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Abstract: Neurofibroma is a benign tumor of the connective tissue developed mainly at the expense of the endoneurium of
the peripheral nerves. Histologically, there are two types of neurofibroma: plexiform and solitary. The objective of this work
was to report a case of solitary nasosinusal neurofibroma in order to discuss diagnostic and therapeutic difficulties in a
developing country. BA aged 17, with no known pathological history, was admitted to the service for a left nasal obstruction
which had been evolving for about 4 years. The endonasal examination found a congestive mass, not bleeding on contact,
filling the entire left nasal fossa pushing back the nasal septum on the right. Computed tomography showed a heterogeneous
dense tissue process with cystic areas, filling the left nasal fossa with extension to the posterior sinuses, left maxilla. The
patient was operated under general anesthesia via the left paralateronasal route. The tumor was difficult to cleave but not
friable and not bleeding. The histological examination concludes to a neurofibroma. Conclusion: Solitary neurofibromas are
uncommon and remain poorly understood. Literature data, rare, do not answer all the questions.
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1. Introduction

Neurofibroma is a benign tumor of the connective tissue
developed mainly at the expense of the endoneurium of the
peripheral nerves [1]. Histologically, two types of
neurofibroma are distinguished: plexiform and solitary [2,
3]. Plexiform neurofibromas associated with Von
Recklinghausen disease are a more aggressive subtype of
neurofibroma that infiltrate soft tissues to grow in multiple
foci along the length of the affected nerve [3]. In contrast,
solitary neurofibromas are well-demarcated, rubbery, firm,
pearly-white lesions [2, 4]. Although the exact cause of
solitary neurofibroma remains unclear, it is a hyperplastic

hamartomatous malformation rather than a neoplastic
disease [1, 4]. Solitary location in the naso-sinus cavities is
rare, estimated at 4% of locations in the head and neck [1].
This epidemiological rarity is increased by diagnostic
difficulties. Large series are almost absent from the
literature. The success of surgical treatment depends on an
early diagnosis before the nerve fibers are damaged by
compression [5]. The objective of this work was to report a
case of solitary nasosinusal neurofibroma in order to
discuss diagnostic and therapeutic difficulties in a
developing country.
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2. Observation

BA aged 17, with no known pathological history, was
admitted to the service for a left nasal obstruction which had
been evolving for about 4 years. It started gradually and
continued to develop, then extended to the contralateral nasal
cavity. The obstruction was associated with mucopurulent
rhinorrhea, facial pain, and episodes of epistaxis. 2 months
before the consultation, an ipsilateral unilateral proptosis was
associated. The endonasal examination found a congestive
mass, not bleeding on contact, filling the entire left nasal fossa
pushing back the nasal septum on the right. The endobuccal
examination objectified an upper left vestibular filling and a
slight palatal curvature with healthy looking mucosa. There
was no mobility or abnormal dental sensitivity. On
ophthalmological examination, there was significant proptosis
and limited abduction of the left eye. Elsewhere there was no
particular “café au lait” skin lesion, palpable adenopathy or
nerve abnormality. Computed tomography showed a
heterogeneous dense tissue process with cystic areas, filling
the left nasal fossa with extension to the posterior sinuses, left
maxilla. It bulged the medial wall of the left orbit causing
grade III proptosis, measuring 80x72x64 mm. In view of these
clinical and radiological data, a malignant tumor process was
strongly suspected. An endonasal biopsy showed signs of
chronic inflammation. Given the inconclusive result of the
biopsy, we opted for a direct approach to the tumour. The
patient was operated under general anesthesia via the left
paralateronasal route. The tumor was difficult to cleave but not
friable and not bleeding. The histological examination
concludes to a connective tissue tumor with a proliferation of
regular spindle cells with wavy nuclei associated with collagen
fibers. The whole produced a fasciculate architecture with
myxoid zones, an aspect very evocative of neurofibroma. With
a follow-up of 8 months, the patient shows no endoscopic or
radiological signs of recurrence.

Figure 1. Heterogeneous dense tissue process with cystic areas, filling the pit
left nasal with sinus extension posteriors, left maxilla. It bulged the medial wall
of the lefi orbit causing grade Il proptosis, measuring 80x72x64mm.
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Figure 2. a) Intraoperative image; b) Image of the operating piece; ¢ and d)
Images of the patient 8 months after the operation.
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Figure 3. CT Aspects Postoperative at 8 months. Axial section: voids
nasosinus cavities and cavum. Presence of bilateral residual maxillary
SINUSItis.

