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 Abstract 
Mayer-Rokitansky-Küster-Hauser (MRKH) syndrome is characterized by congenital aplasia of 
the uterus and upper third of the vagina, primary amenorrhea, normally developed ovaries, 

with normal phenotype and karyotype (type 1), and if there are accompanying organ 
abnormalities of other -urogenital, skeletal, heart and blood vessels (type 2). The incidence 

is 1: 5000 live births of female children. This syndrome is a common cause of primary 
amenorrhea in patients. 

 
Case report 
A 17-year-old female patient  came for an examination at UGAK-Skopje, North Macedonia, in 
2018, due to primary amenorrhea and inability to have sexual intercourse. From the 
anamnesis, single child born spontaneously in term  pregnancy . The development of 
secondary sexual characteristics began at the age of 12 years. General physical examination - 
height 170 cm, weight 55 kg, BMI - 19.2 kg / m2, breast development at Tanner stage V, 
normal axillary and pubic hair present. The gynecological examination showed a vulva with 
normal morphology, at the site of the introitus vaginae there was a blind end with a length of 
1 cm, urethral opening without peculiarities. 
The following examinations were performed: laboratory tests (results within reference 
values), hormonal tests (normogonadotropic type), karyotype (46, XX). Ultrasound 
examination, MRI of the  pelvis, diagnostic laparoscopy (finding - bilaterally present 
hypoplastic uteruses, with normal morphology of tubes and ovaries, one on each side- 
picture 1,2, attached to the parietal peritoneum at the level of the spina iliaca anterior 
superior space, Douglas space empty-picture 3). Additional examinations were performed - 
X-ray of the spine, intravenous urography, cardiological examination, to rule out anomalies of 
other organ systems (findings were correct). 
As a definitive treatment for this condition, the patient was suggested surgery (creation of a 
neovagina, uterine transplant) to be able to have sex, as well as to achieve ability for 
reproduction. 
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