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Online Resource Table 1. Clinical aspects of health states in the model [1,2]

State

Motor features

Additional features

A

Within a broad
range of normal
development

Within a broad range of normal development

Walks unassisted

No breathing difficulties

Number and severity of chest infections similar to a typically
developing child of the same age

Does not require a feeding tube — few difficulties swallowing, is able
to eat and, for instance, swallow water

Talking ability similar to that of a typically developing child of the
same age

Sits unassisted

May have breathing problems and sometimes require non-invasive
ventilation

Development of chest infections more frequently than a typically
developing child of the same age

Some difficulties with eating and swallowing but able to swallow thin
liquids and take some food by mouth

Risk of choking

Temporary placement of a gastric tube may be required

Requires help moving

Can talk, but ability to speak will deteriorate over time

Not sitting

Experiences breathing problems and requires regular non-invasive
ventilation for a number of hours every night or during the day
Development of chest infections more frequently than a typically
developing child of the same age

Difficulties feeding and swallowing

High risk of choking

Only able to swallow thick fluids

Fed by a feeding tube (gastrostomy) surgically placed directly into
the stomach

Requires moving regularly to prevent sores

Unable to talk, but can make sounds and cry

Permanent assisted
ventilation

Requires 24-hour non-invasive ventilation

May require a tracheostomy if non-invasive ventilation is not

working well

Requires gastrostomy to be surgically placed directly into the stomach
due to difficulty feeding and swallowing

High risk of choking

Requires moving regularly to prevent sores

Development of chest infections more frequently than healthy children
of the same age

Unable to talk, but can make sounds and cry
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