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Introduction 
This thesis reports on the quality of life (QoL) and psychosocial functioning of a 
unique population-based sample of retinoblastoma (RB) survivors in a cross-
sectional study design, by means of general standardized QoL and behavioural 
questionnaires, as well as a self-developed extensive in-depth interview. An 
interview was performed to evaluate the survivors’ and parents’ perceptions and 
experiences in relation to diagnosis and treatment, and their perceived restrictions in 
activities of daily life due to RB.  

 In this final chapter, the results reported in Chapters 2 through 6 are 
summarized and placed in a broader perspective. Subsequently, a number of 
methodological issues are discussed, the clinical implications of the most important 
findings are addressed, and some directions for future research are presented.  

Summary of the results 
This section addresses the aims of this study as outlined in the Introduction  
(Chapter 1). 

Quality of life 

In Chapter 2 the results of the assessment of QoL in adult RB survivors were 
presented and possible predictors for a decreased QoL were analysed. A self-report 
QoL questionnaire (SF-36) was administered to a population-based group of 87 
adult RB survivors aged 18 to 35 years. Their QoL data were compared with data 
from a healthy Dutch reference group, and predictors were identified for a decreased 
QoL using multiple regression analysis. No significant differences in the SF-36 
subscales were found between the RB group and the reference group, except for the 
mental health scale; as a group, the RB survivors scored lower than the reference 
group on mental health. Hereditary RB survivors scored (slightly) lower on general 
health compared with the non-hereditary RB survivors. The main predictors for a 
decreased QoL were having experienced bullying as a child, and the subjective 
experience of impairment. In order to prevent worsening of QoL, we recommend 
that clinicians make an inventory of these issues at an early stage.  
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In Chapter 3 we assessed the QoL of young Dutch RB survivors using a self-
report and a proxy questionnaire, and evaluated the potential effects of illness-
related and demographic variables on QoL. This population-based cross-sectional 
study involved 65 young RB survivors (aged 8 to18 years) and their parents. Child, 
adolescents’ and parents’ perception of their child’s QoL was assessed using the 
KIDSCREEN, and these results were also compared with Dutch reference data. 
Relations between gender, age, marital status of the parents, and visual acuity were 
analyzed. Young RB survivors reported comparable and even better QoL than the 
Dutch reference group. Increased ratings of QoL were mainly seen in perceptions of 
the younger children and adolescent girls. Age was negatively associated with the 
dimensions “Psychological well-being”, “Self-perception” (according to the child 
and parent reports) and “Parent relations and home life” (according to the child). 
“Physical well-being” and “Self-perception” were also negatively associated with 
visual acuity (according to the child). Only parents of young boys surviving RB 
reported lower scores on “Autonomy” for their child than the reference group. 
Parents of low visual acuity and blind RB survivors reported higher scores on 
“Autonomy” for their child than parents of visually unimpaired survivors. 
Survivors’ perceptions and parents’ perceptions correlated poorly on all QoL 
dimensions.  

In summary, RB survivors reported a very good QoL compared with the 
Dutch reference group. The perceptions related to QoL differed substantially 
between parents and their children, i.e. parents judged the QoL of their child to be 
relatively poorer.  

Psychosocial functioning 

The aim of the study in Chapter 4 was to assess behavioural functioning of RB 
survivors by means of a self-report and a proxy questionnaire. This population-based 
cross-sectional study included 148 RB survivors aged 8 to 35 years. Survivors and 
their parents were asked to fill in behavioural questionnaires. Prevalence rates were 
computed and differences emerging after comparison with a healthy reference 
sample were analysed. Multiple regression analysis was performed to identify 
predictors for behavioural functioning within the RB sample.  
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Overall, the RB survivors reported a positive view on their own functioning, 
in contrast to the higher levels of internalising problems and somatic complaints 
reported by their parents. Based on the ratings of parents, 30% of RB surviving 
children had overall behaviour problem scores outside the normal range (32% for 
internalising behaviour, and 25% for externalising behaviour). Only 9% of 
adolescents (7% internalising, 9% externalising) and 12% of adults (23% 
internalising, 14% externalising) reported overall behaviour problem scores outside 
the normal range. Survivors who had a combination of heredity and intensive 
treatment in the context of a broken family appeared to be at most behavioural risk. 

