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l Testicular Feminization Syndrome 
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Two sisters, aged 26 and 24 years, presented in 
the o r o on 8 / 2/ 1999 w ith hi story of primary 
amenorrhoea. They have three younger brothers and one 
elder sister marri ed with two children. 

Examinati on of both sisters revealed average 
ui lt, absent a;... ill ary and pubic hair and Tanner Stage III 

) rcast development. A bdom en was soft w ith n o 
.> rganomegaly and normal hernial orifi ces. Both sisters 
had infantil e external genitali a and in each case the 
,·agu1c1 ended in a blind pouch of about 2-3 ems in length. 

Investi gati ons revealed normal blood urea and 
:.erum creatinin e, negati ve buccal smear and 46XY 
Karyotype u1 both. Testosterone was 9.3 mg% in the elder 
and 5.3 mg'X, in the younger. Ultrasonography of both 
indi1·iduals revealed no uterus but both the gonads were 
�~ �e�e �n� c1nd each were about 4;... 2 ems in size. K idneys were 
normal in size, shape and echo texture. 

Both of them Lmderwent laparotomy and bilateral 
nnadcctomy on 16/ 2/ 99. Laparotomy revealed gonads 
vere located in the ovari an fossae and were attached to 
ach other w ith pel v i c perit on eal fold. The 

infundibulopelvic li gament wer found inferolaterally 
to the gonad:.. 

Histopathologic examinati on of the gonads 
revealed immature testi cul ar ti ssue and Ieydig cell 
hyperplasia. 

Postoperati vely T. Prem arin 0.625 mg was 
administered once dail y. The sisters were discharged on 
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Fig. 1: Pedigree Analysis 

the S'h postoperati ve day w ith a final diagnosis of 
complete androgen insensiti vi ty syndrome. 

Family history revealed that this cond ition h,1d 
been observed m the famil y in two prc1·inu.., gcm'ral ion 
as show n in pedigree analys1:. (Fi g. 1 ). Tlw fir st vva.., lhl' 
maternal grandmother's sister. The second ,md third IVl' I.L' 

daughters of their maternal aunt, w ho hc1d marr ied hn 
maternal uncle. 
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