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The Rokitansky-Ki.ister-Hauser (RKH) syndrome is a genital malformation, con
sisting of rudimental and generally solid cornua of the uterus, vaginal aplasia 
and normal ovaries and oviducts. The clinical picture includes primary ame
norr沁ea, development of normal secondary sex characters at the usual age, 
occasional menstrual molimina, inability to have intercourses and sterility. 

The RKH syndrome is less rare than is sometimes thought and our personal 
series includes 159 patients since 1966. The malformation is the result of arrested 
development of the mi.illerian ducts during the second month of pregnancy. The 
segment forming the cornua and cervix docs not canalise. The same is p,robably
true with respect to the cranial segment of the vagina, though here failure of 
the urogenital sinus to develop caudocranially may also be responsable. 

The factors giving rise to this malformative syndrome are not known. It may 
be supposed that both extragenetic and genetic causes are involved. 

The vulva of these patients is virtually normal, while the hymen is gene
rally absent or vestigial. The hymenal pseudomembrane is often surrounded 
by petal-like fleshy excrescences. The meatus urinarius is abnormally placed in 
a mediovulvar site half way between the vestibulum and fourchette of the vulva. 
Its unusual size and funnel-shape mean that it may be mistaken for the introitus 
vaginae. While sometimes congenital, this defect is more often the result of 
attempted coitus per urethram. The vagina itself is. entirely absent. It is repre
sented by a short groove, which often has a fibromuscular cord on its median 
line. The corpus uteri is replaced by two comma-like and usually solid rudi
mentary cornua that run downwards lateromedially and posteriorly to the bladder 
and meet on the median line. A beginning of canalisation is sometimes noted. 
The oviducts are normal in appearance and nearly always in the usual sites. The 
ovaries are somewhat laterally and cranially placed, but are normal in shape 
and size. 

The external appearance and general proportions of these patients are deci-
dedly feminine and some subjects are very attractive. 

The RKH syndrome is not hereditary and the familial history will prove negative. 
Apart from amenorrhoea, the personal physiological history will be fully normal. 
!he_ clin!cal picture l�ading _to.t�� patie1;t see�ing medical at!entio�. is e�sen-

tially based on amenorrhoea, inability to have intercourses and sterility. Ame
norrhoea is nearly always uterine and hence clinically silent. 

Rectal examination shows absence of the corpus uteri, while a more accurate 
investigation, under general anaesthesia reveals two cord-like formations that 

From the 1st Obstetric and Gynecological Clinic University of Turin (Italy). 












