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Abstract  Congenital temporal bone cholesteatoma is a rare lesion in otolaryngology. The disease is locally in-
vasive and may lead to significant complications, including hearing loss (conductive or sensorineural), temporal
bone destruction and intracranial invasion. This article reviews the characteristic symptoms of congenital temporal
bone cholesteatoma, testing and imaging of the disease, stage and the current treatment options in order to pro-
mote awareness to this rare disease entity and perform early surgical treatment, effectively avoid the destruction of
the temporal bone and its surrounding structures, thereby reducing the occurrence of complications. By improving

the understanding of the disease and performing early surgical treatment, the destruction of the temporal bone and
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its surrounding structures can be effectively avoided, thereby reducing the occurrence of complications.
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