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(Abstract

review of literature was also undertaken.

follow-up.
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Introduction: Myxomas are a rare entity of benign, locally aggressive tumors in the face and neck region, with a high rate of
recurrence. The clinical, radiological and histological findings confirm the diagnosis. The treatment is mostly surgical.

Materials and Methods: This study of case series included 3 cases of facial myxomas in children. The characteristics were
analyzed through a retrospective study with a detailed description of the clinical data, imaging, histology and treatment. A

Results: One tumor was located in the maxilla, whereas 2 were located in the zygomatic bone. They were all treated by surgi-
cal resection. The diagnosis of myxoma was identified histopathologically. One patient presented a recurrence at 5 months of

Conclusion: Although our series has a limited number of patients, it can be said that facial myxomas are specific in children.
Our review of literature only confirms this data. Surgery is the treatment of choice and the choice of the approach depends
mostly on the size and location of the tumor, as well as the preference of the surgeon.
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Introduction

Myxomas were first described by Virchow in 1863. They are
benign, non-encapsulated, mesenchymal tumors that occur
most frequently in the myocardium. Although they are slow-
growing and non-metastasizing tumors, they are known to be
locally very aggressive with a high rate of recurrence [1-3].
Should they arise in the head and neck region, the mandible
is the most common localization followed by the maxilla, ei-
ther deriving from the soft tissues or the facial bones [4]. The
premolar and molar regions are the most commonly affected
areas in comparison with the anterior region. They also involve
the maxillary sinus when occurring in the maxilla, but most
frequently the alveolar and zygomatic process [5,6]. Some
authors reported rare cases of myxomas in the zygoma, skull
base, palate, sphenoidal sinus, axis, temporal bone and nasal
bone [7]. Other localization in soft tissues were reported such
as the tongue, the larynx, the pharynx, the nose, the neck mus-
culature, the cheek and the parotid gland [8,9]. They are recog-
nized by the WHO under the entity of “odontogenic myxoma”
although they can derive from mesenchyme and/or odontogen-
ic ectomesenchyme with or without odontogenic epithelium
[10,11].

Case 1

17-month-old child with no particular pathological history
presented with a lateronasal swelling evolving for 2 months
prior to admission, with no notion of pain or decline in general
condition. Maxillofacial examination revealed a firm, pain-
less, fixed right lateronasal swelling with a normal and mobile
overlying skin, with an expansion to the upper-right vestibule,
with no tooth mobility. The lymph nodes were free. The fa-
cial CT scan showed a lytic circumferential formation of the
right maxilla, multilocular, mainly at the anterior wall of the
maxillary sinus, extended to the frontal process of the max-
illa and responsible for a bony swelling with thinning of the
cortical bone and local rupture without invasion of the nasal
cavities, orbit or jugal soft tissues. The patient had undergone
enucleation of the maxillary mass via the superior vestibular
approach. Macroscopically, the tumour was soft, friable and
greyish. Microscopically, it revealed a proliferation of ovoid
and spindle-shaped cells with no cyto-nuclear abnormalities or
mytotic activity, arranged within a myxoid stroma and express-
ing neither desmin nor myogenin, in favor of a maxillary myx-
oma. Follow-up at 3, 6 and 12 months revealed no evidence of
tumor recurrence.

Copyright © All rights are reserved by Kaoutar Youss*, Ouail I[lhami, Bahaa Razem, Abdelhakim Oukerroum and Faigal Slimani

DOI: 10.46998/1JCMCR.2024.41.001006


https://dx.doi.org/10.46998/IJCMCR.2024.41.001006
https://dx.doi.org/10.46998/IJCMCR.2024.41.001006

ijclinmedcasereports.com Volume 41- Issue 2

Case 2

A 3-year-old child with no particular pathological history, pre-
sented with a swelling of the right cheek that had been evolving
for 5 months prior to admission, with no pain or inflammatory
signs. On admission, the child was in good general condition
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with good statural and weight development. Maxillofacial ex-
amination revealed a firm, painless, defined right suborbital
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and malar swelling, with a normal and mobile overlying skin, SYXTNPWNS i, il
responsible for ectropion of the lower eyelid. Eye position and gomatic bone, with extension to its zygomatico-temporal and
extraocular motion were preserved. The lymph nodes were zygomatico-frontal processes. The cortical bone was eroded,
free. A facial CT scan revealed an osteolytic lesion of the zy- extending to the soft tissues and to the extraconical orbital fat,
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patient underwent a curettage of the lesion through a vestibu-
lar approach. The tumour was friable, greyish and easily dis-
sectible from the underlying bone. Anatomopathological ex-
amination revealed a myxoid tumour proliferation with stellate
cells expressing neither desmin nor myogenin, nor CD99 nor
CD117, thus ruling out rhabdomyosarcoma and Ewing’s sar-
coma. The patient was admitted 5 months later for a rapidly
evolving tumor recurrence, this time compressing the eyeball
and infiltrating the retro maxillo-zygomatic region. He under-
went tumor resection using the previous approach.
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A 19-month-old child with no particular pathological his-
tory presented with a right malar swelling that had occurred
2 months prior to admission following a fall from his height,
progressively increasing in volume with no associated pain
or inflammatory signs. On admission, the child was in good
general condition with good weight and height development.
Maxillofacial examination revealed a firm, painless swelling of
the right malar region, pushing the right ocular globe medially
and causing narrowing of the palpebral fissure, without exoph-
thalmos or oculomotricity disorders. The overlying skin was
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normal and mobile. The lymph nodes were free. A facial CT
scan was performed, revealing an osteolytic lesion occupying
the zygomatic bone, extending to its zygomaticotemporal pro-
cess. It causes cortical breach and involves the extraconical fat,
pushing the globe and the lateral rectus muscle inward without
exophthalmos. The patient underwent a curettage of the mass
via a medio-palpebral approach, which resulted in enucleation
of a friable, beige-white tumour that was not adherent to the
underlying bone. Anatomopathological examination revealed
a fusocellular tumour proliferation on a myxoid background,
with slightly atypical nuclei and no mitoses. On immunohis-
tochemistry, the cells expressed AML without PS100, desmin,
myogenin, CD34, CD31, beta-catenin or caldesmone. All these
elements led to the diagnosis of myxoma. No signs of recur-
rence were detected during 12 months of follow-up.

