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Microsurgical management of cranio—orbital neurofibromatosis complicated with intraorbital meningoencephalocele
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[Abstract] Objective To explore the treatment strategy of cranio— orbital neurofibromatosis (CON) with intraorbital meningo—
encephalocele (IME). Methods The clinical data of 20 patients with CON complicated with IME who underwent staging operation from
January 2014 to October 2021 were analyzed retrospectively. During the first stage operation, the skull base sphenoid defect was
reconstructed through the enlarged frontotemporal approach to treat the IME. The orbital neurofibromas were resected by the second
stage operation 3 months later. Results Gross—total resection of orbital neurofibroma was achieved in 16 patients and subtotal resection
in 4. Visual acuity was significantly improved in 4 patients and no change in 16. Exophthalmia was significantly relieved in all the
patients, eye movement disorder was improved in 16 patients, affected side upper eyelid ptosis was recovered in 8 patients, and corneal
ulcer was recovered in 3 patients. There were no surgical death, postoperative intracranial infection, cerebrospinal fluid leakage, and
epilepsy. The postoperative follow—up ranged from 12 months to 36 months (mean, 21.5 months). No IME recurred. Conclusions For
patients with CON complicated with IME, staging operation, repairing the skull base defect during the first stage operation and resection
of intraorbital neurofibroma at second stage operation, can achieve good surgical outcomes.
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