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Introduction
� What do we know about quality of life 

(QOL) in children and adolescents with 
phenylketonuria?

� Are they at greater risk of behavioural and 
psychological disturbances?

� Do the strictness or flexibility of the diet 
have an effect on children’s personality 
development?
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The data from the studies

� The older studies concluded that PKU 
children may have a higher risk of 
psychological problems and psychosocial 
maladjustment

The data from the studies
ThePKU children and adolescents 
show 

• less autonomy, 
• less achievement motivation, 
• less frustration tolerance, 
• more negative self description and 
• a higher level of dependancy from 

their families as healthy mates
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Does PKU diet make an impact 
on psychological characteristics?
� The discontinuation of the diet before 8 

years of age leads to an irreversible decline 
in IQ

� Some studies have proven the decline in IQ 
even if the diet was discontinued shortly 
before the adolescence

� Patients with poor dietetic control have 
more social and emotional problems

Does PKU diet make an impact 
on psychological characteristics?
� 59% of PKU adolescents (11 to 18 years of 

age) were unable to manage the diet 
without help of their mothers (Weglage, 
1992)

� Is a lack of independance and a negative 
self-image of the patients a possible 
consequence of an overprotective and 
restrictive upbringing of PKU children?
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Does PKU diet make an impact 
on psychological characteristics?
� The data support the asumption that the 

strictness and flexibility of dietary practice 
have a profound effect on children’s 
development

� The characteristic personality may be 
regarded as a consequence of an 
insufficient coping with the diet and the 
cronical illness

What do we know about QOL in 
PKU children and adolescents?
� There are not many studies available 

but the recent studies show some 
different data

� One of the last studies indicates that
PKU with a strict diet and the related 
medical controls do not significantly 
compromise health related quality of 
life and psychological adjustment 
(Markus, 2002)
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What do we know about QOL in 
PKU children and adolescents?
� The only deviation in the PKU group was a 

reduction of positive emotions
� Is  the better outcome in the group of early 

treated PKU children a consequence of 
more appropriate medical interventions in 
the last years?

Quality of life (QOL)
� QOL is defined as a multidimensional 

concept containing domains of 
physical, cognitive, social and 
emotional functioning
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QOL questionnaire in Slovenian 
PKU adolescents 
� Three groups of adolescents were compared: 
� A group of early treated 15 PKU adolescentson 

diet (mean age 15.2, from 13 to 18 years of age)
� 19 adolescents with diabetes mellitus type1 on 

regular insulin therapy 4 times per day and
diabetic diet, (mean age 15.3, from 12 to 18 years 
of age) as a group of chronically ill children

� 19 healthy adolescents as a control group (mean 
age16.3, from 11 to 18 years of age)

The questionnaire
� Quality of Life (QOL) Questionnaire was kindly 

provided by New England Diabetes and
Endocrinology Center as a collaborative project 
of different diabetes centers (an adaptation of
QOL questionnaire Eli Lilly Company, USA).

� It was adequately translated to Slovene 
� The interview was anonimous (the average Phe 

levels in the group not available)
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The structure of the questionnaire
� The questionnaire consists of 126 questions 

which arearranged in different groups:
� the patient’s perception about general 

health and well-being
� the ability to perform various physical , 

school and social activities
� the flexibility and planning of the meals
� the common body complaints
� the emotional status

The structure of the questionnaire
� The answers are descriptional 
� The adolescents have circled the number 

from 1 to 4(5) under each question which 
represented  the grades from completly 
negative to completly positive answer to 
the question
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A type of the question

54321
How 
often 
do you 
feel ill?
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The general health in the past 4 
weeks
� My health was 

excellent/very 
good:
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Has your health limited your 
activities?
� Your health has 

limited the kinds 
and amounts of 
vigorous activities 
(like lifting heavy 
objects, running, 
sports…
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Has your health limited your 
activities?
� All three groups did not feel limited in:
� moderate activity (like carrying groceries)
� walking uphill
� eating, dressing…
� 50 to 60% of adolescents in all three 

groups had difficulties in daily work 
because of physical health or emotional 
problems in the past 4 weeks
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The cause for the dificulties in 
the daily life
� The cause for the 

difficulties in daily 
life was mostly or 
entirely emotional
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The cause for the dificulties in 
the daily life
� The cause for the 

difficulties in daily 
life was mostly or 
entirely physical
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The physical and emotional 
status
� The question: Did 

you have a lot of 
energy during the
past weeks?