Discussion

The neoplasm typically occurs between the second and fourth
decade of life, rarely before the first and after the fifth decade
[7,12-14]. Its occurrence rate is reported by Kaffe et al. to be as
little as 7% before the age of 10 years old and even less in chil-
dren younger than 18 months [15]. Although known for their
slow growth, the case of infant myxomas (younger than 2 years
of age) is particular since they tend to grow faster and have a
slight preference for the maxilla [15-17]. Long asymptomatic,
maxillary myxomas present as a hardened, non-tender, parana-
sal mass, associated with nasal congestion and/or obstruction,
diplopia, dysesthesia, tooth mobility or chewing difficulty, de-
pending on the extension of the mass [16,18,19].

Imaging lacks conclusiveness in this matter and is useful for
the differential diagnosis as it allows the elimination of lesions

that are dangerous to biopsy such as endonasal hemangioma,
meningocele or meningoencephalocele, glioma [20,21]. Ra-
diographically, Barros et al [22] suggested a two-stage progres-
sion of radiologic patterns. In the initial stage, an osteoporotic
appearance is characterized by more pronounced medullary
spaces separated by thin bone septa, appearing as “soap bub-
ble”, “tennis racket” or “honeycomb” patterns. The subsequent
stage involves a destructive phase marked by substantial ex-
pansion, loss of internal locules, and perforation of the corti-
cal bone, leading to invasion into the adjacent soft tissues. The
margins can present as well-defined, poorly-defined or diffuse
based on the lesion borders [15,23].

On a macroscopic level, they manifest as a sizable white-
grayish mass with indistinct boundaries, containing a gelati-
nous component internally, and exhibiting a firm consistency
[4,14,24]. Histologically, the myxoma is characterized by the
presence of ovoid, stellate, and spindle cells scattered in abun-
dant myxoid stroma and a network of reticular fibers [24-27] .
Collagen is typically found in limited quantities; however, in
certain instances characterized as myxofibroma, higher levels
of collagen may be observed. There is no atypia, and the mitot-
ic activity is low [11, 27-30]. It has a poor vascularization [31].
The presence of odontogenic epithelium is not essential for the
diagnosis. This appearance poses a problem for the differen-
tial diagnosis with myxoid liposarcoma, rhabdomyosarcoma,
fibroblastic or chondroid tumors. The range of potential diag-
noses also encompasses ameloblastoma, odontogenic fibroma,
giant cell granuloma, fibrous dysplasia, and dentigerous cyst in
the differential diagnosis [25,30,32]. Immunohistochemically,
the tumor cells express vimentin but do not express cytokera-
tin, Neuron-Specific Enolase (NSE), Glial Fibrillary Acidic
Protein (GFAP), neurofilaments, desmin [5,6,17,19,27,33].

Myxoma exhibits resistance to chemotherapy and displays
only limited responsiveness to radiotherapy [18,34-36]. Thus,
surgery remains the treatment of choice. Because of its 25%
rate of recurrence, some authors agree on wide excision with
safety margins of 10-15mm, while others recommend the use
of adjuvant cryotherapy. In some cases, enucleation or simple
curettage procedures can be carried out [5,16,25,27,37,38].
Brian et al. [5] reported zero recurrence in maxillary myxo-
mas resected without margins, based on an average follow-up
period of eight and a half years. For large tumors, extensive
resection with maxillectomy can be performed [7,39,40]. The
selection of the surgical approach is contingent on the tumor's
location and extent. Maintaining close follow-up during the
initial 2 years post-excision is crucial. Some even argue for a
minimum follow-up duration of 5 years to confirm disease-free
status [41,42].

Conclusion

Myxomas are benign and slow-growing tumors that are locally
aggressive. On examination, they appear as a white-grayish
mass, with a specific pattern on CT-Scan. Multiple diagnosis
must be discussed before performing a biopsy. The diagnosis
of myxoma is confirmed through the histological examina-
tion where stellate cells are found in a myxoid stroma. The
treatment of choice is surgery but the recurrence rate is sig-
nificantly high, therefore close follow-up post-surgery must be
maintained.
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