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Introduction:

Differences/disorders of sex development (DSD) are defined as “congenital conditions in which
development of chromosomal, gonadal, or anatomic sex is atypical” [1]. As such, they comprise
a wide range of discrete medical conditions (see Table 1) and have a prevalence of
approximately 1 in 5000 live births [2]. Some DSD, such as Klinefelter syndrome [3-16] and
Turner syndrome [17-38], are known to be associated with characteristic psychological profiles
associated with the genotype of their condition. While others, such as girls and women with
congenital adrenal hyperplasia (CAH), may experience cognitive difficulties due to prophylactic
interventions to prevent genital virilization [39]. Studies examining most other diagnoses that fall
under the umbrella of DSD cover an extremely broad range of psychosocial and cognitive
concerns.

Table 1. Example of a DSD Classification System.

Sex Chromosome DSD 46,XY DSD

A: 47 XXY (Klinefelter syn-
drome) and variants

B: 45 X (Tumer syndrome)
and variants

C: 45 X/46 XY (mosaicism)
and variants

D: 46, XX/46,XY (chimerism)

A: Disorders of gonadal (testis) development
Complete or partial gonadal dysgenesis (e.g., SF1/NAS5AT,
WT1, GATA4, FOGZ/ZFPM2, CBX2, SRY, 50X9, S0X8,
MAP3KT, ESR2/NR3A2, DMRT1, TSPYL1, DHH, SAMDO,
ARX, MAMLD1/CXorf6)
Ovotesticular DSD
Testis regression

B: Disorders in androgen synthesis or action

Disorders of androgen synthesis
Luteinizing hormone (LH) receptor mutations
Smith-Lemli-Opitz syndrome
StAR protein mutations
Cholesterol side-chain cleavage (CYP1141)
3f-hydroxysteroid dehydrogenase 2 (HSD3B2)
17a-hydroxylase17,20-lyase (CYP17)
P450 oxidoreductase (POR)
Cytochrome b (CYB54)
Aldo-keto reductase 12 (AKR1C2)
17 f-hydroxysteroid dehydrogenase (HSD17B63)
Sa-reductase 2 (SRD5A2)

Disorders of androgen action
Androgen insensitivity syndrome

Drugs and environmental modulators

C: Other

Syndromic associations of male genital development (e.g.,
cloacal anomalies, Robinow, Aarskog, hand-foot-genital,
popliteal pterygium)

Persistent mullerian duct syndrome

Vanishing testis syndrome

Isolated hypospadias

Cryptorchidism (INSL3, GREAT)

Environmental influences

46,XX DSD

A: Disorders of gonadal (ovary) development
Gonadal dysgenesis
Ovotesticular DSD (e.g. NRSAT, NR2FZ, RSPOT)
Testicular DSD (e.g., SAY*, dup SOXY, dup SOX3, NR5AT,
NR2F2, RSPOT, WNT4)

B: Androgen excess
Fetal
3f-hydroxysteroid dehydrogenase 2 (HSD3B2)
21-hydroxylase (CYP21AZ)
P450 oxidoreductase (POR)
118-hydroxylase (CYP11B1)
Glucocorticoid receptor mutations
Fetoplacental
Aromatase (CYP19) deficiency
(Owidoreductase (POR) deficiency
Maternal
Maternal virilizing fumors (e.g., luteomas)
Androgenic drugs

C: Other
Syndromic associations (e.g., cloacal anomalies)
Miillerian agenesis/hypoplasia (e.g., MKRH)
Uterine abnormalifies (e.g., MODYS)
Vaginal atresias (e.g., McKusick-Kaufman)
Labial adhesions

C¥P, Cytochrome P450 isoenzyme; 080, disarders of sex development; MOOYS, meaturity-onset diabetes of the young type 5; MAKH, Mayer-Rokitansky-Kister-Hauser; StAR, stercidogenic acute regula-

fory (protein).

