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SUMMARY 

A case of streak gonad syndrome 46, XY with 
dysgerminoma is reported. The case leads to 
discuss the most recent knowledges on neo
plastic degeneration of the dysgenetic gonad 
Pathogenetical significance of H-Y antigen in 
streak gonad tumors is stressed. A plan of 
diagnostic-therapeutic management in such cases 
is proposed. 
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Presence of streak gonads is the most 
important feature in numerous pictures 
of gonadal dysgenesis. In such cases it 
appears as justified the use of the term 
"streak gonad syndrome", instead of go
nadal dysgenesis, as recently stressed by 
鄙sze and Lazlo ( 1). These syndromes 
are usually diagnosed in peripubertal age 
during evaluations for primary amenor
rhea, secondary amenorrhea and/ or steri
lity. They can be subdivided into two 
groups: syndromes with presence of the 
Y chromosome or rearrangements of it 
and syndromes without the Y chromoso
me ( 1· 2· 3• 4). The second group encom
passes pathologies where the karyotype 
shows partial or total monosomy or sym
metrical rearrangements of the X chromo
some (2) as well as defects of the X in
volving interbands q 13 - q 24-27 ( 5). The 
same group also encompasses the "streak 
gonad syndrome 46,XX" and the "unila
teral streak gonad syndrome" (6). 

It has been established that only the 
streak gonad syndromes with Y chromo
some or rearrangements of it are at high 
risk of neoplastic degeneration (3). This 
risk is increasing with age and about one 
third of these patients will have a gonadal 
tumor ( 7 , 8). The more frequent tumors of 
the streak gonad syndromes are gonado
blastoma followed by dysgerminoma. Also 
cases of chorioncarcinoma, teratoma, te
ratocarcinoma, embryonal chorioncarcino
ma and sinus endodermal tumor have been 
described ( 7 , 9). 

The gonadoblastoma is found to be 
bilateral in 36.5% of the cases, it is 
primitively benign (9). Not rarely deve
lops from it a dysgerminoma, a malignant 
tumor of the germinal cells, which can 
substitute completely the gonadoblastoma. 
The dysgerminoma arises therefore from 
the gonadoblastoma, as malignant variant 
of it (7). It is sometimes di伍cult to dif
ferentiate between the two tumors, which 
are frequently mixed together. 

Recent advances on H-Y antigen stu
dies in sexual determination lead to be-
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