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INTRODUCTION 

Mullerian duct anomalies are congenital defects of the 

female genital system that arise from abnormal 

embryological development of the Mullerian ducts. 

These abnormalities can include failure of development, 

fusion, canalization, or reabsorption, which normally 

occurs between 6 and 22 weeks in utero. Most sources 

estimate an incidence of these abnormalities to be from 

0.5 to 5.0% in the general population.
[1,2,3,4] 

A didelphys 

uterus, also known as a “double uterus,” is one of the 

least common amongst MDAs (Mullerian duct 

anomalies). Duplication of the uterus results from lack of 

fusion of paramesonephric ducts in a local area or 

throughout their normal line of fusion. In some patients, 

normal pregnancy can occur but obstetrical 

complications such as spontaneous abortion, still birth, 

preterm birth, malpresentation are frequent. 

Endometriosis is commonly present in the obstructive 

forms of uterus didelphys.
[5]

 Uterus didelphys has also 

been described as being part of a Herlyn-Werner-

Wunderlich syndrome (HWWS), also known as 

obstructed hemivagina and ipsilateral renal agenesis 

(OHVIRA syndrome).
[6,7]

 Uterus didelphys, without an 

obstructed hemivagina, is rarely associated with 

endometriosis. Majority of cases of nonobstructive uterus 

didelphys do not require surgical management. 

 

CASE REPORT 

A 44-year-old Para 1+0 presented to gynaecology OPD 

with complaints of abdominal pain and dysmenorrhea on 

and off for many years which has aggravated since past 2 

years. She took treatment previously from local 

practitioner. On clinical examination, she was found to 

have aleft adnexal mass of about 4*3cm, cystic in 

consistency, tender, mobile; uterus was normal in size, 

firm mobile non tender; right adnexa was grossly normal. 

On pelvic sonogramuterus was normal in size with 

endometrial thickness of 5mm and left ovarian cystic 

mass of size 4*4 cm. Her CA-125 levels were 58.6 U/ml. 

Possibility of endometriosis was kept. Shewas told about 

it and counselling was done. She optedfor conservative 

management first, so was put on medical treatment for 

about 3- months but no relief was there. Then she was 

admitted and planned for surgery. Pre operative 

investigations were done and signed informed voluntary 

consent for the procedure was taken. Total abdominal 

hysterectomy with salpingo-oophorectomy was planned. 

Intra-operatively, an incidental finding of didelphys 

uterus with cervical agenesis and associated left 

chocolate (endometriotic) cyst was made. There was no 

prior history of pregnancy-related or reproductive 

complications. Abdominal hysterectomy with bilateral 

salpingo-oophorectomy was done and sent for 

histopathological examination. Postoperative period was 

uneventful and she was discharged on 5
th

 post operative 

day after suture removal. Her histopathological report 

confirmed right ovarian endometriosis and uterus 

didelphys. 
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ABSTRACT 

Congenital anomalies of the uterus occur due to agenesis or lack of fusion of the Mullerian ducts. Uterine 

didelphys or double uterus occurs when the two Mullerian ducts fail to fuse resulting in duplication of the uterus 

and cervix. This report discusses a case of a 44-year-old parous woman who had presented with a longstanding 

history abdominal pain and dysmenorrhea. After clinical examination and investigations diagnosis of ovarian 

endometriosis was made. Intra-operatively she was found to have didelphys uterus with cervical agenesis and 

associated left chocolate (endometriotic) cyst was made. 
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Figure 1: Intraoperative image showing uterine 

didelphys and chocolate cyst left ovary. 

 

 
Figure 2. Cut section showing two uterine cavities and 

endometriotic cyst. 

 

DISCUSSION 

A didelphys uterus remains a very rare Mullerian duct 

anomaly in comparison to other anomalies. Most women 

with a didelphys uterus are asymptomatic, but may 

present with dyspareunia or dysmenorrhea in the 

presence of a thick, sometimes obstructing, vaginal 

septum. This obstructing vaginal septum can lead to 

hematocolpos/hematometrocolpos and thus present as 

chronic abdominal pain as well. Rarely, genital 

neoplasms and endometriosis are reported in association 

with cases of didelphys uterus.
[1,2,8] 

Uterus didelphys 

without an obstructed hemivagina is rarely associated 

with endometriosis. In the literature, there are reports of 

individual cases of nonobstructive uterus didelphys 

associated with ovarian endometriosis or peritoneal 

endometriosis.
[9]

 We presented a case with complaints of 

abdominal pain and dysmenorrhea on and off for many 

years, provisional diagnosis of endometriosis was made. 

Intra-operatively, an incidental finding of didelphys 

uterus with cervical agenesis and associated left ovarian 

chocolate cyst was made. Our hypothesis is that 

endometriosis of the left ovary developed as a result of 

retrograde menstruation through the left fallopian tube as 

there was cervical agenesis. Endometriosis is more 

commonly present in the obstructive forms of uterus 

didelphys. Uterus didelphys with cervical agenesis is 

often associated with adenomyosis and ovarian 

endometriosis. More recently 3-D ultrasonography has 

been advocated as an excellent non-invasive method to 

evaluate uterine malformations, it accurately analyses 

uterine structure, contour of fundus, muscular thickness 

and septum length. Hemi hysterectomy is indicated in 

cases of uterus didelphys associated with unilateral 

cervical aplasia.
[10]  

 

CONCLUSION 

Most women with a nonobstructive uterus didelphys do 

not manifest any symptoms. If a thick longitudinal 

vaginal septum is present, common symptoms include 

dyspareunia and dysmenorrhea. Nonobstructive uterus 

didelphys is rarely associated with ovarian 

endometriosis. Endometriosis is more frequently 

associated with obstructive uterus didelphys, which 

manifests as hematocolpos and hematometra. Lastly, 

when a didelphys uterus is diagnosed, renal anomalies 

should also be investigated to rule out Herlyn-Werner-

Wunderlich (HWW) syndrome. 
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