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INTRODUCTION 

Neonatal nasal obstruction due to congenital 

nasal pyriform aperture stenosis is very rare 

and uncommon. The usual clinical presenta-

tion is respiratory distress, cyclic cyanosis, 

apneas, and feeding difficulties. A bony 

overgrowth of the maxillary nasal processes 

is thought to be responsible for this deformi-

ty. The diagnosis is suggested by history and 

physical examination; however, it should be 

confirmed through radiological evaluation 

i.e., a CT scan of the nasal cavity. It has been 

suggested that a pyriform aperture width less 

than 8 mm in a term infant is diagnostic of 

CNPAS (Congenital Nasal Pyriform Aper-

ture Stenosis). This anomaly has been report-

ed as an isolated feature or can be associated 

with craniofacial or central nervous system 

anomalies. Surgery is indicated in cases of 

severe respiratory distress, feeding difficul-

ties, and when there is no benefit with con-

servative methods. We are reporting a case of 

a male baby diagnosed with CNPAS and was 

managed in our Hallelujah General Hospital.  

CASE REPORT 

A pre-term male baby, second child of non-

consanguineous parents was born by emer-

gency caesarian section (C/S) because of pre-

term labor and previous C/S scar. The birth 

weight was 2.1 kg and the neonate had an 

appearance, pulse, grimace, activity, respira-

tion (APGAR) score of 8 and 9 at one 5th  

minutes respectively. The neonate is referred 

to our NICU (Neonatal Intensive Care Unit) 

because he developed fast breathing, grunting 

and retractions following delivery. 

During his stay in the NICU baby had persis-

tent fast breathing with desaturation when he 

is put off CPAP (Continuous positive airway 

pressure). After 72 hours of admission his 

condition started to improve except for the 

fast breathing (RR ranging between 62-66/

minute) and intermittent desaturation. For 

initiation of trophic feeding naso-gastric 

(NG) tube was inserted because he had diffi-

culty of suckling with his mouth. There was 

resistance during the insertion of the NG tube 

on both nostrils more on the right side. 

After this the possibility of choanal atresia 

was considered. On examination the infant 

had no dysmorphic features. The external na-

sal pyramid and nasal vestibular opening 

were normal and test for nasal breathing with 

cotton was done and there was no movement 

of the cotton seen more on the right side sug-

gesting obstruction.  
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 All the cranial nerves were normal. There 

was no coloboma of eye and the cardiovascu-

lar examination was normal. Other investiga-

tions like chest X-ray, Echocardiogram and 

Brain CT were also normal.  

The CT scan of the Nose and paranasal si-

nuses showed bilateral nasal aperture stenosis 

with no evidence of bony or membranous 

choanal atresia. 

Preoperative CT scan showed narrowing of 

pyriform aperture.  

44 

Figure 1  Figure 2 

Figure 3 Figure 4 

Figure 5 

 
On 20/05/17 the patient was taken to opera-

tion room after written consent of the family 

and put in supine position after wrapping 

with cotton, draped and anesthetized. Local 

anaesthesia lidocaine with strength of 

1:200000 injected sublabially after cleaning 

oral cavity well. Incision was made sublabi-

ally about 5 mm away from the gingival sul-

cus up to  subperiostem and flap is raised up 

to nasal orifice. Flap also raised in nasal cav-

ity and prominent bone on both sides is cu-

retted and removed. Nasal cavity became 

patent and number 3 endotracheal  tube 

stented and surgical wound closed in layer. 

After extubation the infant was able to main-

tain saturation at room air and there was no 

cyclical cyanosis and apneic spells. Then the 

patient was transferred to intensive care unit 

after being fully awake. 

  

https://www.ncbi.nlm.nih.gov/pmc/articles/PMC3282325/figure/f1/


 After 2 weeks both stents were removed and 

repeat nasal endoscopy was done which 

showed bilateral adequate nasal cavity. The 

infant remained comfortable at room air and 

was able to bottle feed and started to gain 

weight. The patient is on regular follow up 

for last two weeks and is doing well. 

DISCUSSION 

The nasal pyriform aperture is a pear-shaped 

bony inlet of the nose formed by the nasal 

and maxillary bones. The origin and embryo-

logical development of CNPAS remains un-

determined; but it arises in the fourth month 

of fetal development because of an over-

growth of the nasal process of the maxilla 

and may present as an isolated condition or 

in association with other congenital disor-

ders. The narrowing of the nasal aperture re-

sults probably from a bony overgrowth of the 

maxillary nasal processes during maxillary 

ossification (1).  

Infants with CNPAS present at birth or short-

ly thereafter with severe nasal obstruction 

leading to noisy breathing and respiratory 

distress that worsens with feeding and im-

prove with crying. It can occur in isolation or 

in association with other malformations (2).  

CNPS clinically presents with unspecific 

symptoms, such as episodes of cyanosis, in-

spiratory stridor, sternal retraction, thoracic 

asymmetry, hypoxemia, and acidosis (3,4). 

Congenital nasal pyriform aperture stenosis 

is a rare but life threatening nasal obstruction 

in neonates as they are nasal obligatory 

breathers (5, 6). Bony obstruction of nasal 

cavity either unilaterally or bilaterally is 

commonly due to choanal atresia (7). 

CNPAS occurs at a frequency of about one 

fourth to one-third of choanal atresia (8).  

In addition to respiratory manifestations 

CNPAS can also present with feeding prob-

lems and sleep difficulties (9). 

CNPAS has been described as an isolated 

anomaly or can be associated with a range of 

craniofacial and brain anomalies (10-12). 

The presence of associated brain, pituitary 

and chromosomal anomalies should be ex-

cluded by the mean of magnetic resonance 

imaging, endocrinologic and genetic evalua-

tion.  

The inability to pass a 5F catheter and a radi-

ographically measured pyriform opening < 

–10 mm in a full-term infant are considered 

diagnostic (13-15). 

CONCLUSION 

CNPAS is a rare case of neonatal nasal ob-

struction. Early prompt recognition of neona-

tal nasal obstruction and timely management 

is necessary to relieve respiratory distress. 

It’s better to consider this unusual presenta-

tion of neonatal nasal obstruction in those 

newborns for whom there is no strong expla-

nation for respiratory distress. Simple NG 

tube insertion can make the diagnosis of this 

rare cause likely. 

In all cases of CNPAS, a multidisciplinary 

approach involving ENT specialists is re-

quired to rule out other craniofacial or mid-

brain abnormalities. 
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