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Ameloblastoma is benign, locally aggressive, polymorphic neoplasm of proliferating odontogenic
epithelial origin. Desmoplastic variant account for 4-5% of all ameloblastomas. The present study
describes the case of a patient that experienced numerous recurrences in the maxilla and also
discusses recommendations for treatment. A 18 year old female underwent left maxillectomy for
complain of swelling over left cheek. Histopathology report revealed it to be a desmoplastic
ameloblastoma. Patient than received external beam radiotherapy to head and neck region 60Gy in 30
fractions and then the patient had recurrence four years later with huge mass seen on left side of hard
palate with extension from soft palate. Patient received chemotherapy and then planned for
radiotherapy 20 Gy in 5 fractions after which wide local excision was done. Now patient is
asymptomatic and on follow up.

Copyright © 2018 Surabhi Gupta et al. This is an open access article distributed under the Creative Commons Attribution License, which permits unrestricted use,
distribution, and reproduction in any medium, provided the original work is properly cited.

INTRODUCTION

Desmoplastic variant of ameloblastoma is a rare , benign, slow
growing but locally aggressive tumor.' It is a polymorphic
neoplasm originating from proliferating odontogenic
epithelium.” Common sites involved are mandible ( 80%) and
maxilla.’ Due to less number of cases there are no specific
guidelines for the management of the tumor except surgical
excision.* In this case report, we are highlighting the role of
adjuvant radiotherapy and chemotherapy in the management of
recurrent desmoplastic ameloblastoma as well as close follow
up of these patients due to high recurrence rate.

Case Report

A 18 year old female referred to our opd in September 2011
from the department of ENT where she underwent left
maxillectomy 15 days back for complain of swelling over left
cheek, headache, recurrent common cold, difficulty in chewing
since 2 months and on examination there was a healthy stitch
line present along left lower eyelid from lateral canthus to
medial canthus with left infraorbital swelling and a scar mark
seen from medial canthus to left ala of nose and in the oral
cavity left maxilla was absent with a healthy stitch line. Pre op
CT PNS showed soft tissue densities in left maxillary sinus
with extensive bony destruction and histopathology report
revealed it to be a desmoplastic ameloblastoma

*Corresponding author: Surabhi Gupta

Figure-1

After ruling out metastasis, patient was planned for external
beam radiotherapy to head and neck region 60Gy in 30
fractions in October 2011 after which patient was kept on
monthly follow wup. Patient remained asymptomatic till
December 2013 after which the patient got defaulted for one
year and reported in May 2015 with complains of blood
stained sputum and difficulty in swallowing since two months.
On examination a huge mass seen in left side of hard palate
with extension from soft palate. CECT PNS showed soft tissue
mass lesion 3.8 x 3.8 cm in post maxilectomy area extending
into left nasal cavity, oral cavity and left side of tongue.
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Figure-2

Patient received 2 cycle chemotherapy (paclitaxal+cisplatin+5
FU) and than referred to higher centre for debulking surgery
but patient got defaulted again and reported in sep 2015 with
progressive disease which was protruding through the mouth.

Figure-3

Surgical opinion was sought but surgery was not feasible due
to very huge mass so patient was planned for palliative
radiotherapy 20 Gy in 5 fractions after which patient got some
symptomatic relief than patient received 3 more cycles of
chemotherapy(PCF ) and then she underwent wide excision in
april 2016 after good tumour debulking and histopathology
report revealed it to be desmoplastic ameloblastoma . Patient
kept on Methotrexate weekly with Geftinib and received 5
cycles till September 2016.
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Figure-4

Patient then developed swelling of right orbital region and on
examination there was a globular mass in right nasal cavity
which was then evaluated with CECT PNS which revealed
fronto ethmoidal sinusitis with obstructed right osteomeatal
unit with DNS towards right side.

Figure-5

Patient then shifted to (doxorubicin + cisplatin ) and received 6
cycles till February 2017 . Now patient is asymptomatic and
was kept on monthly follow up .

DISCUSSION

Desmoplastic ameloblastoma is a rare, benign odontogenic
tumor with locally aggressive clinical behavior occurring in
around 0.9- 12 % of ameloblastomas. * Cases have been
reported in patients aged 18 to 70 years with a mean of 41.2
years.” No difference between sex has been reported. > These
tumors generally presents with complain of loose teeth, a
swelling,  paresthesias, and pain on the face.!
Histopathologically, desmoplastic — ameloblastomas  are
nonencapsulated tumours with extensive collagenous stroma or
desm?plasia containing small islands and nests of ameloblast
cells.

Surgery is the primary treatment modality for these types of
tumors.*>® . Various procedures which can be used are wide
resection , electrocautery , cryotherapy, enucleation , curettage
or marsupialization. Instead of using wide excision these
tumors have high propensity of recurrence. The recurrent
lesion may be treated by reexcision.

Patients having tumors that cannot be completely resected
specifically tumors located in posterior maxilla poses a great
treatment challenge.’ Posterior maxillary tumors are dangerous
because of their close proximity to the orbit, pterygopalatine
fossa and risk of direct intracranial extension. *. We also
faced similar problem in our case for which we used
chemotherapy and radiotherapy . Gardner et al in his study
recommended that irradiation can reduce the size of the
ameloblastoma, especially the soft-tissue component , these
lesions responded well to irradiation , and doses of 50-60 Gy
in 5 to 6 weeks had resulted in substantial regression , even of
large tumors. ®Atkinson et al reported a case series of 10
patients in which two patients underwent total excision and
postoperative RT and one patient underwent subtotal excision
and radiotherapy; all 3 remained alive and disease-free at 27
months, 30 months and 5 years after treatment. ' Seven
patients received radiotherapy alone out of which one patient
had stable disease while others responded well and remained
locally controlled .”
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