CASE REPORT

Salivary gland anlage tumour - a rare cause of
congenital nasal obstruction
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Salivary gland anlage tumour, also known as congenital pleomorphic adenoma, is a rare salivary hamartoma that presents in the nasopharynx
of neonates. It is important to distinguish this lesion from other causes of neonatal respiratory distress. Treatment usually involves simple
excision, and recurrence is rare. No cases of malignant progression have been reported in the literature. We report an interesting case

referred to our unit a day after birth with respiratory distress.
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E Salivary gland anlage tumour (SGAT), or congenital

=53 pleomorphic adenoma, is a rare salivary hamartoma
that presents in the nasopharynx of neonates. We
report an interesting case referred to us a day after
birth with a suspected diagnosis of choanal atresia.
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Case report

After an uncomplicated pregnancy, a term (37 weeks) baby was
delivered to a healthy primigravid woman by caesarean section for
fetal distress at a small district hospital in the Free State Province,
South Africa. The Apgar scores were reported to be 8 and 9 at 1
and 5 minutes, respectively. The birth weight was 2 840 g. The baby
became distressed after delivery with intercostal recession and
intermittent cyanosis, but appeared to be normal otherwise with no
syndromic stigmata. A diagnosis of suspected choanal atresia was
made owing to inability to pass a nasogastric tube through either
of the choanae, and the baby was referred to the neonatal intensive

Fig. 1. Axial computed tomography scan demonstrating contrast in the nasal

cavity.

care unit (NICU) at Universitas Hospital, the tertiary referral centre
for the Free State.

On arrival, the baby maintained good oxygen saturation after
placement of an oropharyngeal airway, despite copious secretions.
The baby was stabilised and special investigations were performed
as deemed necessary. We were unable to perform flexible endoscopy
successfully at the bedside.

A computed tomography (CT) scan, with contrast placed into the
nostrils, showed a nasopharyngeal soft-tissue mass of heterogeneous
density, with no flow-through into the nasopharynx (Fig. 1). No
intracranial extension or bony erosion of the skull base was evident,
but unfortunately we did not perform ancillary magnetic resonance
imaging (MRI). The baby was booked for urgent examination under
anaesthesia. Examination in theatre revealed a very narrow right
nasal passage, and it was impossible to pass the nasal endoscope
into the posterior choana. Endoscopy of the left nostril revealed a
pinkish-grey soft-tissue mass protruding into the posterior choana,
which was biopsied. On elevation of the soft palate, a soft-tissue mass
was visible and seemed to prolapse out of the nasopharynx and into
the oropharynx after biopsy.

Histopathological examination revealed a lesion composed
of duct-like structures surrounded by solid nodules and sheets
of spindle-shaped cells, compatible with a diagnosis of SGAT.
Immunohistochemical stains for AE1/AE3, MNF116 and EMA
were positive and stains for p63, actin and calponin demonstrated
scattered intervening positive cells. Stains for S100, desmin,
CD34 and myogenin were negative. The mass was removed via a
combined transnasal transoral approach. Bleeding was minimal
and excision appeared complete on macroscopic examination (Fig.
2). The mass measured 32x20x10 mm, was well circumscribed,
and on cut section was solid and white in colour. The appearance
on histological examination was consistent with that of the
biopsy specimen, with squamous nests and duct-like structures
surrounded by solid groups of plump spindle-shaped cells,
confirming the diagnosis of SGAT (Fig. 3).

The baby was admitted to the NICU postoperatively and intubated
for approximately 12 hours. The condition was stable on discharge,
and follow-up thus far has been unremarkable.

Definitive histological examination later confirmed excision of
the entire tumour, the features of which were unchanged from the
initial report.
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Fig. 2. Macroscopic appearance of the tumour (scale in cm).

Fig. 3. Haematoxylin and eosin-stained section demonstrating squamous nests
and duct-like structures surrounded by spindle-shaped cells in the deeper part
of the lesion.

Discussion

The list of possible causes for nasal obstruction in the neonatal period is
along one, the most common being nasal mucosal oedema, infectious
causes such as syphilis (rare nowadays), bony abnormalities such
as pyriform aperture stenosis, choanal atresia, cystic lesions such as
a dacrocystocele or Rathkes pouch cyst, Thornwaldt cyst, and other
developmental midline nasal lesions such as a meningo-encephalocele
or glioma. Neoplastic lesions are usually benign, and include dermoids,
hamartomas, teratomas and haemangiomas. Malignant lesions such as
neuroblastoma, rhabdomyosarcoma or lymphoma may be seen, but are
extremely rare, and metastatic disease even more so. Nasopharyngeal

obstruction due to adenoidal hypertrophy is uncommon in the
neonatal period." Iatrogenic and traumatic causes should also be
sought. Clinical examination and the history should assist in deciding
on further management and investigations.

Examination of the upper aero-digestive tract by means of fibre-
optic endoscopy is advantageous, as anterior rhinoscopy is not
always helpful. Failing this, an examination under anaesthesia is
recommended. Because the position of the nasopharynx makes it
difficult to access, multiple diagnostic approaches may be required for
visualisation.”

Anatomical evaluation by means of CT and MRI, preferably both,
are essential prior to surgical intervention.®" Intracranial extension
can be evaluated and more common pathology identified by the nature
of enhancement of the mass, its size, and other necessary information
gleaned from such studies.

Our patient had a presumed diagnosis of choanal atresia. Radio-
logical examination, however, hinted at the possibility of an alternative
diagnosis. Although there was demonstrable failure of contrast to
pass through the posterior choanae, a soft-tissue mass was visible in
the nasopharynx. An important finding was the lack of intracranial
extension. MRI would have been beneficial in delineating this more
clearly, owing to the lack of ossification of the skull base in this age
group.”) No bony remodelling or overt abnormalities were present on
the CT scan.

SGAT isarare hamartoma that presents asamidline nasopharyngeal
mass in neonates, with only a few cases previously reported.!""”’ The
most recent articles in a PubMed search cite approximately 24 known
cases.! The incidence of the tumour is difficult to estimate, as it is
relatively uncommon.

SGAT was first described in the literature by Dehner et al.” in 1994.
Prior to this description, similar lesions had been described in the
literature as early as 1980. These lesions were probably also SGATs." ")

Patients typically present with respiratory distress if nasal
obstruction is bilateral, as neonates are obligate nasal breathers.!>*
Patients with unilateral obstruction may present later, but most cases
are seen within the first two weeks of life."! The tumour has a male
predilection and arises from the minor salivary gland tissue on the
nasopharyngeal surface of the soft palate, usually pedicled to the
posterior septum or posterior nasopharyngeal wall.""” This pedicle
may easily be torn with probing, resulting in dislodgement and
possible complete and unexpected airway obstruction. Treatment
includes simple excision, with no recurrences reported in the
literature." " No risk of malignancy has been reported, but a high
mitotic index may mimic a malignant tumour."” Periodic follow-up
is advisable.

Conclusion

Nasal obstruction in neonates can lead to life-threatening respiratory
distress. In this case, we were misled by the initial clinical findings,
which suggested a diagnosis of choanal atresia. A CT scan demon-
strated a soft-tissue mass filling the nasopharynx, which was proven
to be a SGAT and was successfully excised.

Ethics approval. Research ethics committee approval was received.
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