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ABSTRACT: Herlyn-Werner-Wunderlich (HWW) syndrome, also known as obstructed 

hemivagina and ipsilateral renal anomaly (OHVIRA) syndrome, is a rare congenital 

Mullerian anomaly characterized by uterine didelphys, an obstructed hemivagina, and an 

ipsilateral renal anomaly. It is a rare condition, with some published series estimating an 

incidence below 1% (approximately 0.1-0.8%), although broader estimates of 0.1-3.8% 

have also been reported [11]. Surgical treatment during adolescence is directed at relieving 

vaginal obstruction while preserving reproductive function; however, long-term 

gynecologic follow-up remains important. We report a 45-year-old nulliparous woman 

with known HWW/OHVIRA syndrome and right renal agenesis who had previously 

undergone surgery for the obstructed hemivagina and associated right-sided Mullerian 

abnormalities. She later developed progressive abnormal uterine bleeding, pelvic pressure, 

and urinary frequency secondary to recurrent uterine leiomyomas. Pelvic MRI 

demonstrated multiple intramural and subserosal fibroids, with a dominant lesion 

measuring 7.2 x 7.5 x 6.8 cm and displacing the endometrial cavity. Her history included 

two prior myomectomies and seven unsuccessful intrauterine insemination (IUI) 

attempts. After counseling regarding conservative and definitive treatment options, she 

elected definitive surgical management. This case highlights the potential for significant 

adult gynecologic pathology in patients with previously treated HWW/OHVIRA 

syndrome and emphasizes the role of MRI in preoperative assessment of complex 

Mullerian anatomy. 

 

INTRODUCTION 

Herlyn-Werner-Wunderlich (HWW) syndrome, also termed OHVIRA syndrome, is characterized by uterine didelphys, an 

obstructed hemivagina, and an ipsilateral renal anomaly [1-3]. The syndrome is rare; some studies have estimated its 

incidence at approximately 0.1-0.8%, i.e., less than 1% [11], while other reviews report a wider range of 0.1-3.8%. 

Initial surgical management commonly consists of resection of the obstructing vaginal septum with drainage of hematocolpos, 

thereby relieving symptoms and helping preserve reproductive function [1,4]. Despite successful correction of the obstructive 

anomaly, patients remain susceptible to gynecologic disorders later in life. Uterine leiomyomas occurring in the setting of 

Mullerian anomalies are uncommon in the published literature [5-9]. Management of recurrent symptomatic leiomyomas in 

patients with altered Mullerian anatomy requires careful consideration of symptoms, previous operations, reproductive goals, 

and the technical challenges associated with distorted pelvic anatomy. We report recurrent uterine leiomyomas in an adult 

patient with previously treated HWW/OHVIRA syndrome and review the relevant literature. 
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Case Presentation 

A 45-year-old married nulliparous woman with a known history of HWW/OHVIRA syndrome and right renal agenesis 

presented to the gynecology outpatient clinic with one year of progressive abnormal uterine bleeding, pelvic pressure, and 

increased urinary frequency. Her bleeding had been sufficiently severe to require blood transfusion on two occasions. She had 

undergone previous surgical treatment for the obstructed hemivagina and associated Mullerian abnormalities, including 

posterior vaginal wall surgery and subsequent resection of right-sided rudimentary Mullerian structures and a right vaginal wall 

cystic lesion. She also had a history of two myomectomies and seven unsuccessful IUI attempts. 

Her menstrual cycles were regular, although menstrual flow had progressively increased, with frequent pad changes. She 

reported no current medication use, hormonal contraception, or intrauterine contraceptive device use. Her last menstrual 

period was 15 August 2026. Abdominal examination demonstrated a palpable pelvic mass below the umbilicus. On gynecologic 

examination, the cervical os was closed and there was no active bleeding. Cervical stenosis made initial cervical and endometrial 

sampling technically difficult. 

Transabdominal pelvic ultrasonography performed on 30 October 2025 demonstrated a bulky uterus with a well-defined 

heterogeneous posterior myometrial lesion measuring approximately 7 x 6 cm and showing a swirling echotexture. The 

endometrium could not be clearly distinguished from the lesion. A left adnexal cyst measuring approximately 3.7 x 3 cm was 

also described. Renal ultrasonography confirmed absence of the right kidney. 

 

 

Figure 1. Preoperative axial T2-weighted pelvic MRI demonstrating uterine didelphys, with two separate uterine horns and 

endometrial cavities, consistent with the Mullerian anomaly associated with OHVIRA syndrome. 

Contrast-enhanced pelvic MRI performed on 27 July 2026 demonstrated multiple intramural and subserosal uterine 

leiomyomas. The dominant intramural mass measured 7.2 x 7.5 x 6.8 cm and displaced the endometrial cavity. The imaging 

findings were consistent with abnormal uterine bleeding secondary to multiple fibroids and were important for defining the 

altered pelvic anatomy before definitive surgery. 
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Figure 2. Preoperative pelvic imaging before hysterectomy. (A) Sagittal T2-weighted MRI of the pelvis. (B) Axial T2-

weighted MRI of the pelvis. (C) Transverse ultrasound view of the uterus. (D) Longitudinal ultrasound view of the uterus. 

DISCUSSION 

OHVIRA syndrome typically presents after menarche with progressive dysmenorrhea, pelvic pain, and a pelvic mass related 

to hematocolpos [2,3,6]. Resection of the obstructing vaginal septum is the treatment of choice and can prevent long-term 

complications such as pelvic adhesions and endometriosis [1,4,7]. Delayed or missed diagnosis may occur even in adulthood, 

and the association between a Mullerian anomaly and a solitary kidney should raise clinical suspicion for OHVIRA syndrome 

[7,8]. 

Development of secondary gynecologic pathology, including uterine leiomyomas, in patients with previously treated OHVIRA 

syndrome is less frequently reported. Leiomyomas are estrogen-responsive benign smooth-muscle tumors and may 

substantially worsen heavy menstrual bleeding and pressure symptoms when they occur in anatomically abnormal uteri [9,10]. 

Imaging is essential both for diagnosis of Mullerian anomalies and for assessment of subsequent pelvic pathology. Pelvic 

ultrasonography is an appropriate initial modality, whereas MRI provides superior delineation of complex Mullerian anatomy, 

the relationship of leiomyomas to the endometrial cavity, and surgical planes in patients with distorted anatomy [9,10]. In this 

patient, MRI demonstrated extensive recurrent leiomyomatous disease and provided important information for operative 

planning. 

Management should be individualized according to age, symptom burden, prior operations, reproductive goals, and the 

anatomy of the remaining uterus. Uterine-preserving surgery may be appropriate in patients who desire future fertility, whereas 

definitive surgery may be considered in women with recurrent symptomatic fibroids after multiple previous procedures and 

no further reproductive plans. In patients with renal anomalies and previous pelvic surgery, careful identification and 

protection of the solitary ureter are particularly important. 

 

CONCLUSION 
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This case demonstrates recurrent symptomatic uterine leiomyomas in a 45-year-old woman with previously treated 

HWW/OHVIRA syndrome and right renal agenesis. Adult patients with congenital Mullerian anomalies may develop 

common gynecologic disorders that become clinically and surgically complex because of altered anatomy and previous 

operations. MRI is valuable for accurate anatomic characterization and preoperative planning, while definitive management 

should be individualized according to symptoms, reproductive goals, and surgical history. 
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