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OHVIRA syndrome (Obstructed Hemivagina and Ipsilateral Renal Agenesis) is a rare 
congenital Müllerian duct anomaly characterized by uterine duplication, obstructed 
hemivagina, and ipsilateral renal agenesis. Early recognition is essential to prevent 
long-term complications such as endometriosis and infertility. We report the case 
of an 11-year-old girl who presented with acute lower abdominal pain for one day 
without fever. Physical examination revealed a 10-cm vaginal mass. Transabdominal  
ultrasonography demonstrated a cystic mass in the mid-pelvic cavity. Contrast- 
enhanced computed tomography confirmed uterine didelphys with marked distension 
of the right hemivagina and absence of the right kidney. Surgical exploration revealed 
a bulging right hemivagina with approximately 400 mL of retained brownish fluid, and 
vaginal septum excision was performed. The postoperative course was uneventful. This 
case highlights the importance of multimodality imaging in the early diagnosis and 
management of OHVIRA syndrome.
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OHVIRA syndrome, also known as Herlyn–Werner–Wunderlich syndrome, is a rare 
congenital Müllerian duct anomaly characterized by the triad of uterine didelphys, 
obstructed hemivagina, and ipsilateral renal agenesis [1]. The estimated incidence of 
Müllerian duct anomalies ranges from 0.1% to 3.8% in the general population [2]. 

The Müllerian (paramesonephric) ducts normally develop into the fallopian tubes, uterus,  
cervix, and upper vagina through a process of elongation, fusion, canalization, and 
septal resorption. At 9 weeks of gestation, the ducts elongate and reach the urogenital 
sinus. The uterovaginal canal is formed and inserted into the urogenital sinus at the 
Müller tubercle [2].

The mesonephric (Wolffian) ducts play an important role in the development of the 
urinary system and are closely related to the Müllerian ducts during embryogenesis.  
Disruption of this coordinated development may result in combined genital and  
urinary tract anomalies. In OHVIRA syndrome, failure of Müllerian duct fusion leads to 
uterine didelphys, while ipsilateral renal agenesis is attributed to abnormalities of the 
mesonephric duct.

Patients typically present shortly after menarche with cyclic lower abdominal pain, dys-
menorrhea, and a tender vaginal mass. Other reported symptoms include recurrent 
urinary tract infections, urinary retention, and vaginal discharge [3]. Delayed diagnosis 
may lead to complications such as endometriosis, pelvic adhesions, and an increased 
risk of infertility and other adverse reproductive outcomes [4].

Ultrasonography is usually the first-line imaging modality because it is readily avail-
able, cost-effective, and free of ionizing radiation. Magnetic resonance imaging is con-
sidered the reference standard because of its multiplanar capability and superior soft- 
tissue characterization [5]. Early recognition is essential for timely surgical manage-
ment and prevention of long-term reproductive complications.

Herein, we report a classic case of OHVIRA syndrome in an 11-year-old girl presenting 
with acute lower abdominal pain, emphasizing the role of multimodality imaging in 
diagnosis and surgical management.
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An 11-year-old girl presented with acute lower abdominal pain for one day. She denied 
fever, abnormal uterine bleeding, or urinary symptoms. Physical examination revealed 
a palpable lower abdominal mass and a 10-cm bulging vaginal mass. Transabdominal  
ultrasonography demonstrated a well-defined hypoechoic cystic mass measuring  
approximately 9.4 × 5.9 cm, located in the mid-pelvic cavity, with a suspected connec-
tion to the right uterine horn. The left uterine horn was separately identified in the left 
pelvic cavity (Figure 1).

Case summary

Figure 1. Transabdominal ultrasonography shows a well-defined hypoechoic cystic mass 
in the mid-pelvic cavity (A and C, black arrow) and the left uterine horn in the left pelvic 
cavity (B and C, white arrow).
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Contrast-enhanced computed tomography of the lower abdomen confirmed uterine 
didelphys. Hydrocolpos of the right hemivagina was seen, measuring 6.9 × 7.7 × 13.9 
cm (AP × transverse × craniocaudal dimensions). It communicated with the right uterine  
horn, which demonstrated hydrometra. The right kidney was not visualized, while the 
left kidney appeared normal. The left hemivagina, left uterine horn, and bilateral ovaries  
were unremarkable (Figure 2).

