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Developmental anomalies of the internal carotid artery (ICA)  include agenesis, aplasia, and hypoplasia. They report an incidence of 0.01% in the general population. Notably, the incidence of intracranial aneurysms (IA) in these individuals is 27.8%, significantly higher than the 2 to 4% incidence in the general population. Imaging tests are usually compelling and the medical treatment should focus on the prevention of neurologic complications. We describe a Lies' type E bilateral hypoplasia of the ICA in an asymptomatic 62 year-old female with several atherosclerotic beds involvement, hypertension, and type 2 diabetes. Within the ICA developmental anomalies, type E is one of the rarest. Cases of hypoplastic ICA are found incidentally, those who have it usually remain clinically silent as a result of the collateral circulation into the anterior and middle cerebral arteries. Measurements of the bony carotid canal help differentiate a congenital condition when it is absent or hypoplastic according to the expected diameters at the petrous bone. Individuals with hypoplastic ICA may develop aneurysmal subarachnoid hemorrhage, parenchymal bleeding, TIAs, stroke and seizures; therefore, screening for IA must be encouraged in these patients. Additionally, follow-up should also be performed for early detection of collateral circulation alterations and surgeons must be alerted of this condition before any cerebrovascular or neck intervention in order to prevent a potentially fatal ending.
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