Note. Table from Chan, Y.-M., Hannema, S. E., Achermann, J. C., & Hughes, I. A. (2020).
Disorders of Sex Development. In S. Melmed, R. J. Auchus, A. Goldfine, B., R. J. Koenig, & C.
J. Rosen (Eds.), Williams Textbook of Endocrinology (Fourteenth ed., pp. 867-936.e814).
Elsevier



In addition to evaluating individuals with a DSD, the psychosocial and cognitive adaptation of
their parents is also clinically relevant. Research examining parental functioning has scrutinized
numerous psychosocial constructs, including stress, anxiety, depression, social support, quality
of life, and illness uncertainty [40-42]. However, as in the DSD patient population, assessment
methods differ by study.

For the purposes of this scoping review, psychosocial adaptation is being defined broadly to
cover constructs related to both psychological functioning (e.g., anxiety, depression, health-
related quality of life) and social functioning (e.g., romantic relationships, quality of life).
Cognitive adaptation is being defined as the ability to perceive, learn, and recall events and
information.

An improved understanding of the psychosocial and cognitive adaptation of patients with a DSD
and their parents requires the ability to compare findings across studies. However, these
comparisons are either facilitated or hampered by the comparability of measures used across
studies. Unfortunately, psychosocial assessment of patients with a DSD is inconsistent and
further complicated by the international nature of the extant literature and that it spans across
multiple disciplines. The breadth of data available make it difficult to distill down the overarching
psychosocial needs of this population. Despite this barrier, psychologist are tasked with
supporting this population as part of multi/interdisciplinary teams of specialty providers [1].

Although there are meta-analyses or systematic reviews examining psychosocial functioning
among subsets of DSD diagnoses/cohorts (see [17 28 43 44]), the focus of these projects
remain narrow in condition/group examined (e.g., only Turner syndrome, only those with 46,XY
DSD, or only patients who had undergone surgical intervention for their DSD). A preliminary
search for scoping and systematic reviews on psychosocial functioning across DSD was
conducted on 2020 and again in 2021 with no studies identified. Databases searched included
JBI Database of Systematic Reviews and Implementation Reports, Cochrane Database of
Systematic Reviews, Cumulative Index to Nursing and Allied Health Literature (CINAHL),
PubMed, and PsycINFO through the University of Michigan library system.

The aim of this scoping review is to ascertain the methods used to assess psychological and
cognitive variables and outcomes across the range of DSD for both patients and their parents. It
is hypothesized that there will be a broad range of constructs and measures utilized, with little
consensus across studies/sites.

Inclusion Criteria:

Quantitative and qualitative studies published after the publication of the Consensus Statement
[1] will be included in the scoping review if they examine the psychosocial adaptation and/or
cognitive function of children, teenagers, and adults with a DSD and/or their parents/caregiver.
Quantitative and qualitative data will be included. Exclusion criteria will include first person
accounts of psychosocial adaptation and/or cognitive function and any articles not written in
English.

Types of participants:

e Children, teenagers, and adults with a DSD as defined by the Consensus Statement [1].

e Parents/caregivers of an individual with a DSD as defined above.

e Non-affected adults (e.g., healthcare providers, teachers, romantic partners of an
individual with a DSD) or children (e.g., siblings of an individual with a DSD), as long as
they are reporting on the psychosocial/cognitive functioning of the individual with DSD or
the individual with DSD’s parent/caregiver.



Concept:
The concept of interest for this scoping review is understanding the assessment measures and
methods used to evaluate psychosocial and cognitive functioning in DSD.

Context:

No particular context will be applied to this project. However, sources will be limited to those
written in English. As such, this scoping review will include studies published from any cultural
or regional setting that is written in the English language.

Types of evidence sources:
We will include the following study designs:

Quantitative and qualitative primary research studies will be included in the scoping review. This
will include randomized controlled trials, time series analyses, non-randomized studies, and
observational studies, including controlled before-after studies, and pre-post studies.

The following will be excluded: literature reviews, commentaries, book chapters, and editorials.

Methods:

The methods used in this scoping review will follow the frameworks proposed by Arksey and
O’Malley [45] and Levac and colleagues [46], using the methods outlined in the JBI Manual for
Evidence Synthesis [47]. The review team followed a multi-step, iterative process for developing
and refining the search strategy.

