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INTRODUCTION: Phenylketonuria (PKU), an inborn error of metabolism identified by Newborn Screening
(NBS), causes an increase in serum phenylalanine (PHE) levels, when not properly treated. The
management consists of a diet free of foods with high PHE content, associated with supplementation with
metabolic formula (PHE-free amino acid formula) in order to ensure dietary protein intake. The relevance
of the nutritional approach in the management of this condition emphasizes the need for studies
investigating aspects related to the dietary profile. OBJECTIVE: To investigate factors related to
treatment compliance based on an analysis of the food frequency of phenylketonuric patients seen at the
NBSRC-PKU of the Hospital Materno Infantil Presidente Vargas (HMIPV). MATERIALS AND
METHODS: Cross-sectional study that consisted of applying an electronic questionnaire (link forwarded
to patients and guardians was generated by Google Forms). The survey contained thirty-one objective
questions, and was subdivided into three domains, 19 questions focused on the analysis of food
frequency. RESULTS: 59/133 (total group) respondents: 78% of responses were generated by parents or
guardians. The least prevalent age group was children under two years old (8.5%). A frequent
consumption (five times a week or more) of fresh/minimally processed foods was observed, representing
55.9% of the consumption of vegetables, 40.7% of fruits, and 30.5% of tubers. The same response was
also obtained for the consumption of white or brown rice, portrayed by 55.9%. The intake of special foods
with low PHE content like preparations containing manioc flour or tapioca (both Brazilian non-expensive
products) was presented in 45.8% and 44.1%. Consumption of industrialized fruit juice, reported drinking
it rarely, while the consumption of natural juice the prevalent frequency was five times a week or more
(25.4%). The answer “never” was also frequent regarding the intake of conventional cereals (88.1%),
milk and or dairy products (86.4%), eggs (96.6%), legumes 91.5%, (oilseeds) 94.9% and meat, seafood or
sausages 93.2%. CONCLUSION: Dietetic habits involve multiple other aspects but the analysis of food
frequency of our patients enables the reestablishment of behaviors and strategies to promote increased
adherence to diet therapy.
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