Table S1. Search terms per database.

Databases

Search terms
PubMed

("phenylketonurias”[MeSH Terms] OR "phenylketonurias"[All Fields] OR
"phenylketonuria"[All Fields] OR ("PKU"[All Fields] OR
("hyperphenylalaninemias"[ All Fields] OR "phenylketonurias"[MeSH Terms] OR
"phenylketonurias"[All Fields] OR "hyperphenylalaninaemia"[All Fields] OR
"hyperphenylalaninaemias"[All Fields] OR "hyperphenylalaninemia"[ All Fields] OR
("hyperphenylalaninemias"[ All Fields] OR "phenylketonurias"[MeSH Terms] OR
"phenylketonurias"[All Fields] OR "hyperphenylalaninaemia"[All Fields] OR
"hyperphenylalaninaemias"[ All Fields] OR "hyperphenylalaninemia"[All Fields] OR
((("phenylalanin"[All Fields] OR "phenylalanine"[Supplementary Concept] OR
"phenylalanine"[All Fields] OR "phenylalanine"[MeSH Terms] OR
"phenylalanines"[All Fields]) AND (("mixed function oxygenases"[Supplementary
Concept] OR "mixed function oxygenases"[All Fields] OR "hydroxylase"[All Fields]
OR "mixed function oxygenases"[MeSH Terms] OR ("mixed"[All Fields] AND
"function"[All Fields] AND "oxygenases"[All Fields]) OR "hydroxylases"[All Fields])
AND ("deficiences"[All Fields] OR "deficiencies"[All Fields] OR "deficiency"[MeSH
Subheading] OR "deficiency"[All Fields] OR "deficient"[All Fields] OR "deficients"[All
Fields]))) OR ("PAH"[AIl Fields] AND ("deficiences"[All Fields] OR "deficiencies"[All
Fields] OR "deficiency"[MeSH Subheading] OR "deficiency"[All Fields] OR
"deficient"[All Fields] OR "deficients"[All Fields]))))))) AND (("adherance"[ All Fields]
OR "adhere"[All Fields] OR "adhered"[All Fields] OR "adherence"[All Fields] OR
"adherences"[All Fields] OR "adherent"[All Fields] OR "adherents"[All Fields] OR
"adherer"[ All Fields] OR "adherers"[All Fields] OR "adheres"[All Fields] OR
"adhering"[All Fields] OR ("compliances"[All Fields] OR "patient compliance"[MeSH
Terms] OR ("patient"[All Fields] AND "compliance"[All Fields]) OR "patient
compliance"[All Fields] OR "compliance"[All Fields] OR "compliance"[MeSH Terms]
OR ("concordance"[All Fields] OR "concordances"[All Fields] OR "concordancy"[All
Fields] OR "concordant"[All Fields] OR ("cooperate"[All Fields] OR "cooperated"[All
Fields] OR "cooperates"[All Fields] OR "cooperating"[All Fields] OR "cooperation"[All
Fields] OR "cooperations"[All Fields] OR "cooperative"[All Fields] OR
"cooperatively"[All Fields] OR "cooperatives"[All Fields] OR "cooperativities"[All
Fields] OR "cooperativity"[All Fields] OR "cooperator"[All Fields] OR
"cooperators"[All Fields] OR ("persist"[All Fields] OR "persistance"[All Fields] OR
"persistant"[All Fields] OR "persisted"[All Fields] OR "persistence"[All Fields] OR
"persistences"[All Fields] OR "persistencies"[All Fields] OR "persistency"[All Fields]
OR "persistent"[All Fields] OR "persistently"[All Fields] OR "persistents"[All Fields]
OR "persister"[All Fields] OR "persisters"[All Fields] OR "persisting"[All Fields] OR
"persists"[All Fields]))))) AND ("diet"[MeSH Terms] OR "diet"[All Fields] OR
("diet"[MeSH Terms] OR "diet"[All Fields] OR "dietary"[All Fields] OR "dietaries"[All
Fields] OR ("food"[MeSH Terms] OR "food"[All Fields] OR ("low-Phe"[All Fields] OR
(("low"[All Fields] AND ("phenylalanin"[All Fields] OR
"phenylalanine"[Supplementary Concept] OR "phenylalanine"[All Fields] OR
"phenylalanine”"[MeSH Terms] OR "phenylalanines"[All Fields])) OR
("therapeutics"[MeSH Terms] OR "therapeutics"[All Fields] OR "treatments"[All Fields]
OR "therapy"[MeSH Subheading] OR "therapy"[All Fields] OR "treatment"[All Fields]
OR "treatment s"[All Fields])))))))

