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SUMMARY 

A case of male pseudohermaphroditism with 
ambiguous external genitalia, surgically corrected 
in adulthood, with assignement of the phenotype 
to the female sex is described. 

The syndrome is ascribed to defective enzy
matic activity of the 17-ketosterol-reductase. 
Surgery was performed in order to obtain cor
rection of the patient ambiguous genitalia to the 
female genitalia and relative adjustment to the 
phenotype. 

Postoperatively, hormonal therapy was insti
tuted initially with a sequential estroprogestinic 
treatment and afterwards with quinestrol and 
cyproterone acetate, to establish a feminine 
hormonal pattern. A period of approximately two 
years was required before any positive conclusion 
could be drawn from our gynecological inter
vent10n. 
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Surgical correction of ambiguous exter
nal genitalia and the phenotypes adjust
ment to his external genital sex tend to 
remove both anatomical and psychological 
obstacles and in several cases of male 
pse旦dohermap�r�d,itism.. have_ allowed th� 
patients to establish ordinary interpersonal 
relationship patterns. In particular, early 
surgery is best suited to those cases where 
a clitoral urethra is lacking: surgical castra
tion ideally should be performed before 
puberty has been reached in order to avoid 
a male crisis at puberty. This solution 
h owever is uncommon in clinics as the 
gynecologist is often consulted at a later 
stage when puberal manifestations are al
ready present. 

This study involves the clinical evolu
tion of one case of male pseoudoherma
phroditism with ambiguous external geni
talia treated surgically in adulthood and 
with the phenotype assigned to the female. 

CASE REPORT 

G. M., 31 years of age, assigned to the femal,�
sex at birth. 

Height 168 cm, body weight 60 kgs, android 
morphotype, marked hypertrichosis and hirsutism 
over entire body; ambiguous external genitalia 
(hypertrophied, phalliform clitoris, urethral 
meatus and introitus vaginae with common orifice 
伍g. 1 a), absence of the vagina, pigmented labia 
majora, testes located in the inguinal canals 
伍g. 1 b), absence of Miillerian structures, nor
ma! psychic development with feminine psycho
sexuality, absence of the prostate, 46 XY karyo
type. 

The study of testosterone metabolism showed 
normal 5a.-reductase activity. 4-"C-testosterone 
obtained from N.E.D. (specific activity 53 mCi/ 
mMol) in fibroblast culture was used in this 
study. Prof. T. Wienkler (lnstitut fur Human
genetik und Anthropologie der Universitat -
Freiburg im Breisgau - Bundesrepublik Deutsch
land) carrier out this determination. 

Hormonal findings are reported in table 1. 
FSH and LH values were determined by 

double antibody radioimmunoassay (1, 2) (Bioda
ta Serano, Rome); reference standard; 2nd I.R.P., 
h.M.G. and LER 907. The sensitivity of this
method is approx. 1 m.I.U./ml.

The progesterone (3) values were determined 
by the RIA-PEG method (Biodata Serono, Ro-
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