Table S3. Phenotypes in adults: brief description of auditory and associated phenotypes in our adult cohort.

AMD= age-related macular degeneration, CT=computed tomography, F= female, HL=hearing loss, M=male, MRI=magnetic resonance imaging, SN=
sensorineural.

Patient | Sex | Age at Age and type Type Laterality Severity Progressive | Family Consanguinity | Malformations | Other
diagnosis of onset history at the time of
CT/MRI

62 M Postlingual | 29 years - SN Bilateral Moderate | Yes Yes No Yes Multiple
progressive and (asymmetric) mengiomes
asymmetric

63 F Postlingual | 30 years - SN Bilateral Severe Yes Yes No Yes Vertigo /
progressive vestibular

areflexia

64 F Postlingual | 8 years — SN Bilateral Moderate | Yes Yes Yes No No
hearing aids at
18 years -
progressive

65 F Postlingual | Started brutally | Perception | Bilateral Severe Yes No Yes Yes Vertigo /right
at 52 years with (asymmetric) vestibular
vertigo - first areflexia
profound right
ear HL,
followed by left
ear HL

66 M Postlingual | 65 years - SN Bilateral Moderate | Yes No No Yes AMD
progressive (asymmetric)

67 M | Postlingual | Childhood - SN Bilateral Severe Yes Yes No Not performed | No

progressive
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