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Multiple Odontogenic Keratocysts In The
Absence Of A Syndromic Entity - A Case

Report

Abstract

Odontogenic keratocyst (OKC) is a destructive jaw lesion with a propensity for recurrence. Single
OKC are very well documented. Multiple OKCs form a part of Gorlin — Goltz syndrome. We
present a case of multiple OKCs which were not associated with any syndrome. The case was
treated by a 2 stage procedure encompassing marsupialisation, followed by extensive
enucleation and chemical cautery. 1 year follow up revealed satisfactory healing with no

recurrence.
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Introduction

Odontogenic keratocyst (OKC) are
developmental, non- inflammatory
odontogenic cysts derived from either the
epithelial remnants of the tooth germ or
the basal cell layer of the surface
epithelium, first identified and described
in 1876", and further characterized by
Philipsen in 1956.” It’s one of the most
aggressive odontogenic cysts of the oral
cavity.” OKC most often occurs in 2nd
and 3rd decades of life and shows a slight
male predilection (male: female ratio is
1.3:1)"". It may occur in any part of the
upper and lower jaw, with majority
occurring in the mandible, most
commonly in the angle, body and ramus
of the mandible "M,

OKCs are known to have a high
recurrence rate ranging between 13 to 60
%."""" This high recurrence rate has
been attributed to the presence of
epithelial remnants of satellite cysts in
the osseous margin."""'" Because of this,
enucleation has usually been
recommended with excision of a
satisfactory margin."” However, there is
no experimental evidence to reject
marsupialisation as a definitive
treatment.

In this case report, a 23 year old,
unmarried, male patient with biopsy
proven multiple OKCs was treated with
marsupialisation followed by
enucleation and chemical cautery.
Conservative therapy was preferred as

the patient opted for the same. Hence
marsupialisation was performed,
followed by careful enucleation and
chemical cautery with Carnoy’s solution
in the second stage (6 months later).

Case Report

A 23 year old male patient reported to
departmental OPD with the chief
complaint of swelling in lower right side
of the face since 1 year. The swelling was
small at onset, but gradually increased to
the present dimensions, from mandibular
right first molar to the mandibular left
canine. The patient also gave history of
pain in right lower posterior teeth since 4
months. There was a little heaviness and
numbness in the right side of lower lip,
owing to paraesthesia of the right inferior
alveolarnerve.

Intra-orally there was a marked bone
expansion of the buccal plate in right
mandibular body region, with
obliteration of the vestibule and slight
expansion of the lingual cortical plate in
the region of right first premolar. There
was mild erythema but no raise in
temperature, ulceration or fistula
formation in overlying soft tissues. On
palpation, there was tenderness and egg-
shell crackling in the right mandibular
body. There was varying degree of tooth
mobility ranging from grade I to I, more
in relation to the right canine, premolar
and first molar. Mandibular right first
molar was badly carious as well as non-
vital. On left side of the face, there was no
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obvious swelling, but on radiograph there
was presence of radiolucency in relation
to left mandibular premolars and first
molar, which may have been another
focus of OKC. On aspiration, there was
clear straw coloured fluid, thick and
gelatinous in consistency.

Panoramic radiography revealed
presence of a multilocular (soap-bubble
like) radiolucency extending from right
first molar to left canine, with a non
sclerotic, scalloped border, cortical
expansion and thinning of inferior border
of mandible, and resorption of the roots
of teeth involved in the radiolucency.
There was another well-defined,
unilocular, rounded radiolucency with
smooth margins, about 2 cm in diameter,
in relation to left mandibular first
premolar and first molar(Fig.1).

A provisional diagnosis of
ameloblastoma or odontogenic
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Fig.1 : Panoramic radiograph showing multilocular
radiolucency extending from right mandibular first molar to
left canine and unilocular radiolucency in relation to left
mandibular first premolar and first molar.

Fig.3 : Histologic slide showing epithelial lining with epithelial
remnant in connective tissue capsule.

keratocyst was made. The patient’s skull
and chest radiographs were
unremarkable. Dermatological
consultation did not reveal any cutaneous
abnormalities. Hematologic
investigations were also within normal
range.

Anincisional biopsy was obtained during
marsupialisation of the right mandibular
lesion under local anaesthesia, and sent
for histopathological examination. The
smaller left mandibular lesion was
enucleated and sent for histopathological
examination in toto. The
histopathological analysis by processing,
sectioning and staining of histological
slides with Haematoxylin and Eosin
(H&E) revealed that the lining of the
cystic lesions was stratified squamous
keratinized epithelium with underlying
connective tissue. The epithelium was

thin, with a corrugated surface and
palisading of the basal cell layers. The
underlying connective tissue showed
dense patchy infiltration of inflammatory
cells. Some mucous cells could also be
seen in the stroma (Fig. 2, 3).

