Natural history and clinical characteristics of ALS in Taiwan
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Background

Amyotrophic lateral sclerosis (ALS) is a fatal neurodegenerative disease that affects both upper and lower motor neurons.
We conducted the largest Taiwanese cohort to investigate the nature history and prognostic factor of ALS.

We recruited 525 patients diagnosed with definite or probably ALS. All patients were tested for common disease genes
including C90RF72, SOD1, FUS and TARDBP and detail clinical characteristics were acquired after informed consent. The
patients were followed up for evaluation of ALSFRS-R score. 292 of them have received biannually ALSFRS-R score evaluations.

The male and female ratio is 1.44. 13% of the patients exhibited bulbar onset. Average diagnosis delay since symptoms onset
was 13.9 months. On average, the functional outcome, evaluated by ALSFRS-R score, decline from 34.2 to 23.8 over the first
year of diagnosis. Age of onset, presence of disease causing genes and gender did not affect the rate of functional decline.
Initial ALSFRS-R score, bulbar onset, BMI and older age of onset resulted in worse survival outcome. The clinical characteristics
are shown in the following figures.

Figure 1. Clinical characteristics of ALS patients Figure 2. Genetic analysis of ALS patients
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Figure 4. Survival of ALS patients in the cohort 2"
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