Coping 

In Chapter 5 we assessed the coping strategies of long-term RB survivors and 
explored predictors of behavioural functioning, including medical, socio-
demographic and coping variables. This study included 117 RB survivors aged 
between 12 and 35 years. Survivors were asked to fill in coping, social support and 
behavioural questionnaires, and situational characteristics were obtained from 
medical archives and an interview. Prevalence rates of coping strategies were 
computed based on self-report. Differences in the use of coping strategies between 
RB survivors and healthy reference samples were analysed, and predictors for 
behavioural problems within the RB sample were identified.  

It was found that RB survivors showed less emotion-oriented coping 
behaviour than the healthy reference group. All other coping styles were used 
equally often by RB survivors compared with the healthy reference group. Survivors 
at risk for behavioural problems are those who experience little social support, have 
experienced other life events, and survivors who make use of emotion-oriented 
coping. On the other hand, task-oriented coping appeared to be associated with a 
lower level of problem behaviour.  

Perceived restrictions 

In Chapter 6 we evaluated the perceptions of worries, uncertainties and participation 
restrictions in 156 survivors aged 8 to 35 years, and the importance of medical and 
non-medical characteristics of RB. Because adversities in parenting are expected to 
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be important in the long-term outcome of children with RB, we also assessed the 
parental perceptions (of survivors aged 8 to 17 years) in relation to the diagnosis of 
RB, and in relation to current participation restrictions. Comparisons with the Dutch 
population were made for education, employment and marital status. We used a self-
developed semi-structured interview based on literature, clinical observations, 
questionnaires commonly used in childhood cancer studies, and focus groups of 
experts and adult RB survivors. Perceived restrictions were specified by means of 
the ICF as a framework of problems from different domains (school and 
professional career, mobility, self-care, leisure activities, interpersonal interactions 
and relationships).  

Parents described the moment of hearing about their child’s diagnosis of RB 
and treatment as an intense experience related to strong emotional reactions. The 
results suggest that RB has influenced the lives of most survivors and their parents, 
in spite of the good prognosis. About half of the survivors consider themselves to be 
restricted in some way in school career, work, mobility, self-care or relationships. 
Fear of developing a second primary tumour (SPT) or for further loss of vision are 
not uncommon. Especially parents fear the possibility of an SPT. A substantial part 
of the survivors needed special educational services, and subjective complaints of 
bullying at school were common. In this group of survivors unemployment and 
marital status did not differ from Dutch population norms.  

Conclusions 
In Chapter 7 we give a summary of the results of the previous chapters,  general 
discussion and clinical implications. 
Based on the results described in this thesis, we feel that we can offer some 
reassurance to new RB patients and their parents. In general, long-term RB survivors 
(children, adolescents and adults) experience a good overall QoL and limited 
psychosocial problems. However, this does not detract from the fact that the lives of 
most RB survivors and their parents have been strongly influenced by RB. Survivors 
will be confronted with the consequences of RB during their entire life. It seems 
particularly important how survivors themselves (as well as their environment) cope 
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with the disease, and whether the consequences of RB are actually being 
experienced as a problem. Although most RB survivors learn to live with the 
consequences of their disease, a subgroup of adult RB survivors and parents report 
more internalising problems and worries, and perceive specific restrictions in daily 
life. A substantial part of the patients that survived this disease in the last decades 
needed special educational services and were confronted with bullying at school, 
whether or not there is a relationship between these two factors remains unclear. 
Especially parents fear the possible development of a SPT, and especially the 
survivors are anxious about passing on the disease to their offspring. Because the 
reported problems can have a substantial impact on the survivor’s functioning, it is 
important to make an inventory of these problems at an early stage. Survivors at risk 
are those who had a combination of heredity and intensive treatment with EBRT in a 
context of other life events, with less social support, experience of bullying in 
childhood, experience of restrictions in daily life, problems in accepting the disease, 
and those using emotion-oriented coping. Despite the generally good overall 
functioning of RB survivors found in the present study, it is important to evaluate 
the functioning of survivors during their individual follow-up bearing these risk 
factors in mind, so that they may be referred for psychological guidance or treatment 
in case of psychosocial problems. 
 
  


