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Case history

This patient is a 38+5 weeker born by Caesarean section

with birth weight of 2.8 kg. He was found to have stuffy

nose and respiratory distress since birth. He was put

on nasal CPAP 5 cm H
2
O and his respiratory distress

resolved. Physical examination showed stuffy nose

sounds with intermittent nasal discharge. Fr 8 catheter

could be passed through both nostrils but with some

resistance on right side. His chest was clear and breath

sounds were symmetrical. A CT nasal cavity was

performed.

Questions

1. What is the diagnosis?

a) Choanal stenosis

b) Pyriform apert stenosis

c) Nasal polyposis

d) Nasal haemangioma

R a d i o l o g i c a l  Q u i z

(Answer on page  13)

Figure. CT nasal cavity performed on Day 5 of life.
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Answers to X-ray Quiz on page 11

Answers: b

1) This CT nasal cavity demonstrates the pyriform aperture is small in size at its inferior aspects. The

diameter is measured to be 3 mm only. Soft tissue densities are noted to be occupying the nasal cavity.

The posterior choanae are not narrowed. There is mild nasal septum deviation to the right side.

2) The diagnosis is congenital nasal pyriform aperture stenosis (CNPAS).

CNPAS was first described by Brown et al.1 in 1989. It is caused by excessive growth of the medial nasal

process of the maxilla.2 This narrowed bony structure together with its overlying mucosa will cause

obstruction to the nasal passage.

The pyriform aperture is a pear-shaped opening bounded by nasal bone superiorly, the nasal process of

the maxilla laterally, and the horizontal process inferiorly. It is the narrowest, most anterior bony portion

of the nasal airway. A decrease in its diameter will cause significant increase in airway resistance.

Therefore, patients suffering from the rare disease will usually be symptomatic.

Neonates are obligatory nasal breathers. Symptomatology is dependent on its severity of obstruction. It

ranges from nasal congestion to life-threatening respiratory distress. Failure to pass a suction catheter

of 3-4 mm diameter may raise the suspicion clinically. The diagnosis is confirmed with a CT scan

demonstrating a narrowed pyriform aperture. It is considered stenotic when either the maximum transverse

diameter of each aperture is less than or equal to 3 mm, or when the pyriform aperture width is less than

8 mm.1

The exact cause of CNPAS is unknown. It is found to be associated with single central maxillary incisor

and therefore, it has been thought to be a microform of holoprosencephaly. The management depends

on the symptoms and the severity of obstruction. It ranges from topical decongestants to aggressive

surgical enlargement. Patients with CNPAS should also be evaluated for any sleep apnoea or feeding

difficulties because of the high risk of association.
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