Search Strategy:
Description of strategy:
The review team met with two informationists (LJ, KS) in early 2020. Using a short list of
sentinel articles provided by the review team, the informationists were able to craft an initial
search strategy that was used to inform the selection of potential databases, concepts, and
search terms. The search strategies were developed to identify published primary studies.
The databases that were selected for this project include Cochrane Library, PubMed, Ovid
MEDLINE (Ovid MEDLINE(R) and Epub Ahead of Print, In-process & Other Non-INdexed
Citations, Daily and Versions(R)), (ELSEVIER) Embase, (EBSCO) CINAHL Complete,
(EBSCO) PsyclInfo, (EBSCO) LGBT Life, and (ELSEVIER) Scopus.

As a group, the team reviewed preliminary searches for scoping and systematic reviews on
psychosocial functioning across DSD in Cochrane Library and PubMed. This initial search
was also used to identify relevant concepts, controlled vocabulary, and keywords.

After initial search strategies were analyzed and refined, it was later determined that Ovid
MEDLINE would be the preferred database for searching MEDLINE. As the searches were
translated across the remaining databases, the entire team reviewed search terms and
results for each database, and provided feedback on controlled vocabulary and keywords.
The final search strategy was built around three main concepts: disorders of sex
development, psychological and social functioning, and assessment. Due to the publication
of the Consensus Statement [1] in 2006, the review team was only interested in articles
published after 2006, so the publication date limit was applied across all databases. The
review team was also unable to provide translation for articles in languages other than
English, so an English language limit was also applied to the searches. When available,
publication limits were applied to exclude reviews, commentaries, and book chapters. The



final searches were run on 12/3/2020 through 12/7/2020, and EndNote X9 was used to
manage citations, and to identify and remove duplicates.

A complete search strategy for Ovid MEDLINE has been included in Appendix A.

Supplemental strategies:
A hand-search for non-indexed and difficult to locate studies will be conducted, including
examining key journals. We will also scan the reference lists of all included articles.

Source of evidence selection:

The review of sources will utilize the program DistillerSR. Article selection will be based on the
inclusion/exclusion criteria described above and will include a review of title and abstract,
followed by a full-article review. All reviewers will undergo a training process including reading
relevant articles, for example [48-50], and looking over the codebook developed for this project.
Pilot testing will take place, including the entire review team completing a title/abstract and full-
text review of 25 randomly selected articles, with the use of the inclusion/exclusion criteria and
the codebook. Throughout pilot testing, the review team will meet to review and update
inclusion/exclusion criteria and codebook. Screening will commence once all 25 articles have
been reviewed and discussed and when there is at least 75% agreement among reviewers.
When completing the screening, at least 2 reviewers will review each source at each level (title
abstract and full-article review) and disagreements will be reconciled by consensus or by a third
reviewer. See Figure 1 for flowchart of review process.

Figure 1. Review process
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Details will be provided in a table for all articles identified for inclusion in the final synthesis for

this scoping review. Reasons for exclusion will also be provided about excluded articles.

Data extraction:

The data extraction form will extract the following key information from each article:

1. Author(s)




Year of publication
Country of origin (where each study was conducted)
Aims/purpose
Population and sample size
a. DSD diagnosis/identity, race, ethnicity, sexual orientation
Methodology / methods
Psychosocial / cognitive outcomes and details of how these were measured

aprwd

No

The data extraction form will be utilized during the pilot phase of the project and further refined,
as needed. If additional data is determined to be needed during the screening and data
extraction process, the data extraction form will also be updated.

Analysis of the evidence:
This scoping review will be analyzed using frequency data.

Presentation of the results:
Results of the scoping review will be presented in the format provided in Table 2.

