
Table 5.  Application of Axis I and Axis II diagnostic classification for ALS and ALS-FTSD (modified from Strong et al., 2009) (2) 

Heading Subheadings Existing, synonymous terms 

within the literature 

Characteristics 

Axis I.  Motor neuron disease variant 

ALS Sporadic ALS sALS, classic ALS, Charcot 

disease, motor neuron disease 

A progressive motor system disorder with both UMN and 

LMN involvement, with the degree of diagnostic certainty 

further defined by either the El Escorial criteria (revised) (6) 

or the Awaji criteria (9). 

 genetic ALS gALS; familial ALS (fALS) As indicated for sporadic ALS with the additional 

components: 

1. Confirmed ALS associated genetic mutation, or 

2. Clinical evidence of autosomal dominant, autosomal 
recessive, or X-linked inheritance 

 Western Pacific 

ALS 

Lytico bodig ALS arising within a hyper-endemic region of the western 

Pacific (e.g., Kii Peninsula, Guam, Rota) 

Axis II. Neuropsychological characterization 

ALSbi   A diagnosis of ALSbi requires: 

1. The identification of apathy with or without other 
behaviour change  

OR 
2. meeting at least two non-overlapping supportive 

diagnostic features from the Rascovsky criteria (36) 

ALSci   A diagnosis of ALSci depends on evidence of either executive 

dysfunction (including social cognition) or language 

dysfunction or a combination of the two. 



 

Executive impairment is defined as: 

1. Impaired verbal fluency (letter).   
OR 

2. Impairment on two other non-overlapping measures of 
executive functions (which may include social 
cognition) 

 

Language impairment is defined as: 

1.  Impairment on two non-overlapping tests and in 

which language impairment is not soley explained by 
verbal fluency deficits. 

 

ALScbi   Patients who meet the criteria for both ALSci and ALSbi 

ALS-FTD  ALS-dementia (ALS-D)*, 

FTD-MND 

A diagnosis of ALS-FTD requires: 

1. Evidence of progressive deterioration of behaviour 
and/or cognition by observation or history 

AND 

2. The presence of at least 3 of the behavioural/cognitive 

symptoms outlined by Rascovsky, Hodges et al 2011 
(36) 

OR 

3. The presence of at least 2 of those 
behavioural/cognitive symptoms, together with loss of 
insight and/or psychotic symptoms 

OR 

4. The presence of language impairment meeting criteria 
for semantic dementia/semantic variant PPA or non-
fluent variant PPA. This may co-exist with 

behavioural/cognitive symptoms as outlined above.   



 

ALS-dementia  ALS-D* ALS with dementia, not typical of FTD 

 ALS-AD  ALS in association with Alzheimer’s disease 

 ALS-vascular 

dementia 

 ALS in association with vascular dementia (269) 

 ALS-mixed 

dementia 

 ALS in association with a mixed dementia (e.g., AD-vascular 

dementia) 

FTD-MND-like   A neuropathological diagnosis in which FTLD is the primary 

diagnosis but in which there is neuropathological evidence of 

motor neuron degeneration, but insufficient to be classified as 

ALS 

ALS-

Parkinsonism-

dementia-

complex 

 Western Pacific variant of 

ALS; lytico Bodig 

ALS concurrent with dementia and/or Parkinsonism occurring 

in hyperendemic foci of the western Pacific 

*Although less common than in 2009, the term ‘ALS-dementia’ continues to be used generically within the literature to describe any 

clinical or neuropathological evidence of neuropsychological impairment.  Its use does not differentiate between the individual entities 

and as such appears in more than one category.  Its use also is not recommended. 

Abbreviations: AD, Alzheimer’s disease; ALS, amyotrophic lateral sclerosis; ALSbi, ALS with behavioural impairment; ALSci, ALS 

with cognitive impairment; FTLD, frontotemporal lobar degeneration; FTD, frontotemporal dementia; LMN, lower motor neuron; 

PNFA, progressive non-fluent aphasia; SD, semantic dementia; UMN, upper motor neuron 