Cochrane

((phenylketonuria) OR (PKU) OR (hyperphenylalaninemia) OR
Library

(hyperphenylalaninaemia) OR (phenylalanine hydroxylase deficiency) OR (PAH
deficiency)) AND ((adherence) OR (compliance) OR (concordance) OR (cooperation)
OR (persistence)) AND ((diet) OR (dietary) OR (food) OR (low-Phe) OR (low




phenylalanine) OR (treatment)) in Title Abstract Keyword - (Word variations have
been searched)
lens.org ( Title: ( ( ( phenylketonuria ) OR ( ( PKU ) OR ( ( hyperphenylalaninemia ) OR ( (
hyperphenylalaninaemia ) OR ( ( phenylalanine AND ( hydroxylase AND deficiency )
) OR (PAH AND deficiency )))))) AND ( ( (adherence ) OR ( ( compliance ) OR ( (
concordance ) OR ( ( cooperation ) OR ( persistence ) ) ) ) ) AND ( ( diet ) OR ( ( dietary
) OR ((food ) OR ( (low-Phe ) OR ( (low AND phenylalanine ) OR ( treatment))))))
) ) OR (Abstract: ( ( ( phenylketonuria ) OR ( ( PKU ) OR ( ( hyperphenylalaninemia )
OR ( ( hyperphenylalaninaemia ) OR ( ( phenylalanine AND ( hydroxylase AND
deficiency ) ) OR (PAH AND deficiency ) ))))) AND (( ( adherence ) OR ( (
compliance ) OR ( ( concordance ) OR ( ( cooperation ) OR ( persistence ) ))) ) AND ( (
diet ) OR ( ( dietary ) OR ( (food ) OR ( (low-Phe ) OR ( (low AND phenylalanine )
OR (treatment)))))))) OR ( Keyword: ( ( ( phenylketonuria ) OR ( (PKU ) OR ( (
hyperphenylalaninemia ) OR ( ( hyperphenylalaninaemia ) OR ( ( phenylalanine AND
( hydroxylase AND deficiency ) ) OR ( PAH AND deficiency )))))) AND (((
adherence ) OR ( ( compliance ) OR ( ( concordance ) OR ( ( cooperation ) OR (
persistence ) ) ) ) ) AND ( (diet ) OR ( ( dietary ) OR ( (food ) OR ( ( low-Phe ) OR ( (
low AND phenylalanine ) OR ( treatment ) )))))) ) OR Field of Study: ( ( (
phenylketonuria ) OR ( (PKU ) OR ( ( hyperphenylalaninemia ) OR ( (
hyperphenylalaninaemia ) OR ( ( phenylalanine AND ( hydroxylase AND deficiency )
) OR (PAH AND deficiency )))))) AND ( ( (adherence ) OR ( ( compliance ) OR ( (
concordance ) OR ( ( cooperation ) OR ( persistence ) ) ))) AND ( ( diet ) OR ( ( dietary
) OR ((food ) OR ( (low-Phe ) OR ( (low AND phenylalanine ) OR ( treatment))))))
)))))
dimensions.ai ((phenylketonuria) OR (PKU) OR (hyperphenylalaninemia) OR
(hyperphenylalaninaemia) OR (HPA) OR (phenylalanine hydroxylase deficiency) OR
(PAH deficiency)) AND ((adherence) OR (compliance) OR (concordance) OR
(cooperation) OR (persistence)) AND ((diet) OR (dietary) OR (food) OR (nutrient) OR
(low-Phe) OR (low phenylalanine)) - in Title and Abstractl

Table S2. QuADS item scores per study.

Study QuADS item Total
number 1. 2 3 4 5 6 7 8 9 10 11 12 13 score
1[16] 3 3 3 3 1 1 2 2 1 2 2 1 2 26
2[17] 2 2 3 3 1 1 2 2 1 2 2 1 1 23
3[18] 2 3 2 2 1 1 2 2 1 2 2 1 2 23
4[19] 2 3 3 3 1 2 3 3 2 3 3 1 1 30
5[20] 1 2 2 2 1 2 2 2 1 1 2 1 2 21
6[21] 1 2 2 2 1 2 2 2 1 1 2 1 2 21
7[22] 2 3 3 3 2 2 2 3 2 2 3 2 2 31
8[23] 3 2 3 3 1 2 3 3 1 2 3 1 1 28
9[24] 3 3 3 3 1 3 3 3 1 3 3 1 1 31
10[25] 2 3 3 3 1 2 3 2 2 2 3 1 2 29
11[26] 2 3 2 3 1 1 2 2 1 1 3 0 2 23
12[27] 2 3 3 3 2 2 2 3 2 2 3 2 2 31
13[28] 3 2 3 2 1 2 2 3 3 2 3 1 2 29
14[29] 2 2 3 2 1 2 2 3 3 1 3 1 2 27
15[30] 2 3 3 3 1 2 2 3 3 1 2 1 3 29
16[31] 2 3 3 3 2 1 3 2 2 1 3 0 2 27
17[32] 2 3 3 3 1 2 3 2 2 2 3 1 1 28




