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Mayer-Rokitansky-Küster-Hauser (MRKH) syndrome is characterized by congenital aplasia of uterus and up-
per part of vagina with normal development of secondary sexual characteristics and normal 46, XX karyotype.
Women with this syndrome usually present at young age with primary amenorrhea as first sign.

Our patient (MRKH type 1) was married with no coital difficulty due to adequate vaginal length; patient
did not report to hospital for treatment of primary amenorrhoea/ infertility, it was torsion of ovarian cyst
which gave rise to chronic lower abdominal pain for which patient reported, at 34 years of age- rather late &
uncommon presentation, which was managed successfully by laparoscopic route and ERAS protocol.

In MRKH the ovaries are normal, oestrogen-dependent pathologies such as leiomyomas, adenomyosis and
neoplasms can develop in a rudimentary uterus or in Müllerian remnants. MRKH presenting with pelvic mass,
differentials considered include masses arising from Müllerian remnants, ovaries (fibroma), gastrointestinal
stromal tumour (GIST) of intestine and extravesical leiomyoma of urinary bladder.USG- Doppler & MRI has
an accuracy of 100% in diagnosing Müllerian anomalies. In vitro fertilization with own oocyte and surrogacy
can be offered to patient of MRKH desirous of pregnancy, hence individualise and treat conservatively.
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