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INTRODUCTION 
 
   The German pathologist Theodore klebs who recognized at autopsy that 
it was possible for the external genitalia to be discordant with the gonads. 
Those in whom he found normal ovaries but virilized external genitalia 
he called, in English translation, female pseudohermaphrodites, whereas 
those with normal appearing testes but undervirilized genitalia he called 
male pseudohermaphrodites. In contrast to those, he recognized certain 
individuals who harbored both an ovary and a testis, which he called true 
hermaphrodites (Aaronson and Aaronson, 2010). 
 
    Advances in identification of molecular genetics causes of abnormal 
sex with heightened awareness of ethical issues and patient advocacy 
concerns necessitate a re-examination of nomenclature (Hughes et al., 
2006). 
 
   Terms such as Intersex, pseudohermaphrodites, hermaphrodites, sex 
reversal are particularly controversial. These terms are perceived as 
potentially projective by patients and can be confusing to both 
practitioners and parents (Hughes et al., 2006). 
 
   Consequently, the recommended nomenclature to replace intersex is the 
umbrella terminology "disorders of sex development" (DSD).This is 
defined as congenital condition in which development of chromosomal, 
gonadal, or anatomical sex is atypical. However, the nomenclature has no 
diagnostic purpose other than as a starting point towards the goal. The 
inclusion of the term congenital within the definition excludes all the 
condition listed as causes of precocious or delayed puberty. The 
abbreviation (DSD) is not in common usage for any other “competing” 
medical disorder (Hughes, 2008). 
 
   There are numerous models of classification to bewilder the reader with 
the lists of all possible cause of DSD.  No system is perfect, one of the 
categories  is ‛sex chromosome anomalies’ as these remain a major 
component of the causes of DSD. The other two categories are the XX, 
DSD and XY, DSD and are both subdivided according to a primary 
disorder of gonad development versus a disorder of sex steroid 
biosynthesis arising from an  otherwise more physiologically normal 
gonad (Hughes, 2008). 
 
    Optimal care for children with DSD requires an experienced 
multidisciplinary team that is generally found in tertiary care centers. 
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Ideally the team includes specialties in endocrinology, surgery and / or 
urology, psychology / psychiatry, gynaecology, genetics, neonatology, 
social work, nursing and medical ethics (Hughes et al., 2006).    
 
   Hypogonadism  is common in patients with dysgenetic gonads, defect 
in sex steroid biosynthesis and resistance to androgens. Hormonal 
induction of puberty should attempt to replicate normal pubertal 
maturation, to induce secondary sexual characteristics, a pubertal growth 
spurt and optimal bone mineral accumulation using testosterone esters. 
Females with hypogonadism require oestrogen supplementation to induce 
pubertal changes and menses (Hughes et al., 2006).                                                     
 
   The genital surgery began since ancient man's first attempts of 
performing surgery. Trepanation, amputation, incision and circumcision 
were historical crude attempts at surgery.The bold and imaginative 
innovations of French, German, English, and American surgeons of the 
early nineteenth century rescued surgery from the lack of knowledge of 
previous centuries and charted the way for succession of rapid 
development (Rogers, 1973).   
 
   Surgeons such as Cooper, Warren, Dupuytren, Dieffenbach, and 
Mattauer were responsible for a host of new surgical ideas and 
development of technical tips which in the latter half of the nineteenth 
century, provided plastic surgery and urological surgery in particular with 
a new era supply of surgical improvement (Rugie and Sykes, 2007).   
 
   A few years ago it was said that gender assignment could be delayed 
until later childhood when the child express more clearly his or her 
individual identity this attitude has a lot of controversies, and it is 
currently accepted by most practitioners that: the assignment should be 
done early in life to avoid difficult situations for the parents and the child 
(Vidal et al., 2010).     
 
   However, (Money and Hampson, 1957) their findings, suggested that 
most infants are able to discriminate between the sexes by the end of their 
first year. At two to three years of age, children are able to label 
themselves correctly and by three, preference for a gender rule emerges. 
With the onset of the fifth year, they begin to have a sense of gender 
constancy (Ruble and Martin, 1998). Other factors favouring early 
intervention are: the threat of cancer in women with XY material in 
gonads that have not been removed, the great ease with which the surgery 
can be conducted on children and the finding that the majority of patients 
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who have had early surgery to relieve their emotional distress are content 
with their assigned gender as adults (Rebelo et al., 2008).    
 
   The surgical options for vrilized female (46, XX) encompasses three     
main steps: vaginoplasty, the clitoral plasty and the perineoplasty. The 
surgical options in undervirilised male (46, XY) aims at repairing a 
hypospadiac penis, phalloplasty, glanuloplasty and testicular surgery.Or 
up to total genital reconstruction in both sex (Vidal et al., 2010). 
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AIM OF THE WORK 
 
 
 

To  review different  modalities  in  management 
of  Sexual Developmental Disorders. 

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 

 
 
 
 
 
 
 


