinforced by the fact that OKC’s can
recur in bone grafts if overlying mucosa is not
completely exised® .

The occurrence of multiple OKC’s may be
the first and only manifestations of NBCCS’.
Multiple OKC’s can occur a decade before
other symptoms associated with NBCCS**
and clinical manifestations of NBCCS may
remain hidden in the earlier years of life''.
Thus, a dentist may well be the first to detect
this syndrome. The possibility of our young
patient developing other features of NBCCS
in the future cannot be excluded. The relatively
early occurrence of multiple OKC’s may be
due to a genetic defect or mutation in the
human patched gene'.

In the treatment of recurrent OKC’s

associated with NBCCS, overlying surface
epithelium should be excised along with the
cystic lining to prevent recurrences from
residual epithelial islands and microcysts. In
addition, use of carnoy’s solution following
cyst enucleation and cryosurgery is advocated
to kill epithelial remnants and dental lamina
within the osseous margin and, thus prevent
recurrences’ ',

In conclusion, in any patient with multiple
OKC’s the possibility of NBCCS must be
considered. A complete clinical and
histopathological examination must be
performed to detect any features associated
with this syndrome. As OKC’s may be the first
and only manifestation of NBCCS, the dentist
may be the first to detect it and refer the patient
to a clinical genetic counseling®.
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Figure 1: Extra oral view of the patient

Figure 3: Section stained with hematoxylin
and eosin (4x) showing cystic lining with
squamous
epithelium of uniform 6-8-cell thickness
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Figure 2: Orthopantomogram showing
radiolucent lesions in anterior and posterior
mandibular region

Figure 4: Section stained with hematoxylin

and eosin (10x) showing a satellite cyst
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