[33] 3 2 3 3 1 2 2 2 3 3 3 1 2 30
[34] 3 3 3 3 1 2 3 3 2 2 3 2 2 32
[35] 1 2 3 2 1 1 2 2 1 2 2 0 1 20
[36] 3 3 2 2 2 2 3 2 2 2 2 1 2 28
[37] 2 2 2 3 2 2 2 1 2 1 2 1 2 24
[38] 3 3 3 3 2 3 3 3 1 3 3 1 3 34
[39] 3 2 3 3 1 1 3 3 0 1 3 0 0 23
[40] 1 1 3 2 1 1 2 2 2 1 2 0 0 18
[41] 3 3 3 3 2 3 3 3 1 3 3 1 3 34
[42] 3 2 3 3 1 2 3 3 2 3 3 0 2 30
[43] 2 3 3 3 1 2 2 3 2 2 2 1 2 28
[44] 2 3 3 2 2 3 3 3 2 2 2 1 2 30
[45] 2 3 3 2 2 2 3 3 2 1 2 1 2 28
[46] 2 3 3 2 1 1 2 2 2 1 2 1 2 24
[47] 3 2 3 3 2 2 3 2 2 2 3 2 2 31
[48] 2 3 3 3 2 3 3 3 2 1 2 2 1 30
[49] 2 3 2 2 1 2 2 2 2 2 2 1 1 24
[50] 3 2 3 3 2 2 2 3 3 2 3 1 2 31
36[51] 2 3 3 2 1 1 2 2 3 2 3 1 2 27
37[52] 2 3 3 3 2 2 2 3 3 2 2 1 2 30
38[53] 2 3 2 2 1 2 2 2 2 2 2 1 2 25
39[54] 2 2 3 3 2 3 3 3 3 1 2 1 1 29
40[55] 3 3 3 3 2 2 3 3 3 2 3 1 2 33
41[56] 2 3 3 3 1 2 3 2 2 3 3 2 2 31
42[57] 2 3 2 3 2 2 3 1 1 1 2 1 1 24
43[58] 2 3 3 2 2 2 2 3 2 2 2 1 2 28
44[59] 2 3 3 3 2 2 2 3 3 2 3 2 2 32
45[60] 3 3 3 3 1 2 2 3 2 1 3 1 2 29
46[61] 2 3 2 3 2 2 3 3 2 2 2 1 2 29
47[62] 2 2 3 2 2 2 2 3 1 2 2 1 2 26
48[63] 3 3 2 3 2 3 3 3 2 2 2 2 2 32
49[64] 2 3 2 3 2 2 3 2 2 1 3 2 2 29

QuADS Items and Scoring Criteria Descriptions [15]

1. Theoretical or conceptual underpinning to the research

0 - No mention at all.

1 - General reference to broad theories or concepts that frame the study. e.g. key concepts were
identified in the introduction section.

2 - Identification of specific theories or concepts that frame the study and how these informed
the work undertaken. e.g. key concepts were identified in the introduction section and applied to
the study.

3 - Explicit discussion of the theories or concepts that inform the study, with application of the
theory or concept evident through the design, materials and outcomes explored. e.g. key concepts
were identified in the introduction section and the application apparent in each element of the
study design.

2. Statement of research aim/s

0 - No mention at all.

1 - Reference to what the sought to achieve embedded within the report but no explicit aims
statement.

2 - Aims statement made but may only appear in the abstract or be lacking detail.

3 - Explicit and detailed statement ofaim/s in the main body of report.

3. Clear description of research setting and target population



0 - No mention at all.

1 - General description of research area but not of the specific research environment e.g. ‘in
primary care.’

2 - Description of research setting is made but is lacking detail e.g. ‘in primary care practices in
region [x]’.

3 - Specific description of the research setting and target population of study e.g. ‘nurses and
doctors from GP practices in [x] part of [x] city in [X] country.’

4. The study design is appropriate to address the stated research aim/s

0 - No research aim/s stated or the design is entirely unsuitable e.g. a Y/N item survey for a study
seeking to undertake exploratory work of lived experiences.

1 - The study design can only address some aspects of the stated research aim/s e.g. use of focus
groups to capture data regarding the frequency and experience of a disease.