All these features, co-related with
clinical and radiographic findings, were
pathognomic of diagnosis of an
Odontogenic keratocyst.

The patient was followed up regularly for
the period of next 6 months, and the
resultant gradual reduction in the right
mandibular lesion size was observed. The
left side lesion had radiographic evidence
of healing by appearance of new bony
trabeculae. The time was then thought to
be appropriate for the second part of the
treatment plan, namely careful, extensive
enucleation, and chemical cauterization
with Carnoy’s solution of the right
mandibular lesion.

The patient has been reporting for regular
follow-up visits since the last 1 year, and
has shown satisfactory healing with no
signs of recurrence so far.

Discussion

Multiple OKCs usually occur along with
nevoid basal cell carcinoma syndrome
(NBCCS), also called Gorlin-Goltz
syndrome" """ " or Ehler-Danlos
syndrome'”, or orofacial digital
syndrome."” Our patient, however, was
generally healthy, with no features
suggestive of any syndromic entity.

1

The incidence of OKCs is higher in 2™
and 3" decades of life, in males (with a
male: female ratio of 1.3:1)", and in the
mandible as compared to maxilla (with a
mandible to maxilla ratio of 2:1)".
Patients with multiple keratocysts
(syndromic or non - syndromic) are
generally younger as compared to patient
with single odontogenic keratocysts.”
These features mostly coincide with our
case presented in this report. Most
common clinical feature presented by
OKC is swelling, pain or both. Our
patient presented with both these clinical
features.

Radiographically, OKCs present as well-
defined radiolucent lesions which maybe
unilocular or multilocular, with smooth
cortical or, more often, scalloped
margins."*"*"* ! Oyr patient had both a
unilocular and a multilocular lesion each,

with smooth as well as scalloped
margins, respectively. Root resorption
and paraesthesia are common
phenomena in these relatively aggressive
cystic lesions, as also evidenced by our
case report. Unerupted teeth are involved
in 25-40% keratocysts”", which
however, was not the case in this patient.
Histologically, our patient with OKCs
(but non syndromic i.e. without
NBCCS), revealed the presence of para-
keratinized stratified squamous
epithelium, in line with the pathognomic
picture of OKCs. ¢!

Treatment modalities for OKCs range
from simple marsupialisation or
enucleation, to enucleation with
chemical cautery, cryotherapy, or
peripheral curettage, to radical or
segmental resection with reconstruction.
Various authors have given various
treatment and follow-up protocols for
OKCS‘[l4],[l5],[24],[25],[26],[28],[29],[30] HOWGVGI‘,
many factors besides the lesion’s
presentation, site, size etc are also
important for decisions regarding
treatment plan. The patient’s age,
education, medical condition,
availability for follow- up, and expected
quality of life are all important. Our
patient, who is a young, unmarried, well
educated adult, can comprehend the
requirements of his condition and the
need for follow-up, and compromising
his quality of life at such a young age by
resection is not an immediate need, but
can rather be taken up a later stage if
necessary. Hence marsupialisation was
performed, followed by careful
enucleation and chemical cautery with
Carnoy’s solution in the second stage
i.e.6 months later.

Moreover, presence of multiple cysts
does not necessarily mean that the patient
has more than one cyst at a given time,
but means occurrence of cysts over the
patient’s lifetime.”” This patient has
already evidenced the incidence of two
concurrent OKCs. The possibility of his
developing further new cystic lesions
cannot be entirely ruled out. Nor can it be
categorically stated that this patient will
not have any signs or symptoms of
NBCCS in his near or distant future.
Therefore a thorough examination and a
lifelong follow-up is essential for such
patients. Moreover, genetic counselling
is also advisable if the possibility of a
syndrome is visualized.
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Conclusion

The possibility of NBCCS should always
be considered in case of multiple OKCs.
A complete clinical examination and
thorough histopathological analysis must
be performed to detect any features
associated with the above syndrome. The
absence of enough criteria to confirm the
diagnosis of a syndromic entity at the
time of presentation does not rule out the
possibility of manifestation of syndromic
features in future. Hence a long term
follow up is essential. Moreover,
conservative treatment of OKCs (such as
marsupialisation followed by
enucleation with adjunctive procedures)
is more advisable in young patients, as
more aggressive modalities can severely
compromise the patient’s aesthetics,
function and quality oflife.
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