Table 2: Example tabular presentation of data

Parameter Results

Numbers of publications Total number of sources of evidence
Total numbers between 2006 and December 2020
Number of publications every year

Types of studies Randomized controlled trials
Non-randomized controlled trials
Quasi-experimental studies
Before-and-after studies
Prospective cohort studies
Retrospective cohort studies
Case-control studies
Cross-sectional studies
Other quantitative studies
Qualitative studies

Mixed methods studies

Population(s) identified Age:

e Children 0-17 years

e Adults >18 years

e Parent/s and/or caregivers of a child with a DSD
DSD Diagnoses/ldentity

Psychosocial / Cognitive Psychosocial:
domains e Depression, anxiety, quality of life, gender identity,
etc
Cognitive:

e Attention, memory, processing speed, adaptive
functioning, academic functioning, 1Q, etc




Assessment type Standardized questionnaire
Non-standardized items/questionnaire
Qualitative interviews

Other methodology

Assessment measure Measure(s)/assessment battery utilized




References

1. Lee PA, Houk CP, Ahmed SF, Hughes IA, the International Consensus Conference on
Intersex organized by the Lawson Wilkins Pediatric Endocrine Society and the European
Society for Paediatric Endocrinology. Consensus statement on management of intersex
disorders. Pediatrics 2006;118(2):e488-500 doi: 10.1542/peds.2006-0738.

2. Sax L. How common is intersex? A response to Anne Fausto-Sterling. Journal of Sex
Research 2002;39(3):174-78. doi: 10.1080/00224490209552139.

3. Bishop DV, Jacobs PA, Lachlan K, et al. Autism, language and communication in children
with sex chromosome trisomies. Arch Dis Child 2011;96(10):954-9 doi:
10.1136/adc.2009.179747.

4. Cederlof M, Ohlsson Gothy A, Larsson H, et al. Klinefelter syndrome and risk of psychosis,
autism and ADHD. Journal of Psychiatric Research 2014;48(1):128-30 doi:
10.1016/j.jpsychires.2013.10.001.

5. Aksglaede L, Link K, Giwercman A, Jgrgensen N, Skakkebaek NE, Juul A. 47,XXY Klinefelter
syndrome: Clinical characteristics and age-specific recommendations for medical
management. American Journal of Medical Genetics Part C: Seminars in Medical
Genetics 2013;163(1):55-63 doi: 10.1002/ajmg.c.31349.

6. Boada R, Janusz J, Hutaff-Lee C, Tartaglia N. The cognitive phenotype in Klinefelter
syndrome: A review of the literature including genetic and hormonal factors.
Developmental Disabilities Research Reviews 2009;15(4):284-94 doi: 10.1002/ddrr.83.

7. Boone KB, Swerdloff RS, Miller BL, et al. Neuropsychological profiles of adults with Klinefelter
syndrome. Journal of the International Neuropsychological Society 2001;7(4):446-56

8. Bruining H, Swaab H, Kas M, van Engeland H. Psychiatric characteristics in a self-selected
sample of boys with Klinefelter Syndrome. Pediatrics 2009;123(5):e865-e70 doi:
10.1542/peds.2008-1954.

9. Close S, Fennoy I, Smaldone A, Reame N. Phenotype and adverse quality of life in boys with
Klinefelter Syndrome. The Journal of Pediatrics 2015;167(3):650-57 doi:
10.1016/j.jpeds.2015.06.037.

10. Foland-Ross LC, Ross JL, Reiss AL. Androgen treatment effects on hippocampus structure
in boys with Klinefelter syndrome. Psychoneuroendocrinology 2019;100:223-28 doi:
10.1016/j.psyneuen.2018.09.039.

11. Gravholt CH, Chang S, Wallentin M, Fedder J, Moore P, Skakkebaek A. Klinefelter
Syndrome: Integrating genetics, neuropsychology, and endocrinology. Endocr Rev
2018;39(4):389-423 doi: doi: 10.1210/er.2017-00212.

12. Herlihy AS, McLachlan RI, Gillam L, Cock ML, Collins V, Halliday JL. The psychosocial
impact of Klinefelter syndrome and factors influencing quality of life. Genet Med
2011;13(7):632-42 doi: 10.1097/GIM.0b013e3182136d19.

13. Ross JL, Roeltgen DP, Kushner H, et al. Behavioral and Social Phenotypes in Boys With 47,
XYY Syndrome or 47, XXY Klinefelter Syndrome. Pediatrics 2012;129(4):769-78 doi:
10.1542/peds.2011-0719.

