Diagnosis and treatment of congenital nasal glioma
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DESCRIPTION
From the first days of life, a female newborn
suffered from nasal congestion and a runny nose.
The first MRI, at 42 days of life, revealed a solid
and expansive mass of 1 cm in the left nasal fossa.
The radiological examination repeated at 4 months
of life showed an increase in volume, up to 2 cm
(shown in figure 1A,B). The nasal lesion was char-
acterised by a thin capsule and dense content,
without pathologic contrast enhancement. Physical
examination revealed a suboccluding mass, covered
by intact mucosa. An endoscopic approach was
indicated to remove the lesion. Pathological exam-
ination revealed neuroglial tissue with neurons
and gangliar cells, accompanied by connective
tissue with numerous calcifications and psammo-
matous bodies. Immunohistochemistry (epithe-
lial membrane antigen, neuronal nuclear antigen,
neurofilaments, glial fibrillar acidic protein, synap-
tophysin) supported the diagnosis of nasal glial
heterotopia (NGH). The postoperative endoscopic
examination at 2 months showed complete healing
of the mucosa and no signs of recurrence, confirmed
by a new MRL

NGH, also called nasal glioma, neuroglioma,
encephaloma or sequestered encephalocele, is a
rare congenital head and neck mass that consists of
dysplastic neuroglial tissue and fibrovascular tissue
covered by epithelium. Recently, a combination
of glial and meningothelial cells was described by
Shauer et al.' In about 30% of cases, it presents
intranasally, like the case reported herein, in 60%
as an extranasal type in subcutaneous tissues and in
10% as a mixed form. Ginat has described a group
of lesions within the congenital nasal anomalies,
which primarily appear as a mass.”> Our case of
intranasal glioma could be easily confused with a

Figure 1

Coronal (A) and sagittal (B) T2 weighted MRI
(A) show a solid, expansive mass of 20x21 mm in the left
nasal fossa.
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nasolacrimal mucocele, as the radiologist suggested,
or a cephalocele.

Nasolacrimal mucoceles are characterised by a
cystic mass at the medial canthus with dilatation of
the nasolacrimal duct that can, rarely, extend into
the nasal cavity.

Congenital cephaloceles usually occur at the site
where gaps permit the outward herniation of cere-
brospinal fluid (CSF) alone (meningocele) or CSF
and gliotic brain tissue (meningoencephalocele);
MRI demonstrates continuity of the mass with the
intracranial compartment and helps to characterise
the contents.

The following conditions are included in differ-
ential diagnosis of extranasal form: congenital
germline fusion cysts, nasal hamartomas and cuta-
neous heterotopic meningeal nodules.

Radiological evaluation with CT or MRI has an
important role during both preoperative and post-
operative phases.” First, imaging can show an even-
tual fibrous stalk (27% of cases), which represents
the connection between the NGH and the dura;
that is the reason why NGH and cephaloceles are
often considered as two aspects of the same spec-
trum.* Postoperative radiological follow-up is
fundamental because the recurrence rate has been
reported as 4%—10%.°

NGH is treated by surgical resection because of
the increasing volume of the mass and the risk of
infection. Craniotomy was more frequently used
in the past but is now indicated only for intracra-
nial extension.® For the intranasal type, endoscopic
surgery represents a safe and effective technique,
providing excellent results on the mucosa without
recurrence in very young patients.

Learning points

» Intranasal nasal glial (NG) (30%) can be
confused with nasolacrimal mucocele or
cephalocele. Congenital germline fusion cysts
and hamartomas seem extranasal form of NG
(60%).

» Clinic and imaging are fundamental for
differential diagnosis of any congenital nasal
mass. Because of its rarity, the diagnosis and
the treatment represent a change since the
age of the little patients who often have other
pathologies or malformations associated.

» The therapy for NG is surgical resection
because of the progressive increasing volume
of the mass. In particular, the intranasal type is
mainly resected using endoscopic surgery with
successful results.
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