Research Project: Redenlab Speech Battery for the DentatoRubral-
PallidoLuysian Atrophy Natural History (DRPLA NHBS)

This project was made possible by a donation from Andrea and Paul Compton, who
have a son affected by DRPLA, and have created a foundation called CureDRPLA.

Principal Researchers: Prof. Adam Vogel (Redenlab, Australia).

Scientific Summary:

The purpose of this project is to incorporate speech and swallowing assessments to
the DRPLA NHBS to validate sensitive, reliable and validated measures of dysarthria
and dysphagia in individuals with DRPLA for use in natural history studies and future
clinical trials.

Speech directly affects quality of life, impaired speech dramatically effects social
relationships and employability. Communication typically worsens as disease
severity increases in DRPLA.
Redenlab is a company founded by Prof. Adam Vogel and they specialise in
measuring changes in speech objectively with acoustic analysis. The aim is to
establish which speech features are unique to DRPLA that may both separate
individuals with DRPLA from controls, and also establish features that reflect the
natural history of DRPLA thus reflecting possible change over time. Redenlab has
developed a speech acoustic battery with 6 tests with tailored tasks based on age
and the ability of the participants. Tasks fit along a continuum of cognitive
automaticity enabling a differential evaluation of motor and concurrent cognitive
deficits and include the following tasks:

e Intelligibility (how well we are understood)

e Naturalness (difference between disease & healthy speakers)

e Disease severity (measure aligned with overall disease scores)

e Features including breath support, voice quality, articulation,

resonance/nasality, prosody (e.g. timing, pitch variability)

They have also developed a quantitative swallowing assessment (Clinical
Assessment of Swallowing in Neurodegeneration).

The DRPLA NHBS study participants will complete the speech and the swallowing
assessments at the yearly visits to collect longitudinal data.



