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ABSTRACT: 

Background: Müllerian duct anomalies are rare congenital malformations resulting from abnormal development, fusion, or 
resorption of the Müllerian ducts. The coexistence of uterine didelphys, obstructed hemivagina, and ipsilateral renal agenesis 
is known as Herlyn–Werner–Wunderlich syndrome (OHVIRA syndrome), a rare developmental anomaly. 

Case Presentation: A 14-year-old girl presented with acute urinary retention of 8–10 hours duration associated with lower 
abdominal pain. Physical examination revealed a hemodynamically stable adolescent with normal secondary sexual 
characteristics and recent attainment of menarche. Ultrasonography demonstrated a solitary enlarged right kidney, left renal 
agenesis, bicornuate/didelphys uterus, and hematocolpos. Magnetic resonance imaging confirmed a Müllerian duct anomaly 
characterized by uterine didelphys, duplication of vaginal cavities due to a longitudinal vaginal septum, mild-to-moderate 
left-sided hematocolpos, bilateral polycystic ovaries, and absence of the left kidney. The patient was referred to the obstetrics 
and gynaecology department for definitive management and discharged in stable condition. 

Conclusion: This case highlights the importance of considering Müllerian duct anomalies in adolescent females presenting 
with pelvic pain and urinary retention following menarche. Early imaging and multidisciplinary management are crucial to 
prevent complications and preserve reproductive function. 
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INTRODUCTION 

Müllerian duct anomalies arise from abnormal 
embryological development of the female reproductive 
tract. These anomalies may involve the uterus, cervix, 
vagina, or fallopian tubes and are frequently associated 
with urinary tract malformations due to the close 
embryological relationship between the Müllerian and 
mesonephric ducts. Uterine didelphys associated with an 
obstructed hemivagina and ipsilateral renal agenesis 
represents a rare syndrome commonly referred to as 
OHVIRA (Obstructed Hemivagina and Ipsilateral Renal 
Anomaly) syndrome. 

Patients typically present after menarche with cyclic pelvic 
pain, dysmenorrhea, pelvic mass, urinary symptoms, or 
hematocolpos. Prompt diagnosis is important to prevent 
complications such as endometriosis, infection, infertility, 
and chronic pelvic pain. 

 

CASE PRESENTATION 

A 14-year-old female, born to a non-consanguineous 
marriage, presented with urinary retention for 8–10 hours 
and lower abdominal pain of seven days' duration. She had 
recently attained menarche. There was no significant past 
medical or surgical history. 

The patient was conscious, alert, afebrile, and 
hemodynamically stable at presentation. Anthropometric 
measurements revealed a weight of 38.4 kg, height of 161 
cm, and body mass index of 14.81 kg/m². Mild pallor was 
present. Systemic examination of the cardiovascular, 
respiratory, abdominal, and neurological systems was 
unremarkable. 

INVESTIGATIONS 

LABORATORY INVESTIGATIONS SHOWED: 

 Haemoglobin: 11.5 g/dL 

 Total leukocyte count: 5760/mm³ 
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 Platelet count: 1.79 lakh/mm³ 

 Serum creatinine: 0.56 mg/dL 

 Serum electrolytes: Sodium 135 mmol/L, 
Potassium 3.52 mmol/L, Chloride 102 mmol/L 

ABDOMINAL AND PELVIC ULTRASONOGRAPHY 
DEMONSTRATED: 

 Solitary enlarged right kidney 

 Left renal agenesis 

 Uterine anomaly suggestive of 
bicornuate/didelphys uterus 

 Hematocolpos 

 Mildly bulky ovaries 

MAGNETIC RESONANCE IMAGING OF THE ABDOMEN AND 
PELVIS REVEALED: 

 Uterine didelphys 

 Duplication of vaginal cavities due to a 
longitudinal vaginal septum 

 Mild-to-moderate left-sided hematocolpos 

 Bilateral polycystic ovaries 

 Absent/atrophic left kidney 

DIAGNOSIS 

Based on clinical and radiological findings, a diagnosis of 
Müllerian duct anomaly with uterine didelphys, obstructed 
hemivagina with hematocolpos, and ipsilateral left renal 
agenesis was established. 

TREATMENT AND OUTCOME 

The patient received supportive management during 
hospitalization. Following evaluation by the paediatric and 
obstetrics-gynaecology teams, she was transferred for 
further gynaecological management. At discharge, she was 
clinically stable, tolerating oral feeds, and advised regular 
follow-up. Multivitamin supplementation was prescribed. 

DISCUSSION 

The association of uterine didelphys, obstructed 
hemivagina, and ipsilateral renal agenesis is an uncommon 
congenital anomaly resulting from developmental defects 
involving both the Müllerian and mesonephric ducts. 
Symptoms usually emerge after menarche due to 
obstruction of menstrual outflow, resulting in 
hematocolpos and pelvic pain. 

In this case, urinary retention was the presenting 
complaint, likely secondary to compression effects from 
the hematocolpos. MRI played a crucial role in delineating 
the anatomy and establishing the diagnosis. Early 
recognition is important because delayed diagnosis may 
result in endometriosis, pelvic adhesions, recurrent 
infections, infertility, and chronic pain. 

The standard treatment involves surgical excision of the 
obstructing vaginal septum and drainage of retained 
menstrual blood, which usually provides symptom relief 
and preserves future reproductive potential. 

CONCLUSION 

Müllerian duct anomalies should be considered in 
adolescent girls presenting with urinary retention, pelvic 
pain, and recent menarche. The coexistence of uterine 
didelphys, obstructed hemivagina, and ipsilateral renal 
agenesis represents a rare but clinically significant 
congenital anomaly. Comprehensive imaging, particularly 
MRI, is essential for accurate diagnosis and treatment 
planning. Early intervention can prevent long-term 
gynaecological and reproductive complications. 
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