Figure 4. Histopathological and immunohistochemical images Immuno-
expression of the S-100 protein by neoplastic cells. Magnification x 100 and
400.
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3. Discussion

We noted, in agreement with the literature that the
neurofibroma of the nasosinusian cavities is a rare entity
of nerve tumors of the head and the neck. Of the 900
hundred anatomopathological results of the last ten years
of the service, this is the only case noted, i.e. 0.011% of
the cases. Neurofibromas are benign, slow growing, and
relatively circumscribed but not encapsulated peripheral to
the nerve sheath arising from non-myelinating Schwann
cells [5]. Involvement of the nasosinusian cavities is rare
and found in 4% of cases [6]. The neurofibroma would
develop from the Ist and 2nd dividing branches of the
trigeminal nerve destined for different structures of the
naso-sinus cavities, in particular the septum, the
turbinates, the maxillary sinus. It belongs to a vast entity
including schwannomas and neurogenic sarcomas. All
these lesions come from Schwann and perineural cells
derived from neuroectodermal tissue [1, 7, 8].

In the literature, the majority of cases have been reported
in subjects between the 3rd and 6th decades and in women
[1, 8, 9]. As for the age and sex of our clinical case, he was
young, 17 years old and male with no other associated
history.

Signs and symptoms depend on the anatomical site
involved, the nerve of origin and the extent of the tumor. The
signs are usually those of a tumor developing in the naso-
sinus cavities [10, 11]. One can find, among other things,
mucopurulent rhinorrhea, nasal obstruction, epistaxis,
anosmia, facial deformity, proptosis and facial pain. In our
case, the symptomatology was rich due to the volume and the
locoregional extension of the mass.

Our case appeared on computed tomography as reported in
the literature as an irregular mass with images of bone lysis
despite the benignity of the tumor. This aspect suggests a
priori a malignant tumor. This testifies to the diagnostic
difficulties [10]. Nuclear magnetic resonance imaging with
gadolinium  injection shows heterogeneous contrast
enhancement that is suggestive of neurofibromas [11].

MRI with gadolinium contrast is indicated in areas with
intraorbital or intracranial extension, and for more exact
delineation of the tumor from the normal soft tissues.
Furthermore, MRI is helpful in differentiating the
neoplasm from retained secretions or inflammatory
changes within the sinuses and nasal cavity [12]. In our
context, the only MRI center available in the country
remains too expensive and often breaks down. In our case,
we did not have access.

In the literature the positive diagnosis is histological
thanks to the characteristic findings of spindle cells with
wavy nuclei, wavy collagen fibrils and scattered mast cells.
In most cases, the pathologist will not experience difficulty in
making the diagnosis of a neurofibroma or a benign
schwannoma because these tumors do have a distinctive
histologic appearance. Some problems may be encountered,
however in differentiating between these two lesions,
especially in small biopsy or curettage specimens.

Schwannomas have a capsule, neurofibromas generally do
not. The myxoid changes as well as the highly cellular areas
found in schwannomas may occur also in neurofibromas,
although nuclear palisading usually is not a prominent feature
in neurofibromas. Thus, these two neoplasms do exhibit
overlapping histologic features. Since malignant change may
develop in neurofibromas but not in schwannomas, the
pathologist should attempt to differentiate between these
tumors. In nose and paranasal sinuses [12]. In general, the
differential diagnosis of neurofibroma of the nasosinusian
tract must be made in order of frequency with schwannomas,
protuberant dermatofibrosarcomas, fibrosarcomas,
meningiomas, leiomyomas, solitary fibrous tumors,
leiomyosarcomas [6]. Only immunohistochemistry is useful
in this respect to avoid diagnostic errors. Positive
immunoreactivity with S-100, NSE and vimentin confirms
the diagnosis of neurofibroma [8, 12, 13].

Therapeutically, complete surgical excision is the
treatment of choice [14, 15]. In this, we performed a total
excision of the mass via the paralateronasal route, even if the
current trend in the literature is surgical resection via the
endonasal route. Recurrence is possible even if its frequency
remains low and malignant transformation is rare [6, 14].
Indeed, only a few cases of malignant degeneration have
been described in the literature [10, 14].

4. Conclusion

Solitary neurofibromas are uncommon and remain poorly
understood. Literature data, rare, do not answer all the
questions. This clinical case confirms the non-specific
clinical and radiological characteristics of nasosinusal
neurofibroma. Only positivity at the PS100 is contributory. It
is therefore a diagnosis to be considered in the presence of
any tumor with nasal sinus development. Monitoring must be
regular and appropriate.
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