14. Skakkebaek A, Moore PJ, Chang S, Fedder J, Gravholt CH. Quality of life in men with
Klinefelter syndrome: the impact of genotype, health, socioeconomics, and sexual
function. Genet Med 2018;20(2):214-22 doi: 10.1038/gim.2017.110.

15. Skakkebaek A, Moore PJ, Pedersen AD, et al. Anxiety and depression in Klinefelter
syndrome: The impact of personality and social engagement. PLoS One
2018;13(11):e0206932 doi: 10.1371/journal.pone.0206932.

16. van Rijn S, Barendse M, van Goozen S, Swaab H. Social attention, affective arousal and
empathy in men with Klinefelter syndrome (47,XXY): evidence from eyetracking and skin
conductance. PLoS One 2014;9(1):e84721 doi: 10.1371/journal.pone.0084721.



17.

18.

19.

20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

Baker JM, Reiss AL. A meta-analysis of math performance in Turner syndrome.
Developmental Medicine & Child Neurology 2016;58(2):123-30 doi:
10.1111/dmcn.12961.

Beaton EA, Stoddard J, Lai S, et al. Atypical functional brain activation during a multiple
object tracking task in girls with Turner syndrome: neurocorrelates of reduced
spatiotemporal resolution. Am J Intellect Dev Disabil 2010;115. doi: 10.1352/1944-7558-
115.2.140.

Bishop DV, Canning E, Elgar K, Morris E, Jacobs PA, Skuse DH. Distinctive patterns of
memory function in subgroups of females with Turner syndrome: evidence for imprinted
loci on the X-chromosome affecting neurodevelopment. Neuropsychologia
2000;38(5):712-21 doi: 10.1016/S0028-3932(99)00118-9. doi: 10.1016/s0028-
3932(99)00118-9.

Boman UW, Bryman I, Halling K, Moller A. Women with Turner syndrome: psychological
well-being, self-rated health and social life. Journal of psychosomatic obstetrics and
gynaecology 2001;22(2):113-22 doi: 10.3109/01674820109049961.

Boman UW, Bryman I, Moller A. Psychological well-being in women with Turner syndrome:
somatic and social correlates. Journal of psychosomatic obstetrics and gynaecology
2004;25(3-4):211-9. doi: 10.1080/01674820400017855.

Rolstad SG, Moller A, Bryman |, Boman UW. Sexual functioning and partner relationships in
women with turner syndrome: some empirical data and theoretical considerations
regarding sexual desire. J Sex Marital Ther 2007;33(3):231-47 doi:
10.1080/00926230701267886.

Bray S, Dunkin B, Hong DS, Reiss AL. Reduced functional connectivity during working
memory in Turner syndrome. Cereb Cortex 2011;21(11):2471-81 doi:
10.1093/cercor/bhr017.

Bray S, Hoeft F, Hong DS, Reiss AL. Aberrant functional network recruitment of posterior
parietal cortex in turner syndrome. Human Brain Mapping 2012:n/a-n/a doi:
10.1002/hbm.22131.

Hong DS, Bray S, Haas BW, Hoeft F, Reiss AL. Aberrant neurocognitive processing of fear
in young girls with Turner syndrome. Social cognitive and affective neuroscience
2014;9(3):255-64 doi: 10.1093/scan/nss133.

Brown WE, Kesler SR, Eliez S, et al. Brain development in Turner syndrome: a magnetic
resonance imaging study. Psychiatry Res 2002;116. doi: 10.1016/s0925-
4927(02)00086-0

Cardoso G, Daly R, Hag NA, et al. Current and lifetime psychiatric illness in women with
Turner syndrome. Gynecological endocrinology : the official journal of the International
Society of Gynecological Endocrinology 2004;19(6):313-9. doi:
10.1080/09513590400021227.

Nijhuis-van der Sanden MW, Eling PA, Otten BJ. A review of neuropsychological and motor
studies in Turner Syndrome. Neuroscience and biobehavioral reviews 2003;27(4):329-
38 doi: 10.1016/S0149-7634(03)00062-9.

