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INTRODUCTION

Usher syndrome (USH) is a rare, inherited condition and a cause of sensorineural hearing loss (HL) and retinitis pigmentosa (RP).

Cochlear implantation (Cls) is a key intervention used to manage severe to profound HL, providing access to sounds and supporting speech perception (NIDCD,
2024; NICE, 2019). Dual sensory impairment significantly impacts quality of life (QoL), with increased risks of social isolation, depression, and reduced
independence (Dean et al., 2017; Cosh et al., 2017; Chou, 2008).

Cl is associated with improvements in speech perception, although outcomes are highly variable and have multiple influencing factors (Cornwall et al., 2023).
However, evidence is often limited due to small sample sizes and retrospective designs, which impact generalisability (Davies et al., 2021).

Accordingly, the current study aims to critically evaluate current evidence on speech perception outcomes following cochlear implantation in individuals with USH
and to explore the implications of these outcomes for QoL.
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CONCLUSIONS AND FUTURE DIRECTIONS

The present findings support Cl as a successful alternative for individuals with USH. Additionally, the importance of early identification and
intervention, consistent auditory stimulation, structured rehabilitation, and patient-centred counselling is also highlighted.

Unfortunately, evidence is limited by small sample sizes, retrospective designs, and controlled clinical settings, which reflects the available
literature on USH. This highlights the need for further, large-scale and longitudinal research, particularly focusing on the functional and QoL
outcomes within this population.
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