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NEW FROM NICE  ■

NG42: Motor neurone disease 
There are about 4000 people in England 
and Wales who have motor neurone 
disease (MND). Most die within two to 
three years of developing symptoms but 
some live with the condition for a long 
time: five-year survival is 25 per cent and 
10-year survival is 5–10 per cent. 
 Although it is six years since NICE 
published its first guideline on MND 
(CG105), it believes that some people 
with MND are still left isolated and 
their care is less than ideal. This guid-
ance update, intended for health and 
social care professionals, commis-
sioners and providers, and patients 
and their families, includes new rec-
ommendations affecting most aspects 
of care.1 Avoiding delay is a recurring 
theme, suggesting this is an important 
area where performance has been 
below par.

Care pathway
The NICE care pathway is summarised 
in Figure 1.2 Many of the amendments 
to the early sections reflect current con-
cerns with optimising patients’ expe-
rience of the NHS and end-of-life care. 
Care should be continuous and inte-
grated across all settings. People with 
MND and their families/carers should 
receive information and support through-
out the process of referral and diagnosis, 
particularly during “periods of uncertainty 
or delay”. Delay when referring should be 
avoided by specifying the possible diag-
nosis in the referral letter or phoning the 
neurologist direct.
 Once the diagnosis is confirmed, 
there should be a face-to-face appoint-
ment with a member of a clinic-based 
MND multidisciplinary care team within 
four weeks. The team should now include 
a specialist in palliative care.

 It is the team’s job to ensure the 
person’s medical and social care needs 
are met in a personalised and flexible 
way. This now includes “respite care and 
sources of emotional and psychological 
support, including support groups, online 
forums and counselling or psychology ser-
vices”. How much information the team 
provides, and the involvement of families/
carers, is for individuals to choose. But 
they should be offered a single point of 
contact and opportunities to talk about 
advanced care planning and end-of-life 
care whenever they want to. Decision-
making has been added to the topics cov-
ered during appointments. People with 
MND face cognitive and physical decline, 
so early planning is recommended.

Treatment
Drug treatment is one of many compo-
nents of care. Riluzole is licensed to 
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extend life or the time to mechanical 
ventilation and is recommended by NICE 
(TA20, 2001).3 “Anticipatory medicines” 
should be available in the home. This 
means a supply of opioids and benzo-
diazepines for breathlessness, and 
antimuscarinic medicines to treat prob-
lematic saliva and respiratory secretions. 
Quinine is the drug of choice for muscle 
cramps, but there are many alternatives 
if it is unsuitable (initially baclofen, then 
tizanidine, dantrolene or gabapentin). 
These latter four are also the options for 
spasticity or increased muscle tone. But 
they are not prescribe-and-forget treat-
ments: the individual should regularly be 
asked how they are finding the treatment, 
whether it is working and whether they 
have any side-effects.
 A programme of exercise – resist-
ance, active-assisted or passive – offers 
an additional strategy to maintain joint 
movement, prevent contractures, reduce 
stiffness and discomfort and optimise 
function and quality of life. Individuals 
should be offered a programme appro-
priate to their symptoms and functional 
ability, and that they and their carers can 
cope with. If someone needs orthotic 
devices, they should be referred and fit-
ted without delay.
 Pharmacological options to manage 
saliva problems include a trial of anti-
muscarinic medication for sialorrhoea, or 
glycopyrrolate (which has fewer adverse 

CNS effects) for individuals with cogni-
tive impairment. If these are unsuccess-
ful or unsuitable, referral to a specialist 
service for botulinum toxin A should be 
considered. Advice on swallowing, diet, 
posture, positioning, oral care and suc-
tioning will also help sialorrhoea, with 
additional humidification, nebulisers and 
carbocisteine to tackle thick tenacious 
saliva.

Improving daily living
People with MND need adaptations to 
help them with daily activities, mobility 
and the home environment. Assistive 
technology (environmental control), living 
aids and wheelchairs should all be pro-
vided promptly and in a joined up way, 
with the individual’s needs reassessed 
frequently.
 The team should take a holistic 
approach to meeting an individual’s nutri-
tional needs, taking into account their 
ability to eat, drink and swallow, their 
dietary needs, the consistency of food-
stuffs and gastrointestinal symptoms. 
Early gastrostomy is less risky than late 
intervention, but people with cognitive 
impairment need careful assessment.
 Maintaining a person’s ability to 
communicate is central to their partic-
ipation in life. Alternative and augmen-
tative communication services might 
include low-level devices like alphabet, 
word or picture boards and technologies 

such as PC or tablet-based voice com-
munication aids. People and their car-
ers need to be shown how to use these 
gadgets as well.
 The remainder of the guideline is 
concerned with respiratory function, 
including managing breathlessness, 
improving cough effectiveness and non-
invasive ventilation. The latter is a big 
step and people and their carers should 
be well informed about it and able to 
consider it at a time of their choosing. 
Much of the advice on managing respira-
tory impairment, including detailed rec-
ommendations on respiratory testing, is 
unchanged since 2010. Ending noninva-
sive ventilation is a notable exception. 
New advice covers providing support 
to the person and family, and ensuring 
health professionals have suitable expe-
rience and an up-to-date knowledge of 
the law.
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