Pavlidis K, McCauley E, Sybert VP. Psychosocial and sexual functioning in women with
Turner syndrome. Clin Genet 1995;47(2):85-9 doi: 10.1111/j.1399-0004.1995.th03929.x.

Rae C, Joy P, Harasty J, et al. Enlarged temporal lobes in Turner syndrome: an X-
chromosome effect? Cereb Cortex 2004;14(2):156-64 doi: 10.1093/cercor/bhg114.

Reimann GE, Bernad Perman MM, Ho P-S, Parks RA, Comis LE. Psychosocial
Characteristics of Women with a Delayed Diagnosis of Turner Syndrome. The Journal of
Pediatrics 2018;199:206-11 doi: 10.1016/j.jpeds.2018.03.058.

Rickert VI, Hassed SJ, Hendon AE, Cunniff C. The effects of peer ridicule on depression
and self-image among adolescent females with Turner syndrome. J Adolesc Health
1996;19(1):34-38 doi: 10.1016/1054-139x(95)00225-h.



33.

34.

35.

36.

37.

38.

39.

40.

41.

42.

43.

44,

45,

46.

47.

48.

49.

Ross J, Zinn A, McCauley E. Neurodevelopmental and psychosocial aspects of Turner
syndrome. Ment Retard Dev Disabil Res Rev 2000;6(2):135-41 doi: 10.1002/1098-
2779(2000)6:2<135::AID-MRDD8>3.0.CO;2-K.

Schmidt PJ, Rubinow DR, Bondy CA. Adult women with Turner syndrome: A systematic
evaluation of current and past psychiatric iliness, social functioning, and self-esteem.
International Congress Series 2006;1298:100-07 doi: 10.1016/j.ics.2006.06.020.

Sheaffer AT, Lange E, Bondy CA. Sexual Function in Women with Turner Syndrome.
Journal of Women's Health 2008;17(1):27-33 doi: 10.1089/jwh.2007.0488.

Skuse D, Elgar K, Morris E. Quality of life in Turner syndrome is related to chromosomal
constitution: implications for genetic counselling and management. Acta Paediatrica
1999;88(428):110-13 doi: DOI 10.1111/j.1651-2227.1999.tb14366.X.

Suzigan LZ, de Paiva e Silva RB, Guerra-Junior G, Marini SH, Maciel-Guerra AT. Social
skills in women with Turner Syndrome. Scandinavian journal of psychology
2011;52(5):440-7 doi: 10.1111/j.1467-9450.2011.00887 .x.

Zinn AR, Roeltgen D, Stefanatos G, et al. A Turner syndrome neurocognitive phenotype
maps to Xp22.3. Behavioral and brain functions : BBF 2007;3:24 doi: 10.1186/1744-
9081-3-24. doi: 10.1186/1744-9081-3-24.

Hirvikoski T, Nordenstrom A, Lindholm T, et al. Cognitive Functions in Children at Risk for
Congenital Adrenal Hyperplasia Treated Prenatally with Dexamethasone. Journal of
Clinical Endocrinology Metabolism 2007;92(2):542-48

Wolfe-Christensen C, Fedele DA, Kirk K, Mullins LL, Lakshmanan Y, Wisniewski A.
Caregivers of children with a disorder of sex development: associations between
parenting capacities and psychological distress. Journal of Pediatric Urology
2014;10(3):538-43 doi: 10.1016/j.jpurol.2013.11.016.

Suorsa Kl, Mullins AJ, Tackett AP, et al. Characterizing Early Psychosocial Functioning of
Parents of Children with Moderate to Severe Genital Ambiguity due to Disorders of Sex
Development. J Urol 2015;194(6):1737-42 doi: 10.1016/j.juro.2015.06.104.

Sandberg DE, Gardner M, Callens N, et al. Interdisciplinary care in disorders/differences of
sex development (DSD): The psychosocial component of the DSD-Translational
research network. American journal of medical genetics. Part C, Seminars in medical
genetics 2017;175(2):279-92 doi: 10.1002/ajmg.c.31561.

