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ABSTRACT

Case Report

Odontogenic Myxoma of the Maxilla- A

Rare case Report

RAMKUMAR SUBRAMAIAM', SANGEETHA NARASHIMAN?, MALATHI NARASIMHAN?, VEDA GIRI*, SANTHOSH KUMAR®

Odontogenic myxoma (OM) is an uncommon, benign, locally invasive, non-metastasizing neoplasm arising from the odontogenic
ectomesenchyme that usually occurs in the tooth bearing areas of the jaws. These lesions arouse special interest as they pose
high diagnostic challenge. Here, we present a rare case of OM of the maxilla in an 18-year-old male. The clinical, radiographic and

histopathological features of the lesion are discussed in this paper.

CASE REPORT

An 18-year-old male patient reported to the outpatient department
of oral and maxillofacial surgery three years ago with a painless
swelling in the left side of the face for the past four years which
gradually increased in size. Nasal obstruction was the only
presenting symptom. His past medical history and family history
were not significant. On extra oral examination a diffuse bony hard,
non-tender swelling measuring 8 x 7 cms in the left side of the face
extending supero-inferiorly from the infraorbital ridge to the corner of
the mouth and anterioposteriorly from the midline to 2cm anterior to
the tragus was noted. The nasobuccal fold was obliterated [Table/
Fig-1]. The skin over the swelling was normal in colour and the left
lower eyelid was pushed upwards. Intraoral examination revealed a
5x4 cm swelling of the left maxillary alveolus extending from 24 to
28 regions. The upper left second premolar (25) was missing [Table/
Fig-2]. The teeth associated with the swelling- 26, 27 & 28 were
mobile.

Investigations: Orthopanthomogram of the jaws revealed mixed
radiolucency and radio opacity associated with impacted 25
within the maxillary sinus [Table/Fig-3]. Computed tomography
of the region showed a hypodense lesion with irregular sclerotic
thinned out margins extending from the maxillary left alveolus to the
infraorbital rim obliterating the entire maxillary sinus. Destruction of
the medial and lateral margins of the maxillary antrum along with
partial occlusion of the nasal passage was also evident [Table/
Fig-4]. Erosion of the medial and anteriolateral wall of the maxillary
sinus was evident in the 3D reconstruction model of the CT
images [Table/Fig-5]. Blood investigations showed serum calcium,
phosphorus, magnesium and alkaline phosphatase within normal
limits with a clinical differential diagnosis of AOT, ossifying fibroma,

- _EE_ W P

e

- =a"m W

Keywords: Ectomesenchyme, Myxoid stroma, Neoplasm

fibrous dysplasia and peripheral gaint cell granuloma an incisional
biopsy was performed. Histopathological examination of the tissue
showed spindle shaped cells in a loose myxomatous background
suggestive of odontogenic myxoma [Table/Fig-6].

Left maxillectomy was planned for the patient and under general
anesthesia the tumour was exposed through a Weber Ferguson
incision extraorally and left intra oral upper vestibular incision from 21
to 26 region. Osteotomy was performed around the encapsulated
mass with a 1centimeter clearance. Left maxillectomy was done
and hemostasis achieved [Table/Fig-7]. The residual defect on the
left side of the maxillary region was covered with a prefabricated
obturator and wound was closed. Postoperatively the healing
was uneventful and under regular follow ups of every 3 months no
recurrence has been noted in two and half years [Table/Fig-8].

Histopathology: The excised specimen was greyish white
lobulated mass measuring 7 x 8cms in dimension. The impacted 25
was projecting out from the excised mass [Table/Fig-9]. On gross
examination the cut surface of the specimen was glistening with a
gelatinous substance oozing out.

The hematoxylin and eosin stained sections of the excised specimen
showed classic features of odontogenic myxoma consisting
of loosely arranged spindle shaped and stellate cells with long
fibrillar processes in a background of myxomatous stromal tissue.
Occasional islands of odontogenic islands were appreciated [Table/
Fig-10a&b]. Mixed areas of prominent collagen component and
myxoid stroma were appreciated. However, a clear demarcation
was noted between the collagenous and myxoid stroma [Table/Fig-
11]. Occasional Islands of odontogenic epithelial cells, few areas of
lipomatous differentiation and osteoid formation were also noted.
[Table/Fig-12].

[Table/Fig-1]: Photograph showing a diffuse extra oral swelling over the left maxilla obliterating the nasobuccal fold and pushing the lower lid upwards [Table/Fig-2]: Photograph
showing the intra oral mass extending from the left upper first premolar to the maxillary tuberosity [Table/Fig-3]: Orthopanthomograph showing haziness of the left maxillary

sinus with imapacted 25
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[Table/Fig-4]: Computed tomographic image showing obliteration of the maxillary sinus with thinning out of the margins [Table/Fig-5]: 3D reconstruction of the computed
tomogram depicting the erosions of the medial and anterolateral wall of the maxillary sinus [Table/Fig-6]: Loosely arranged spindle shaped and stellate cells in a myxoid stroma.
Hand E X40
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[Table/Fig-7]: Intra operative photograph showing the well encapsulated tumor mass [Table/Fig-8]: Extraoral view one month post surgery [Table/Fig-9]: Gross specimen
showing a greyish white lobulated mass with impacted 25 projecting out. Glistening cut surface of the specimen with a gelatinous substance oozing out

(] )

\/

[Table/Fig-10a]: Loosely arranged spindle shaped and stellate cells with long fibrillar processes in a background of myxomatous stromal tissue H and E X40 [Table/Fig-10b]:
Occasional presence of Odontogenic rests. H and E X10 [Table/Fig-11]: Mixed areas of prominent collagen and myxoid areas with clear demarcation H and E X40

[Table/Fig-12]: Well demarcated lesion with areas of osteoid formation and overlying
peripheral epithelium. H and E X4

DISCUSSION

Myxomas of the jaws are relatively uncommon benign odontogenic
neoplasms which are locally destructive [1]. In 1863, Virchow
coined the term which he later in 1871 defined as “Schleimgesch-
Wulste” meaning ‘Myxomata” as he considered only about soft
tissue myxomas. Odontogenic myxoma (OM) of the jaws was first
described by Thoma and Goldman in 1947 [2]. OM is classified as a
tumour of odontogenic mesenchyme with or without the presence
of odontogenic epithelium (Latest WHO classification) [3]. Head and
neck Myxomas are classified into facial bone derived and soft tissue
derived myxomas. OM falls under the first category and exclusively
occurs in the maxilla mandibular complex [4].