� PKU adolescents 
had always/often a 
lot of energy
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The physical and emotional status

� There were no differences in answers 
between the groups regarding:

� The discourage (worries) about the health 
problems

� The feeling of being weighted down 
(hopeless) by health problems

� Being tired or having enough energy to do 
the daily things

� Thegroups are showing the similar 
courage in coping with the health problems



12

The physical and emotional status
� There were no differences in answers:

How often have you been nervous /peaceful/ 
sad/ happy/calm during the past weeks?

The physical and emotional status
� The answers were very similar in the case 

of the following questions:
How satisfied are you with 
- the current treatment
- the way of eating
- the knowledge about diabetes/PKU
- the friends, school, the leisure time, the life

in general……
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The physical and emotional status

� PKU adolescents 
are very satisfied 
with their sleep
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The physical and emotional status
� PKU adolescents are 

very satisfied with the 
time they spend 
exercising

� PKU does not 
interrupt their spare 
time activities, but 
DM does in 69%
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The social activities
� Are you 

often/sometimes 
embarrassed to deal
with 
PKU/diabetes/health 
problems in public?
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The social activities
� Do you sometimes/ 

often tell others about 
having 
PKU/diabetes/health
problems?
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The social activities
� The groups have not aswered differently to 

the following questions:
� about the relationship to classmates
� about the possible limits in the friendships
� about the interruption of the family life 
� Do you feel good about yourself?
PKU adolescents have the problems to cope 

with the disease in the society

The planing of the meals
� Do you feel 

often/sometimes 
restricted with the 
meal plan?
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The planing of the meals
� All three groups havenot answered

differently about the choice in:
� the kinds of food they eat
� the timing of the meals
But the PKU adolescents have less choice in 

eating away from home (little/no choice in 
46%, DM 15%, controls 21%) and in 
eating with the friends (prevented from 
eating seldom to often in 40%, DM 52%, 
none in controls)

The planing of the meals
� How much choice 

(great deal of/a lot of 
choice) do you have 
in the amounts of 
food you eat?

20

47

73

0

10

20

30

40

50

60

70

80

90

100

PKU DM control

%



17

The planing of the meals
� The question: Currently, how often do you 

find you eat something you shouldn’ t 
rather than tell someone that you have
PKU/diabetes?

Theanswer: PKU adolescents are ready to 
break the diet (seldom to often) in 35%, 
DM adolescents in 52%

The concerns about the future 
� PKU adolescents are 

not worried about 
getting the job more 
than the healthy 
mates but 

� they feel that the 
disease limits their 
career (PKU 33%, 
DM 72%, controls 
0%)
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The concerns about the future
� PKU does not seem

an important obsticle
to get the medical 
insurance 
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The concerns about the future
� 60% of PKU 

adolescents are 
seldom/often/all the 
time worried whether 
they will have 
children (all girls are 
worried , mainly 
often or all the time)

� In DM: the girls are 
worried in 50%
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The concerns about the future
� How often do you 

worry that you will 
get health related long 
term problems?
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The concerns about the future

� How much do you believe that your 
medical problems are harmful to your 
health?

1 10

contr
PKU DM

Not harmful Very harmful
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The concerns about the future
� How sure are you that you will take better 

care of your health in the next year?

Not sure Very sure

1 10
contr DM PKU

Conclusions

� PKU adolescent areworried about the 
future

� They have the problems to cope with the 
disease in the society

� They are limited mainly in the amounts of 
the food, less in the kinds of the food but 
limited social dimension of eating is also 
important



21

Conclusions
� Many studies about QOL in DM have 

shown similar results: lower degree of 
general health, the higher anxiety and 
increased worries and more disease-
specific family conflicts

Conclusions
� The protective factors are :
• The better knowledge about the disease and 

the diet – a better self-confidence
• The counselling programmes for the 

parents – less disease-specific family 
conflicts

• Is an optimal phenylalanine level for each 
patient?


