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BACKGROUND RESULTS

< Quality of life (QoL) is defined by the World Health Organization (WHO) as, “an individual's perception HRQoL mean scores and the level of agreement between children and parents

of their position In life in the context of the culture and value systems in which they live and in relation to .

their goals, expectations, standards and concerns” [1]. As a distinct component of QoL, health-related Boys with Barth syndrome Paents Pearson r 0

quality of life (HRQoL) focuses on the impact of disease and treatment on disablility and daily functioning ZEZ

[2]. As the survival rates of life-threatening conditions have increased, the focus of medical services has Physical 09 23 197 24 0605 0705 o

shifted to not only evaluating treatment outcomes, but also HRQoL [3]. F“”CF'O”'”Q o

| - | EL”n‘étt'g;?r']g 8.3 18, 508 198 0,668 0.768 o | | | B0y

«* The HRQoL of children with disabilities can be measured through both child self-reports and parent . wo | B L L | Darents

proxy-reports. Parent proxy-reports can supplement HRQoL child self-reports [4], especially when a Egﬁ'cat:onm * 69.0 188 56.6 193 0479 0572 o "

child Is too young or sick to complete the assessment. Research indicates that parents can assume the o g 0.0

values and preferences of their child in parent proxy-reports [5]. However, many studies have reported Functoning 64.8 20.2 53.3 245 0.564* 0.673 00

discrepancies between these reports [4], as parents of children with disabilities tend to report lower Tota Composie .

HRQoL for their children than the children do for themselves [6]. One of the reasons for the inconsistencies Score’ 06.1 7. 2.1 16.1 0.722" 0.747 PF EF SoF ScF TS

between child self-reports and parent proxy-reports Is a lack of well-established statistical methods. b <0.05

** The mean scores of boys with Barth syndrome and parents fell well below the clinically meaningful cutoff scores for all domains and
s Currently, most research on boys with Barth syndrome (Barth) has focused on their physical symptoms, overall HRQoL [9].

and only limited studies have been performed regarding health-related quality of life.

** The level of agreement of the ICC was good between children and parents, except for Social Functioning.

*» The purpose of this cross-sectional study is to 1) examine HROoL in boys with Barth using both *» Both the mean difference and the Pearson r were significant for all domains and overall HRQoL. These results indicated that the
child self-reports and parent proxy-reports and 2) investigate the level of agreement in HROoL ratings of children and parents were consistent in terms of rank order; however, child self-reports and parent proxy-reports did not
of boys with Barth syndrome between child self-reports and parent proxy-reports. obtain the same score.

METHODS

DISCUSSION & CONCLUSION

*» Participants

_ | | ** The findings indicate that parents reported lower HRQoL for their children than the children did for themselves, especially in Social
= Thirty boys with Barth syndrome and their parents.

Functioning. These results suggest that parents may anticipate a more negative effect from the disability than their child actually

= Age of boys: 4-17 years old (Mean: 10.6, SD: 3.8). experiences.
% Instrument *» The findings suggest the need to assess both a child self-report and a parent proxy-report when measuring a child’s HRQoL in both
= The Pediatric Quality of Life Inventory Version 4.0 (PedsQL™) [7]. clinical and research applications.
" A 23-item questionnaire that assesses HRQoL. *» The results may provide further information for health professionals when planning therapy goals and family-centered services.
* Consists of a child self-report and a parent proxy-report. < Additional research is needed to better understand functional and clinical implications to observe discrepancies between child and
= Physical Functioning, Emotional Functioning, Social Functioning, & School Functioning. parent reports.
= 5-point scale (never=100; almost never=75; sometimes=50; often=25; almost always=0). *» Additional research is needed to examine how child and parent factors, such as the child’s age and parents’ HRQoL, may affect the
= Scores range from 0 to 100, with higher scores indicating better HRQoL. level of agreement between child self-reports and parent proxy-reports.
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