A B

C D

Figure 2. Axial (A, B) and coronal (C, D) contrast-enhanced CT images of the lower  
abdomen demonstrate hydrocolpos of the right hemivagina (black arrow), communicating  
with the endocervix (white dotted arrow) and extending into the right uterine horn, which 
shows hydrometra (white arrow). The left uterine horn is unremarkable (arrowhead). The 
right kidney is not visualized (B).
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The patient underwent vaginoplasty with resection of the vaginal septum under general  
anesthesia. Intraoperative findings revealed a bulging right vaginal canal, from which 
approximately 400 mL of thick brownish fluid was drained. The vaginal septum was 
incised to establish continuity of the vaginal canal. A partial vaginal septum, located 
approximately 5 cm above the hymen, was subsequently excised to reconstruct a single 
vaginal canal. The procedure was completed without complications, and the postoper-
ative course was uneventful.

OHVIRA syndrome represents a rare spectrum of Müllerian duct anomalies resulting 
from abnormal development of the Müllerian and mesonephric ducts. The condition 
is classically characterized by uterine didelphys, obstructed hemivagina, and ipsilateral  
renal agenesis [1,6]. The close embryologic relationship between the genital and  
urinary systems explains why renal anomalies frequently coexist in affected patients.

Several classifications have been proposed based on the degree of vaginal obstruc-
tion and uterine communication. Our case corresponds to Type 1.1 [7], defined as a 
completely obstructed hemivagina with a blind hemivaginal pouch. This subtype typi- 
cally presents at an earlier age, often shortly after menarche due to the progressive 
accumulation of menstrual blood, leading to hematocolpos and hematometra. Early 
recognition is particularly important in Type 1.1 cases, as prolonged obstruction may 
predispose patients to endometriosis, pyosalpinx, and even pyocolpos [7,8].

Ultrasonography is usually the first-line imaging modality because it is readily avail-
able and free of ionizing radiation [5]. In this patient, transabdominal ultrasonography 
demonstrated a large midline cystic pelvic mass with a separately identified uterine 
horn, raising suspicion for a Müllerian duct anomaly. Although magnetic resonance 
imaging is considered the reference standard for evaluating complex Müllerian anom-
alies due to its multiplanar capability and superior soft-tissue characterization [5], con-
trast-enhanced CT was performed due to the patient’s acute presentation and institu-
tional availability. CT adequately delineated uterine duplication, marked distension of 
the right hemivagina containing slightly hyperattenuating fluid suggestive of retained 
old blood products, and absence of the right kidney. These findings were essential for 
confirming the diagnosis and guiding surgical planning.
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Definitive management consists of surgical resection of the obstructing vaginal septum 
to restore normal outflow and prevent long-term complications [9]. In our case, surgi-
cal findings correlated well with imaging, revealing a markedly distended right vaginal 
canal containing retained old blood. Septum excision successfully established a single 
vaginal canal, and the postoperative course was uneventful.

This case underscores the pivotal role of multimodality imaging in the diagnosis of 
OHVIRA syndrome and highlights the importance of early detection, particularly in 
completely obstructed subtypes, to prevent reproductive sequelae.

This report provides additional educational value by demonstrating the diagnostic role 
of CT in emergency settings and highlighting precise imaging-surgical correlation in a 
classic OHVIRA subtype.

This case demonstrates the characteristic imaging findings of OHVIRA syndrome and 
emphasizes the importance of considering this diagnosis in adolescent females present-
ing with pelvic pain and a cystic pelvic mass, particularly in the presence of ipsilateral  
renal agenesis. Multimodality imaging plays a pivotal role in accurate diagnosis.  
Although magnetic resonance imaging remains the reference standard, contrast- 
enhanced CT can provide sufficient anatomic detail in acute settings to confirm the 
diagnosis and guide surgical management. Early recognition is essential to prevent 
long-term reproductive complications.

Conclusion
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