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Executive functioning

Flexible
Thinking
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* 1. Working memory

The ability to keep information in mind and then use
it in some way

2. Cognitive flexibility (also known as flexible
thinking )

The ability to think about something in more than
one way

* 3. Inhibitory control (includes self-control )

The ability to ignore distractions and resist
temptation. It helps people regulate their emotions
and keep from acting impulsively .

U M © shutterstock.com



Struggles with executive function

« ADHD
* Learning problems




*

Executive functioning in metabolic diseases

* Most characteristic cognitive symptom in PKU (Huijbregts et al. 2013)
* Knowledge gaps for other metabolic disorders (intoxication type)
* Importance of early screening for better treatment and knowledge

¢ Ca Se StUdy TerS| Nemia (2018 - Annik Simons, MD, Francois Eyskens, MD, PhD, Elien Raets, Inge Glazemakers,
PhD, and Dirk van West, MD, PhD)

—>11-year old girl with Tyrosinemia type 1
- Executive function disorders with insufficient improvement after school and private treatment

- Significant improvement on neuropsychological tests after psychopharmacological treatment
with methylphenidate
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Research questions

* Broader group of intoxication disorders f.e. tyrosinemia, galactosemia,
MMA

* Screening for

- Attention deficits / ADHD symptoms

- Impairment of executive functions — dysexecutive syndrome
- Daily life consequences of executive function disorders
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Methods

e BADS-NL | Behavioural Assessment of the ~ Bourdon-vos / Bourdon-wiersma

BRIEF Dysexecutive Syndrome

Vragenlijst executieve functies voor 5- tot 18-jarigen

Volgehouden aandacht en concentratie
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Preliminary results

* N=16

* Intoxication disorders included: galactosemia, OCT deficiency,
tyrosinemia, homocystinuria, PKU

Processing speed during dot cancellation attention task N=14 Total score behaviour rating inventory of executive function N = 16
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= afwijkend (laag) = benedengemiddeld = gemiddeld = bovengemiddeld = hoog = normal = borderline = clinically elevated




Preliminary results

BADS adult and children total scores N=16
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Future objectives

* Need for bigger research group
* Multicenter study

Implications for treatment

e Early screening (age 7-8)
 Tips sheet for parents and teachers of children with EF problems
» Coordination of treatment plan = CEMA = central treatment place
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