The histogenesis of this tumour is controversial, however the
WHO have postulated that myxomas occurring in the jaws
originate from the odontogenic apparatus owing to the following
reasons: 1) The site of occurrence, which is commonly the tooth
bearing areas of the jaws. 2) Its occurrence in young adults and
association with unerupted or missing teeth. 3) The occasional
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presence of odontogenic epithelial islands in the tumour and the
histopathological appearance of the tumour wherein it resembles
the dental mesenchyme [5]. An alternate hypothesis stating the
origin of OM from modified fibroblasts of the tooth germ has been
suggested by Moshiri et al., [6].

These lesions most frequently occur in the second and third decade
of life. Mandible is slightly affected more than maxilla. Lesions
involving the maxilla are very aggressive and usually involve the
maxillary sinus. This case is much rarer because maxillary OMs in
men are the least prevalent accounting for 29.2%. Though these
lesions are asymptomatic nasal obstruction, exopthalmus and
occasional perforation of the medial and lateral walls of the sinus
may be noted in lesions of longer duration [7].

Though the radiological picture of OMs widely varies among lesions
from purely radiolucent to mixed lucent and opaque to complete
radiopacity, almost all the lesions involving the maxillary sinus were
radiopaque. A CT scan or a MRl is often advised to learn the extent
of involvement of the lesions and to assist in diagnosis. Zhang et
al., reviewed conventional radiographs of 41 cases of OM and
divided its radiographic features into 6 types [Table/Fig-13]. OMs
are usually associated with a missing or unerupted tooth; however
our case exhibited an impacted first premolar within the maxillary
sinus. The radiological differential diagnoses of these lesions
include odontogenic fiboroma, ameloblastoma, ameloblatic fioroma,
fiorous dysplasia, dentigerous cyst, central gaint cell granuloma,
intraosseous hemangioma, odontogenic keratocyst and dentigerous
cyst [8].

Histologically, OMs comprise of spindle cells in a highly myxomatous
background. The undifferentiated mesenchymal cells from which
the tumour originates, is capable of differentiating into spindle cells,

Type Radiographic Pattern Percentage of Occurence
Type | Unilocular Radiolucency 17%
Type ll Multilocular Radiolucency 29%
Type lll | Lesion involving the alveolar bone 5%
Type IV | Lesion involving the maxillary sinus 22%
Type V Osteolytic destruction 7%
Type VI Mixed areas of osteolytic 20%
destruction and osteogenesis

[Table/Fig-13]: Radiographic classification of Odontogenic Myxoma.

Zhang et al., 8]

fibroblasts, lipocytes and osteocytes thereby accounting to the
presence of collagen, fat and ostoid within the tumour component.
The propotion of these components inthe neoplasm depend uponthe
differentiation pattern of the mesenchymal cells [9]. Microscopically
these lesions should be differentiated from chondromyxoid fibroma
and myxoid nerve sheath tumour [10]. At times areas of myxoid
degeneration in fibrosarcoma, chondrosarcoma and liposarcoma
can also be mistaken for OM [11]. Our case had equal proportions
of well demarcated myxoid and collagenous areas along with
lipomatous and osteoid differentiation. Histochemically the ground
substance of OMs comprises 80% of hyaluronic acid and 20% of
Chondroitin sulfate [4].
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The treatment of OMs depends on the size, nature and behaviour of
these lesions and varies from simple surgical curettage, peripheral
ostectomy to segmental resection of the involved bones. Radical
resection is the treatment of choice for the most aggressive tumours.
Lack of encapsulation and Infiitration of myxomas into adjacent
tissues and marrow spaces makes complete surgical curettage of
these lesions a highly difficult task. The lesion in the reported case
was considerably large and involved the maxillary sinus and thus
partial maxillectomy was the preferred treatment. The recurrence
rate of these lesions is very high (25%) especially in the first two
years after surgical curettage and reconstruction of the surgical
defect in these cases should be delayed for the same reason [11].

According to English literature OMs represents 3 to 6% of all
odontogenic tumours. The rarity of these lesions along with its
resemblance to various other odontogenic and non odontogenic
pathology both clinically and radiographically has resulted in high
diagnostic dilemmas [12]. Final diagnosis is usually made by
histopathological evaluation. In our case the diagnosis was arrived
with the incisional biopsy specimen that aided in planning the
treatment appropriately.

CONCLUSION

We have reported a rare case of maxillary Odontogenic myxoma
in an 18-year-old male. These lesions are usually slow growing
benign neoplasms. But OMs can turn out to be aggressive and
locally invasive. Due to its unspecific nature, a sound knowledge
of this lesion with proper correlation of clinical, radiological and
histopthological findings is a prerequisite to prevent over diagnosis
and to treat these patients appropriately. Resection with wide
margins is the treatment of choice and follow-up during the first two
years postoperatively is highly recommmended as this is the period of
highest reported recurrences
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