
 
 

FAST FACTS AND CONCEPTS #437 
AMYOTROPHIC LATERAL SCLEROSIS: PROGNOSTICATION IN ADVANCED ILLNESS 
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Background:  This Fast Fact reviews available published evidence and expert opinion regarding 
prognostication for amyotrophic lateral sclerosis (ALS), an incurable, progressive neurodegenerative 
disease. See Fast Facts #73, 299, 300, 301, and 411 for further information regarding ALS. 
 
Description of Advanced or End-Stage ALS:  Most patients with ALS have a linear pattern of decline, 
however, the speed of that decline is quite variable between individuals. Median survival from time of 
onset has been shown to be three to five years (1). Most patients experience progressive limb and/or 
bulbar weakness that progresses over months to years and eventually manifests as a bedbound 
individual who may also experience dysarthria and/or dysphagia. End-stage ALS generally refers to the 
presence of dysphagia and/or respiratory failure from neuromuscular weakness. Interventions such as 
gastrostomy tube to ensure adequate nutrition and mechanical ventilation via tracheostomy can prolong 
life in ALS (2).  While many fear they will suffer a distressing death (many fear choking to death), a 
retrospective analysis suggest that nearly 90 percent of patients who are not mechanically ventilated 
experience a peaceful death in which they progressively slip into a deeper coma from hypercapnia (1).  
 
Disease-specific prognostication in ALS:  The European Network for the Cure of ALS (ENCALS) 
model is the most recognized evidence-based, disease-specific model to predict prognosis in ALS (3).  It 
was developed to predict survival for patients with ALS who were not treated with a tracheostomy nor 
continuous non-invasive ventilation. Survival outcomes are reported three ways: as an individualized 
prognostic estimate (specific patient compared to average patient), prognostic groups (very long, long, 
intermediate, short, or very short), or as a point estimate within a survival curve. ENCALS uses clinical, 
cognitive, and genetic variables to predict survival based on data from over 11,000 European patients 
with ALS from 1992-2016. The most relevant prognostic factors from ENCALS include:   

• Site of onset (spinal vs bulbar)  

• Age of onset of muscle weakness or bulbar symptoms 

• Time from onset of weakness or bulbar symptoms to diagnosis 

• Whether the diagnosis of ALS was definite, probable, or possible  

• Forced vital capacity (FVC) 

• The revised ALS Functional Rating Scale (ALSFRS-R) 

• The presence of frontotemporal dementia (cognitive factor) 

• Presence of the C9orf72 mutation (Genetic factor) 

ALS hospice guidelines:  Patients are considered eligible if they meet one of three criteria (4,5): 
1. Critically impaired breathing capacity: meaning dyspnea at rest; vital capacity less than 30% of 

normal (if results are available); and patient declines mechanical ventilation (though external 
ventilation via bilevel support can be used for symptom control). 

2. Significant functional decline: e.g., going from ambulation to bed bound status; losing the ability to 
swallow/speak; going from a normal to a pureed diet within 12 months.  

3. Life threatening complications: e.g., aspiration pneumonia, sepsis, or a stage 3 sacral wound. 

Prognostic evidence for ENCALS and ALS hospice eligibility guidelines:   

• ENCALS has been critiqued since it does not include relevant treatment factors such as riluzole, 
enteral nutrition, or ventilation as prognostic variables. Yet, the authors note that the median survival 
benefit of riluzole in a Cochrane meta-analysis was three months.  This is substantially smaller than 
the combined effect of the predictors in ENCAL (HR 0.84 vs 15.29) (5). 

• A systematic review compared nineteen predictor models for survival in ALS. Only ENCALS was 
shown to have good discrimination and calibration and a low risk of bias (6).  

• The ENCALS model can predict survival time in months and can thus be used to determine survival 
likelihood less than six months, indicating hospice eligibility.  

• The validity of hospice eligibility criteria in predicting prognosis in ALS is less known. A 2004 study of 
97 consecutive ALS patients admitted into hospice from a tertiary ALS center found that although only 
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five met Medicare criteria at the time of enrollment (7). While the mean number of days on hospice 
was 85, there was wide range: 1-534 days (7). The Medicare criteria have subsequently been 
revised; however, the sensitivity and specificity of the revised Medicare criteria remain unknown.  

Online resources:  See references #3-4 for determining ENCALS, ALSFRS-R, and ALS hospice criteria. 
 
Limitations: Some patients with ALS experience plateau periods, others experience rapid progression. 
Therefore, the clinical application of ENCAL’s population-based prognostic data for individualized care 
requires thoughtfulness and complex communication skills. Clinician gestalt by an ALS specialist that is 
aware of the patient’s clinical scenario is crucial for accurate prognostication. See references 8-10 for tips 
on communicating prognosis based on population data. 

 
Bottom Line:  In conjunction with a careful assessment of functional status, the ENCALS model can be a 
helpful tool to predict prognosis in ALS.  Further research is needed to determine if ENCALS offers 
prognostic benefit over clinician gestalt from an ALS specialist.  
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independent clinical judgment and consult other relevant and up-to-date experts and resources. Some 
Fast Facts cite the use of a product in a dosage, for an indication, or in a manner other than that 
recommended in the product labeling. Accordingly, the official prescribing information should be 
consulted before any such product is used. 

 
 

 

   

 


