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Abstract (300 word limit)
Introduction: Basal encephaloceles are rare anterior skull base defects incident in 1/35,000 live births and may be life-threatening in infants, presenting as airway obstruction, respiratory compromise, CSF rhinorrhea, or meningitis. In the context of a repair of a giant basal encephalocele containing eloquent neural tissue, we describe the technical nuances of this repair compared to others reported in the literature. 
Methods: A 16-month-old girl presented with progressive airway obstruction from a giant sphenoethmoidal encephalocele.  She had multiple congenital anomalies including agenesis of the corpus callosum and cleft lip and palate.  CT showed complete absence of the bony anterior cranial base and MRI demonstrated the presence of the pituitary gland and hypothalamus in the hernia sac. We describe the operative repair as well as those of similar cases reported in the literature.
Results: We repaired the encephalocele using a combined microsurgical and endoscopic multidisciplinary approach working through transcranial, transnasal and transpalatal corridors.  The procedure was completed in a single stage, including cleft lip repair and calvarial bone harvesting from the same incision. The child made an excellent neurological and aesthetic recovery with preservation of pituitary and hypothalamic function. Others have reported purely endoscopic endonasal approaches for small defects, staged repairs of facial anomalies, the use of rib grafts or foreign material for skull base repair, the obliteration of all intralesional tissue for intracranial reduction, as well as the removal of the orbital bandeau in lieu of spinal drainage for improved access. 
Conclusion: A novel technique for treating a giant sphenoethmoidal encephalocele containing eloquent brain is presented in the context of other repair methods presented in the literature. Utilizing a combined approach, autologous bone for repair, a single-stage facial repair, and the integration of a vascularized pericranial graft together improved upon previously reported repairs.

[image: dummy]

Image
[image: ]
Figure 1. Artist’s depiction of the repair of the herniated encephalocele. Note the red pericranial graft tucked underneath the harvested parietal bone slinging up the encephalocele sac. The repaired mucosa is noted in the oral cavity, and midline tissue has been reinstated to close the cleft defect.  
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