Godfrey LM. Mental health outcomes among individuals with 46,XY disorders of sex
development: A systematic review. J Health Psychol 2020:1359105320909863 doi:
10.1177/1359105320909863.

Machado PS, Costa AB, Nardi HC, Fontanari AM, Araujo IR, Knauth DR. Follow-up of
psychological outcomes of interventions in patients diagnosed with disorders of sexual
development: A systematic review. J Health Psychol 2015 doi:
10.1177/1359105315572454.

Arksey H, O'Malley L. Scoping studies: towards a methodological framework. International
Journal of Social Research Methodology 2005;8(1):19-32 doi:
10.1080/1364557032000119616.

Levac D, Colquhoun H, O'Brien KK. Scoping studies: advancing the methodology.
Implement Sci 2010;5:69 doi: 10.1186/1748-5908-5-69.

Peters M, Godfrey C, Mclnerney P, Munn Z, Trico A, Khalil H. Chapter 11: Scoping
Reviews. In: E. A, Z. M, eds. JBI Manual for Evidence Synthesis, 2020.

Tricco AC, Lillie E, Zarin W, et al. PRISMA Extension for Scoping Reviews (PRISMA-ScR):
Checklist and Explanation. Ann Intern Med 2018;169(7):467-73 doi: 10.7326/M18-0850.

Munn Z, Peters MDJ, Stern C, Tufanaru C, McArthur A, Aromataris E. Systematic review or
scoping review? Guidance for authors when choosing between a systematic or scoping
review approach. BMC Med Res Methodol 2018;18(1):143 doi: 10.1186/s12874-018-
0611-x.



50. Dissemination CfRa. Systematic Reviews. CRD’s guidance for undertaking reviews in health
care: Centre for Reviews and Dissemination, University of York, 2008.

Appendix A

Ovid MEDLINE
Ovid MEDLINE(R) and Epub Ahead of Print, In-process & Other Non-INdexed Citations, Daily
and Versions(R)

1.

(17-Hydroxysteroid Dehydrogenase Deficiency OR Anorchia).rs. OR exp Cloaca/ OR
exp Disorders of Sex Development/ OR exp Hypospadias/ OR exp Intersex Persons/ OR
exp Kallmann Syndrome/ OR exp Klinefelter Syndrome/ OR exp Ovotesticular Disorders
of Sex Development/ OR exp Turner Syndrome/ OR exp WAGR Syndrome/ OR
Mullerian aplasia.rs. OR Mullerian Ducts/ab OR Penis agenesis.rs. OR (17 beta
hydroxysteroid dehydrogenase OR 21-hydroxylase deficiency OR 5 alpha reductase
deficiency OR 5-alpha-reductase-2 OR 5alpha-rd2 deficiency OR 5rd2 deficiency OR
adrenal hyperplasia OR adrenogenital syndrome OR androgen insensitivity syndrome
OR anorchia OR aphallia OR clitoromegaly OR cloaca OR cloacal exstrophy OR
disorders in androgen synthesis OR empty scrotum OR gonadal regression OR
hermaphrodite OR hermaphrodites OR hermaphroditism OR hermaphroditismus OR
hypospadia OR hypospadias OR intersex OR intersexualities OR intersexuality OR
kallmann's syndrome OR kallmanns syndrome OR luteinizing hormone receptor
mutation OR mayer rokitansky kuster hauser syndrome OR macroclitoris OR micro-
penis OR micropenis OR microphallus OR ovotestes OR ovotesticular OR
pseudohermaphrodite OR pseudohermaphrodites OR pseudohermaphroditism OR sex
chromosome mosaicism OR sex reversal OR swyer syndrome OR testicular feminization
syndrome OR turner's syndrome OR turners syndrome OR vanishing testes OR wagr
OR wagro).mp. OR ((sex OR sexual) adj3 (difference OR differences OR differentiation)
adj3 (development OR developments)).mp. OR ((sex OR sexual) adj3 (difference OR
differences OR differentiation) adj3 (disorder OR disorders)).mp. OR ((sex OR sexual)
adj3 (development OR developments) adj3 (disorder OR disorders)).mp. OR ((atypical
OR atypia OR ambiguous OR ambiguity OR ambiguities) adj3 (genitalia OR genital OR
genitals)).mp. OR (((penis OR penile OR clitoris OR mullerian OR gonadal OR uteri OR
uterus OR uteruses OR uterovaginal OR vagina OR vaginal OR testis OR testes OR
testicular) adj3 (dysgenesis OR agenesis OR atresia OR aplasia OR hypoplasia OR
regression OR absence OR absent OR vanishing)) OR ((uteri OR uterus OR uteruses)
adj3 (didelphys OR bicornus OR absent))).mp.

