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SUMMARY 

�ongeni!al absence. ?£ ut<::u�. and. va¥._ina is
a picture known as Mayer-Rokitansky-Kiister­
Hauser syndrome. Six cases are reported and 
particular attention is devoted to the anatomical 
pictures, which can be found in typical or aty­
pical form. Discussion on the etiopathogenetical 
problems, supporting Hauser's hypothesis of an 
inhibition of the miillerian ducts development 
by MIF production, allows to consider it as the 
�lightest fo�m of female . pseu1��rmaphr_o?itism 
Moreover the terms used to delineate this con­
dition, like "miillerian aplasia", "miillerian ducts 
aplasia", "miillerian ducts agenesis" and "utero­
vaginal agenesis" may be misleading and the 
term of "miillerian dysgenesis syndrome" is pro­
posed. 
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Congenital absence of the vagina is an 
anomaly of the genital system which can 
be found isolated or as characteristic fin­
ding in several malformative syndromes. 
In all these cases a cytogenetical differen­
tial diagnosis is necessary and an accura­
te phenotypical evaluation of the patient 
must be done as well ( 1 ). 

In presence of a normal genotype, with 
normal secondary sex characteristics, va­
ginal agenesis can be found as isolated 
anomaly, with an overplaced functioning 
uterus, condition however very rare, but 
more often in association with uterine 
aplasia. As a matter of fact this latter is 
the more frequent syndrome presenting 
congenital absence of the vagina. This 
picture is known as Mayer-Rokitansky­
邸nster - Hauser syndrome (MRKHs), 
from some of the Authors who first des­
cribed it Mayer (1829), Rokitansy (1838), 
Kunster (1910) and finallv Hauser, who 
recently clearly defined this anatomocli­
nical picture ( 2). 

M.any works on this topic are reported
in literature. Nevertheless the problem 
has been discussed mainly from the di­
nical point of view and consequently a 
particular care has been put on the the­
rapeutical problems of vaginal reconstruc­
tion ( 3 -11). Authors' attention has been 
therefore devoted principally to the va­
ginal agenesis and only few works deal 
with the anatomical aspects of this syn­
drome (

12
-15). This probablv is the reason 

why literature shows different views 
about the morphological aspects of it. 

This communication deals with the ana­
tomical and etiopathogenetical problems 
of the MRFHs, with report of 6 new cases. 

:vlATERIAL AND METHODS 
Clinical data, at the Deoartment of Obstetrics 

and Gynecology of the University of Modena, 
were rev;ewed for all pa�ients discharged be­
tween 1963 and 1979 with a diagnosis of utero­
vaginal agenesis (MRKHs). 

For. this study we:e select�� only)=>ati�nts
where laparoscopic and urographic examinations 
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