2 - The study design can address the stated research aim/s but there is a more suitable alternative
that could have been used or used in addition e.g. addition of a qualitative or quantitative
component could strengthen the design.

3 - The study design selected appears to be the most suitable approach to attempt to answer the
stated research aim/s.

5. Appropriate sampling to address the research aim/s

0 - No mention of the sampling approach.

1 - Evidence of consideration of the sample required e.g. the sample characteristics are described
and appear appropriate to address the research aim/s.

2 - Evidence of consideration of sample required to address the aim. e.g. the sample
characteristics are described with reference to the aim/s.

3 - Detailed evidence of consideration of the sample required to address the research aim/s. e.g.
sample size calculation or discussion of an iterative sampling process with reference to the
research aims or the case selected for study.

6. Rationale for choice of data collection tool/s

0 - No mention of rationale for data collection tool used.

1 - Very limited explanation for choice of data collection tool/s. e.g. based on availability of tool.
2 - Basic explanation of rationale for choice of data collection tool/s. e.g. based on use in a prior
similar study.

3 - Detailed explanation of rationale for choice of data collection tool/s. e.g. relevance to the
study aim/s, codesigned with the target population or assessments of tool quality.

7. The format and content of data collection tool is appropriate to address the stated research
aim/s

0 - No research aim/s stated and/or data collection tool not detailed.

1 - Structure and/or content of tool/s suitable to address some aspects of the research aim/s or to
address the aim/s superficially e.g. single item response that is very general or an open-response
item to capture content which requires probing.

2 - Structure and/or content of tool/s allow for data to be gathered broadly addressing the stated
aim/s but could benefit from refinement. e.g. the framing of survey or interview questions are too
broad or focused to one element of the research aim/s.

3- Structure and content of tool/s allow for detailed data to be gathered around all relevant issues
required to address the stated research aim/s.

8. Description of data collection procedure
0 - No mention of the data collection procedure.



1 - Basic and brief outline of data collection procedure e.g. ‘using a questionnaire distributed to
staff’.

2 - States each stage of data collection procedure but with limited detail or states some stages in
detail but omits others e.g. the recruitment process is mentioned but lacks important details.

3 - Detailed description of each stage of the data collection procedure, including when, where
and how data was gathered such that the procedure could be replicated.

9. Recruitment data provided

0 - No mention of recruitment data.

1 - Minimal and basic recruitment data e.g. number of people invited who agreed to take part.
2 - Some recruitment data but not a complete account e.g. number of people who were invited
and agreed.

3 - Complete data allowing for full picture of recruitment outcomes e.g. number of people
approached, recruited, and who completed with attrition data explained where relevant.

10. Justification for analytic method selected

0 - No mention of the rationale for the analytic method chosen.

1 - Very limited justification for choice of analytic method selected. e.g. previous use by the
research team.

2 - Basic justification for choice of analytic method selected e.g. method used in prior similar
research.

3 - Detailed justification for choice of analytic method selected e.g. relevance to the study aim/s
or comment around of the strengths of the method selected.

11. The method of analysis was appropriate to answer the research aim/s

0 - No mention at all.

1 - Method of analysis can only address the research aim/s basically or broadly.

2 - Method of analysis can address the research aim/s but there is a more suitable alternative that
could have been used or used in addition to offer a stronger analysis.

3 - Method of analysis selected is the most suitable approach to attempt answer the research
aim/s in detail e.g. for qualitative interpretative phenomenological analysis might be considered
preferable for experiences vs. content analysis to elicit frequency of occurrence of events.

12. Evidence that the research stakeholders have been considered in research design or conduct.
0 - No mention at all.

Consideration of some the research stakeholders e.g. use of pilot study with target sample but no
stakeholder involvement in planning stages of study design.

1 - Evidence of stakeholder input informing the research. e.g. use of pilot study with feedback
influencing the study design/conduct or reference to a project reference group established to
guide the research.

2 - Substantial consultation with stakeholders identifiable in planning of study design and in
preliminary work e.g. consultation in the conceptualisation of the research, a project advisory
group or evidence of stakeholder input informing the work.

13. Strengths and limitations critically discussed

0 - No mention at all.

1 - Very limited mention of strengths and limitations with omissions of many key issues. e.g. one
or two strengths/limitations mentioned with limited detail.

2 - Discussion of some of the key strengths and weaknesses of the study but not complete. e.g.
several strengths/limitations explored but with notable omissions or lack of depth of explanation.
3 - Thorough discussion of strengths and limitations of all aspects of study including design,
methods, data collection tools, sample & analytic approach.
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