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RESULTS

Table 1 Descriptive data for the CRC-SCA analytic dataset and EUROSCA
analytic dataset used to derive SCACOMS

CRC-SCA
ALL SCA SCA3

INTRODUCTION
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Development and validation of
SCACOMS, a composite scale for

» SCA s arare inherited disorder characterized by progressive ataxia affecting limb
coordination, balance, and speech.*2 » Examination of SCACOMS treatment effects at 48-weeks in BHV4157-206
SCAS subjects (n=85) showed a statistically significant treatment effect in

» While there have been recent developments of disease modifying treatments (DMTSs) . f uzole ( )
subjects, favoring troriluzole (Figure 2).

targeting SCA pathology?, many have yet to be tested in SCA patients and none have been
approved for this population.

EUROSCA
ALL SCA SCA3

Baseline characteristic

» The percentage of progression avoided was 80% for the CRC-SCA derived
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distributed similarly, with CGI accounting
for ~1/2 of the total score.
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CGl, Clinical Global Impression - Global Improvement Scale; CRC-SCA, Clinical Research
Consortium for the Study of Cerebellar Ataxia; EUROSCA, European Integrated Project on
Spinocerebellar Ataxias; FARS, Friedreich ataxia rating scale; f-SARA, Maodified functional Scale for
the Assessment and Rating of Ataxia; MSDR, mean to standard deviation ratio; PLS, partial least
squares; SCA, spinocerebellar ataxia; VIP, Variable Importance of Projection

*The MSDR of changes in total f-SARA score was 0.4826.

» This study highlights the potential usefulness of SCACOMS for clinical and
research purposes. The availability of a scale that detects small but
meaningful changes in disease progression and treatment effects will lead to
more efficient trial design and support the development of novel DMTs for
patients with SCA.
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