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‘Motor unit number index (MUNIX):
Outcome biomarker
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Baseline data

Value n, (%) n, (%) from ALSFRS-R Risk
mean (sd) Male | Female | Limb | Bulbar Onset Score Profile!
All (n=45) 59.1 M: 26 (58%) L: 33 (73%) 15.8 81.5 38.7 -4.4 378.2

- (12.3) F: 19 (42%) B: 12 (27%) (9.3) (16.7) (6.0) (1.8) (175.3)
ggn'\q/'_Aug 57.0 M: 13 (57%) L: 16 (70%) 15.5 84.5 38.6 -4.6 380.2
(n:2§) (13.3) | F: 10 (43%) B: 7 (30%) (7.6) (18.3) (6.6) (1.7) (198.0)
Placebo 61.3 M: 13 (59%) L: 17 (77%) 16.1 78.2 38.8 -4.2 376.2
(n=22) (10.9) F: 9 (41%) B: 5 (23%) (10.9) (14.5) (5.4) (1.8) (152.7)

89% of participants treated with riluzole
as background standard of care
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Significant slowing in disease
progression
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/ Significant reduction in functional
' decline
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Significant improvement in

quality of life

ALS Specific Quality of Life-Short Form
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Trend for slower rate of decline in
summated MUNIX score
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Trend for preservation of
respiratory function
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CNM-Au8 in ALS
o CNM-AUS8: well-tolerated & safe

* Mild treatment emergent adverse events

° Aspiration pneumonia (n=3)

> Nausea (n=2)

> Abdominal discomfort (n=2)

e There were no serious adverse events or

drug discontinuations
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Conclusion
* Evidence of CNM-Au8 therapeutic efficacy

o Significant slowing in disease progression

° Improved survival

o Significant reduction in functional decline

> Significant improvement in quality of life

° Trend for preservation of lower motor neurons and
respiratory function

» CNM-Au8, well tolerated and safe in ALS

e Larger clinical trials underway
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