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Rasopathy Management
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proportionately in the research literature

Proportion of families declaring PubMed Results searching for
“Major problem impacting life”* “Noonan Syndrome + Problem”

Cardiac

Leg Paint

% Feeding
\ Difficulties

*Families were asked to grade symptoms based on daily impact to quality of life:
Major, Significant, Manageable, Occasional, Minimal

tin literature review, of 16 sources, all 16 mention Pulmonary stenosis as a feature of Noonan Syndrome, but only 6
mention extremity/joint pain despite similar prevalence (65%) [2,3,4]




Problem

Percentage reporting that healthcare
professionals were dismissive of the problem

Leg pains 29.03%
Feeding difficulty 24.14%
Looking or feeling different from 22.58%
other children

Eehavioural difficulty 19.35%
Puberty 14.81%
Fine motor skills 12.90%
Learning difficulty 12.50%
Growth issues 4.76%
Cardiac issues 2.04%

Table 17: The percentage of patients reporting that healthcare professionals were

dismissive of the problem for each issue.




Birth — Cardiac, Chylothorax

0-2 years - Vomiting

1-4 years — Oral aversion

4 years on — Textural, Visual
& smell sensitivities




Diagnostic overlay &
Diagnostic overshadowing

Misdiagnosis and

0-2 years - Vomiting mismanagement
(Reflux, milk allergy...)

Feeding Adjuncts (NG, NJ,

1-4 years — Oral aversion PEG)

Autism Spectrum

4 years on — Textural, Visual § =r o
& smell sensitivities Fussy Eating




Feeding Problems
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LOW APPETITE LOW STOMACH SLOW GUT QUICK STEP BACK
‘GRAZING’ CAPACITY ‘FULL TRANSIT VOMITING WITH
QUICKLY’ ILLNESSES



Swapping formulas is unlikely
to help much

Work to appetite
n Eaﬂy Years Work to stomach capacity
prioritize
tolerance Use tubes for calories

Maintain oral intake as extras
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. Cyproheptadine: Appetite stimulant
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Types of
tube

Nasogastric tube
Orogastric tube

Nasoduodenal tube

Gastrostomy tube

Nasojejunal tube

Qe Jejunostomy tube




TYPES GLOSSITIS

Effects of
feeding
difficulties

Normal Desquamative Candida Phlegmonous
Tongue Glossitis Glossitis (herpes)

Atrophic Median Romboid Ulcerative Folded
Glossitis Glossitis Glossitis Glossitis

obe Stock | #658079044
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Repeating
unpleasant
things creates
fear

FEAR
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~ ‘Why won’t my child try new things?

How can I show my child that foods are
tasty?
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Expectation
Alters
Perception




EXposure to a pleasant surprise is
not aversion therapy

Afraid of dogs

Walk past a good dog unharmed
Still afraid of dogs /

e




EXposure to a pleasant surprise is
not aversion therapy
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Taste beef and find it's ok
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Perception does
not easily alter
expectation




Coercionis
Counterproductive
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Agitation
lters
erception










Professionals Referral Clinic

Psychologist @ Psychiatrist @ Paediatrician

Local Local | ocal OT

Dietician Paediatrician /






Autism Assessments
Family Therapy

Feeding and Eating Disorders
Outcomes Service

Advice and plan

Reassurance /




Issues

Feeding is poorly understood by professionals

Appetite, behavior, preferences, fears and nutrition
are different issues requiring different strategies

Typical markers of poor nutrition can be red
herrings in RASopathies

Fussiness is a problem for the family, even when it
does not result in nutritional insufficiency

Coercion is counterproductive (Agitation alters
perception)

Expectation takes time to change (Peer pressure
is better than parental pressure)

Reassurance is a process that may require
significant change. It is hard.

Best prognosis is when the child themselves wants
to change behavior.
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