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Congenital arhinia is described as the absence of the nose 
at birth. It is a rare condition that has been documented less 
than 50 times since it was first seen in 1931. Due to neonates 
being obligatory nasal breathers, congenital arhinia will lead 
to severe upper airway obstruction and could potentially be 
life-threatening to the child if not managed properly. The 
pathogenesis is not well understood due to the scarcity of 
cases; however, there is an association with other craniofacial 
malformations1,2,3. 

The aim of this study is to report a case of congenital arhinia 
diagnosed antenatally and managed in the Neonatal Intensive 
Care Unit (NICU). 

THE CASE 

A baby female was born at 38+5 weeks of gestation by 
emergency Cesarean section due to fetal distress. There 
was a history of maternal gestational diabetes mellitus and 
polyhydramnios during pregnancy. Ultrasound performed at 
27 weeks of gestation revealed absent nasal bones. At birth, the 
neonate had an APGAR score of 5 and 8 at 1 and 5 minutes, 
respectively. Birth weight was 2.66 kg with normal length and 
head circumference.

Soon after birth, the baby was intubated due to severe 
respiratory distress and was admitted to the NICU. She was 
initially kept nil per mouth, and the feeding was started on the 
second day of life via an orogastric tube. 

Skull CT was performed, which reported the absence of the 
midline nasal skeleton, including the septum, perpendicular 
plates of ethmoids and the absence of nasal cavity and 
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Congenital arhinia is a rare condition described as the absence of the nose at birth. It is a life-
threatening condition if not managed properly. Due to its low incidence, not much is understood 
about the condition. 

We report a case of congenital arhinia diagnosed antenatally and managed in the Neonatal Intensive 
Care Unit (NICU). The case was diagnosed at 27 weeks of gestation when fetal ultrasound revealed 
absence of nasal bones. At birth, the baby was in respiratory distress and required oral intubation 
followed by elective tracheostomy. 
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paranasal sinuses, see figures 1 and 2. In addition, subluxed 
lens in the right orbit was reported. Additional workup included 
echocardiograph, abdominal ultrasound, and karyotyping, 
which were normal. Craniofacial and ophthalmology 
consultations were sought; a tracheostomy and examination of 
the eyes under general anesthesia were advised. 

The patient had tracheostomy with size 3.5 non-cuffed Shiley 
tube. Eye examination revealed non-ophthalmic on the right 
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Figure 1: 3D Reconstruction of Facial Bones


