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Methods:

This multicenter clinical evaluation study was part of
a German network related to DSD funded by the
German Ministry of Science and Education (BMBF
2003 to 2007). To assess health-related quality of life
(HRQoL), as well as psychological wellbeing, the
Short Form Health Survey (SF-36) and the Brief
Symptom Inventory (BSI) were used.

Background:

Rare congenital conditions with incongruence of chromosomal, gonadal, and
phenotypic sex have been summarized as Differences/ Disorders of Sex
Development (DSD). Included in DSD are conditions with diverse genetic
etiology, varying levels of prenatal androgen effects, phenotypes, and
subsequently, different medical treatments. Quality of life (QoL) and
psychological wellbeing are indicators of successful psychosocial adaptation to
the conditions. Studies addressing these issues in individuals with DSD vary
greatly.
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Females:

1 pAIS*

1 penile agenesis*

1 Klinefelter syndrome*

1 aromatase deficiency (46,XX)

1 ovarian insufficiency (46,XX)

1 complete gonadal dysgenesis (46,XX)
Males:

2 CAH (46,XX)* none

*with gender change In history
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Conclusion:

* O participants (8.2%) describe themselves as a gender other than male or female. They
rated their HRQoL and psychological distress as similar to the total cohort.

* Participants reported significant impaired psychological wellbeing, 42.7% can be
described as a clinical case.

* Participants reported overall higher physical HRQoL and normal mental HRQoL
compared to the norm

* In group comparison females with XY DSD and androgen effect reported the highest
physical HRQoL; females with CAH reported less psychological distress

* Specialized interdisciplinary care with a focus in particular on psychological care is
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needed to improve wellbeing.
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