2.

exp Gender Identity/ OR exp Social Integration/ OR exp Cognitive Science/ OR exp
emotional intelligence/ OR exp Emotions/ OR exp Interpersonal Relations/ OR exp
Mental Disorders/ OR exp Neuropsychiatry/ OR exp neuropsychology/ OR exp
Sexuality/ OR Sexual Behavior/ OR (adjustment disorder* OR affect disorder OR
agoraphobia OR alcohol-related disorder* OR anger OR anorexia nervosa OR antisocial
personality disorder OR anxiety OR anxiety disorder* OR apathy OR attention deficit
disorder* OR behavior disorders OR hinge-eating disorder* OR bipolar disorder* OR
body dysmorphic disorder* OR body integrity identity disorder* OR bulimia nervosa OR
castration anxiety OR child behavior disorder* OR cognition disorder* OR cognition OR
cognitive science* OR communication disorder* OR community integration* OR



conversion disorder OR cyclothymic disorder OR dependent personality disorder OR
depression OR depressive disorder OR developmental disabilities OR disgust OR
disruptive disorders OR impulse control disorders OR conduct disorders OR
dyspareunia OR dyssomnias OR elimination disorders OR emotional adjustment OR
emotional intelligence* OR emotional regulation OR empathy OR encopresis OR
enuresis OR erectile dysfunction OR fear OR eating disorders OR firesetting behavior
OR gender dysphoria OR gender issue OR gender relation OR gender role OR
intellectual disability OR interpersonal relation OR irritable mood OR learning disabilit*
OR mental disorder OR mood disorders OR motivation OR motor disorders OR motor
skills disorders OR mutism OR neurocognitive disorders OR neurodevelopmental
disorders OR neuropsychiatry OR neuropsycholog* OR neurotic disorders OR neurotic
disorders OR obsessive-compulsive disorder OR panic OR paraphilic disorders OR
parasomnias OR pedophilia OR performance anxiety OR personality disorders OR
pervasive child development disorders OR phobic disorders OR premature ejaculation
OR (psychiatric adj5 (disease* OR illness*)) OR psychiatric diagnosis OR psychiatric
diagnosis OR psychiatric disease OR psychiatric disorder* OR psychiatric fetishism OR
psychiatric illness* OR psychological distress OR psychological sexual dysfunction®* OR
psychosocial OR sadness OR separation anxiety OR severe mental disorder* OR sexual
activity OR sexual disorder* OR gender disorder* OR sexual behavior OR sexual
functioning OR sexual orientation OR shame OR social intelligence* OR social
interaction* OR somatoform disorder* OR tic disorder* OR transvestism OR trauma
disorder* OR stress disorder* OR vaginismus OR voyeurism).mp.

3.

exp Diagnostic Self Evaluation/ OR exp Psychiatric Status Rating Scales/ OR exp
Qualitative Research/ OR exp "Surveys and Questionnaires"/ OR exp Interviews as
Topic/ OR exp Interview, Psychological/ OR exp Personality Inventory/ OR exp self
report/ OR

(quantitative or qualitative or scale or scales or questionnaire or questionnaires or survey
or surveys or surveyed or interviews or interviewed or interview or measure or measured
Or measures or measurement or assessment or score or scores or scored or scoring or
mixed method or ((self or patient or patients) adj2 (report or reported or reports or

reporting))).mp.

4.
(animals.sh. NOT humans.sh.)

((1 AND 2 AND 3) NOT 4) 1457 results 12/3/20
Limits:

English

2006 - current

917 results 12/3/2020



