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Factors associated with self-reported functional health status in a multi-institutional cohort of
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Objectives: Improved survival after congenital heart surgery has led to increasing interest in functional
health status (FHS) of patients as they transition to adulthood. We sought to identify factors
associated with self-reported FHS of young adults with repaired IAA.
Methods: Follow-up in 2010 of survivors (aged 13-24 years) from a 1987-1997 inception cohort of
neonates with IAA included completion of FHS questionnaires [Child Health Questionnaire-CF87 (age
<18, n=51) or the Short Form-36 (age >=18, n=66)], and a questionnaire about features of 22q11
deletion syndrome (DS) (n=141 survivors), as few subjects had had genetic testing. Patient
characteristics (including 22q11DS features), medical history, and psychosocial factors associated
with FHS domains were sought using multivariable linear regression analyses.
Results: Domain scores were significantly higher than norms in 2/9 CHQ-CF87 and 4/10 SF-36
domains, and only lower in the physical functioning domain of the SF-36 (table). Factors most
commonly associated with lower scores were those suggestive of features of 22q11DS (low calcium
levels, recurrent childhood infections, genetic testing/diagnosis, abnormal facial features, hearing
deficits), the presence of behavioral and mental health problems, and a higher number of procedures.
Poor FHS scores were less commonly associated with specific anatomy, higher number of
medications, lower family income, lower weight and age at the index repair, shorter procedure free
interval, and having other medical problems. Depending on the FHS domain, factors explained from
10% up to 70% of score variability (R2=0.10-0.70, adj-R2=0.09-0.66). Of note, FHS was minimally
related to IAA morphology and repair type.
Conclusions: Morbidities related to 22q11DS, psychosocial and recurrent medical problems affect
FHS in IAA survivors, and dominate over cardiac
history. Nonetheless, these survivors generally
perceive themselves to have higher FHS than
their peers – a seemingly paradoxical
association that may reflect known phenomena
(response shift, disability paradox, sense of
coherence). Evaluation and
surveillance/strategies aimed at definitive
surgical treatment, mental health, and genetic
issues might be an important program
component of cardiac care in the transition from
adolescence through early adulthood. Ongoing
assessment of FHS in this cohort will be required
to detect deteriorations related to increasing
complexity and stress associated with mature
adult roles.

