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ALS is a fatal motor neurodegenerative
disease characterized by muscle atrophy and
weakness, dysarthria, and dysphagia. The mean
survival of ALS patients is three to five years,
with 50% of those diagnosed dying within three
years of onset (1). A multidisciplinary approach
is crucial to set an appropriate plan for
metabolic and nutritional support in ALS.
Nutritional management incorporates a
continuous assessment and implementation of
dietary modifications throughout the duration
of the disease. The nutritional and metabolic
approaches to ALS should start when the
diagnosis of ALS is made and should become an
integral part of the continuous care to the
patient, including nutritional surveillance,
dietary counseling, management of dysphagia,
and enteral nutrition when needed.
Malnutrition and lean body mass loss are
frequent findings in ALS patients necessitating
comprehensive energy requirement
assessment for these patients. Malnutrition is
an independent prognostic factor for survival in
ALS with a 7.7 fold increase in risk of death.
Malnutrition is estimated to develop in one

quarter to half of people with ALS (2).
Adequate calorie and protein provision would
diminish muscle loss in this vulnerable group of
patients. Although appropriate amount of
energy to be administered is yet to be
established, high calorie diet is expected to be
effective for potential improvement of survival;
ALS patients do not normally receive adequate
intake of energy. A growing number of
clinicians suspect that a high calorie diet
implemented early in their disease may help
people with ALS meet their increased energy
needs and extend their survival. Certain high
calorie supplements appear to be safe and well
tolerated by people with ALS according to
studies led by Universitats klinikum Ulm's and,
appear to stabilize body weight within 3
months. In a recent study by Wills et al., intake
of high-carbohydrate low-fat supplements has
been recommended in ALS patients (3). They
showed that patients in the high-
carbohydrate/high-calorie groups gained 0.39
kg more weight per month, compared with
0.11kg per month in the control group, and
there was an average weight loss of 0.46 kg per
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month in the high-fat/high-calorie group.
However, there are some concerns that high-
carbohydrate low-fat diets might increase the
risk of ALS and these findings should be
interpreted with caution (4). Furthermore,
according to Wills et al. high fat-high caloric
diets could not be ideal regimens for these
patients due to the associated gastrointestinal
complications (3). Dorst and associates, in their
study, showed that high caloric food
supplement with high fat is suitable to establish
body weight compared to high carbohydrate
formula. Hence, it seems that high protein-high
caloric diets could be more appropriate options
for both improving negative nitrogen balance
and decreasing muscle atrophy in patients with
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ALS based on the pathophysiology of protein-
energy malnutrition and hypermetabolism
which is thought to be due to mitochondria
problem. The multifactorial pathophysiology of
ALS has resulted in hypotheses that there may
be subgroups of patients, eventually defined by
a specific underlying etiology or clinical
presentation, which selectively respond to a
particular regimen. Consequently, further RCTs
with larger sample size are required to clarify
the best regimen for weight gain and improved
survival in ALS patients and it seems that
personalized nutritional support or combined
regimens might be the best way and could
improve the quality of life considering the
complex pathophysiology of malnutrition.
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