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Abstract
Congenital partial arhinia or hyporhinia is very uncommon congenital nasal anomaly. Less than 40 cases of congenital arhinia have been reported in the available literatures, most of them defined as complete arhinia and only four cases were congenital hyporhinia.1The cause is not clearly known and most cases are sporadic, but there are few familial cases which have been reported.2 This pathology is usually found associated with other malformations.3High mortality rate is commonly associated with this congenital malformation. We report an extremely rare case of a congenital absence of the heminose (partial arhinia) in a 3-h-old girl old full-term female neonate born from 17 years prime gravid, presented with nasal malformation, respiratory distress, and bluish coloration. To the best of our knowledge, this is among the few cases of heminose agenesis with associated malformations to be reported in the carefully reviewed literatures. (figure 1)
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The patient had holoprosencephaly with cebocephaly, microcephaly, and high arched palate. Orbital anomalies are frequently associated with this condition,5 and our index case had hypotelorism. Clinical presentation depends on the severity of nasal hypoplasia, and patient with atretic posterior choanae  present with severe respiratory distress at birth.4 Our index case had respiratory distress due to the presence of atretic posterior choanae where oral airway and  oxygenation was initiated, also there was ongoing discussion with the family about tracheotomy. Prenatal diagnostic advances have greatly improved the possibility of early detection of congenital anomalies. This gives not only an opportunity to plan and improve perinatal care but also offers the option to terminate the pregnancy for cases in which the prognosis is likely to be poor,6 but this was not possible in our case. Surgical reconstruction is usually delayed until preschool years around 6 years when facial development is nearly complete but due to associated malformations management controversies regarding timing and surgical techniques.
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