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Case Report

Uterus didelphys with an obstructed unilateral vagina
and ipsilateral renal agenesis:

A rare cause of dysmenorrhoea

1ek tarafli kapali vajen ve ayru tarafta bobrek ageneczili didelfik uterus:
disrmeriorenin nadir nederi

Rukset Attar, Gazi Yildinm, Yiicel Inan, Ozge Kizilkale, Ates Karateke
Department of Obstetrics and Gynecology, Yeditepe University Hospital, Istanbul, Turkey

Didelphic uterus with obstructed hemivagina and ipsilateral renal
agenesis is a rare condition. It usually presents with pelvic pain fol-
lowing the menarche, dysmenorrhoea, and an increase in abdomi-
nal volume or a palpable mass due to unilateral haematocolpos. We
present the case of a 13-year-old girl who referred with recurrent pel-
vic pain, mainly at the time of menses, and irregular menstrual cycle
complaints in this report. The patient underwent ultrasonography and
magnetic resonance (MR) imaging of the pelvis was performed. The
diagnosis was uterus didelphys with obstructed hemivagina and ipsi-
lateral renal agenesia. Laparotomy was performed for diagnosis and
treatment purposes. Two separated hemiuteri and two cervices with
hematometra and hematocolpos on the right side and ipsilateral renal
agenesis were detected. The vaginal septum was excised completely
and Strassman metroplasty was performed. Her complaints were re-
solved and she was absolutely asymptomatic after surgery. Diagnosis
and management of this congenital anomaly is challenging due to the
complexity of the anatomic structures, nonspecific complaints, and
heterogenic presentation. These anomalies must always be consid-
ered while working-up female patients presenting with episodic ab-
dominal pain and abdominopelvic mass.
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Introduction

Miillerian duct anomalies consist of a set of structural malforma-
tions resulting from abnormal development of the parameso-
nephric or Miillerian ducts. The prevalence of these anomalies
ranges from 0.001 to 10% in the general population and from
8-10% in women with an adverse reproductive history (1, 2).

A wide variety of malformations can occur when this system
is disrupted. They range from uterine and vaginal agenesis to
duplication of the uterus and vagina to minor uterine cavity
abnormalities.

Uterine malformations result from a failure in organogen-
esis or from fusion or reabsorption of the Miillerian ducts.

Tek tarafh kapali vajen ve ayni tarafta bébrek agenezisi ile birlikte di-
delfik uterus nadir goriilen bir durumdur. Genellikle menarj sonrasin-
da goriilen pelvik agn, dismenore, karin hacminde artis veya tek ta-
rafll hematokolposa bagl olarak ele gelen kitle seklinde ortaya cikar.
Bu yazida 6zellikle adet sirasinda ortaya cikan pelvik agn ve diizensiz
adet kanamasi sikayetleri ile bagvuran 13 yasindaki bir kiz cocugunun
olgusunu sunduk. Hastaya pelvik ultrasonografi ve manyetik rezonans
(MR) incelemesi yapildi. Tek tarafli kapali vajen ve ayni tarafta bob-
rek agenezisi ile birlikte didelfik uterus tanis1 konuldu. Tan ve tedavi
amacl laparotomi yapildu. iki ayrn hemiuterus, iki serviks ve sag tarafta
hematometra ve hematokolpos ile ayni tarafta bobrek agenezi tesbit
edildi. Vaginal septum tamamen cikartild1 ve Strassmann metroplas-
tisi yapildi. Ameliyat sonrasinda hastanin biitiin sikayetleri gecti ve
bulgulan tamamen kayboldu. Anatomik yapilardaki farkliliga, sikayet-
lerin 6zgiin olmamasina ve degisik sekillerde ortaya cikmasimna bagh
olarak bu konjenital anomalinin tamsi ve tedavisi glictiir. Dénemsel
karin agris1 ve abdominopelvik kitle ile bagvuran bir kadinda mutlaka
bu bozukluklarin da olabilecegi diistiniilmelidir.
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Approximately 11% of uterine malformations are didelphys
uterus (3). Didelphic uterus is associated with unilateral
anomalies, i.e., obstructed hemivagina and ipsilateral renal
agenesis in 15%-30% of cases, establishing a well-known
symptomatic complex (hematocolpos, piocolpos, hemato-
metra, hematosalpinx) that needs an in-depth diagnostic
approach as well as surgical treatment with definite ana-
tomic confirmation of the defect type and side (4). This
manifestation has been referred to in the literature as the
Herlyn-Werner-Wunderlich syndrome (HWWS) as well as
the obstructed hemivagina and ipsilateral renal anomaly syn-
drome (OHVIRA) (5, 6). It is a rare condition and occurs as
result of an embryologic arrest simultaneously affecting the
Miillerian and metanephric ducts at about 8 weeks gestation.
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Clinical presentations are variable, depending on the degree of
obstruction and the existence of an opening. The most common
presenting symptoms are the onset of dysmenorrhoea within the
first years after menarche and progressive pelvic pain. Marked rec-
tal pain and constipation secondary to haematocolpos impinge-
ment have also been reported as presenting symptoms (7).

In this report, we present a case of a 13-year-old girl who was
referred with recurrent pelvic pain, mainly at the time of men-
ses, and irregular menstrual cycles and was diagnosed with
uterus didelphys associated with unilateral vagina obstructed
by a transverse septum with ipsilateral renal agenesis.

Case Report

A 13-year-old girl presented with recurrent pelvic pain, mainly at
the time of menses, and irregular menstrual cycles. The patient’s
menarche occurred at the age of 11 years. She complained of
severe abdominal pain that occurred during each of her menses.
An ultrasound examination revealed the existence of two distinct
hemiuteruses. The left one was of normal length and the cavity
was empty; the right one formed an angle of about 90 degrees
with the contralateral and contained fluid in its cavity (haemato-
metra). A cystic mass along the right lateral wall in the upper part
of the vagina also was found (haematocolpos). Ultrasound exami-
nation of the abdomen confirmed the presence of a single left kid-
ney. Magnetic resonance (MR) imaging of the pelvis was recom-
mended and performed to enable further evaluation. Subsequent
computed tomographic examination verified the gynaecologic
findings of ultrasound examination and also revealed the accom-
panying anomalies of ipsilateral renal agenesis (Figure 1).

A diagnostic laparotomy was performed to evaluate the mass
and its peripheral extensions with regard to the pelvic anatomy
in detail. Laparotomic observation confirmed the diagnosis. We
detected two separated hemiuteri and two cervices with hae-
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Figure 1. MR image

renal genesis (Figure 2). After an incision on the vaginal sep-
tum, a large amount of chocolate-coloured fluid was drained,
and the dimensions of the right uterus were diminished after
the procedure (Figure 3). Then, the vaginal septum was excised
completely and the edges of the septum were marsupialised
(Figure 4). As two hemiuteri were hypoplastic, we decided to
perform metroplasty by Strassman’s method (Figure 5). We
made a wedge-shaped incision, deep enough to enter the
endometrial cavity on the medial aspect of each uterine horn.
The incision extended from the superior aspect of each horn,
near the interstitial region of the fallopian tubes, to the inferior
aspect of the uterus. Apposition of the opposing myometrium
was achieved using interrupted vertical figure-8 sutures along
the posterior and anterior uterine walls. The final layer was
closed using continuous subserosal sutures, without exposing
any suture material to the peritoneal cavity.

The patient was comfortable in the postoperative period. She
was followed-up regularly, and she was completely asymptom-
atic after surgery.

Figure 3. After an incision on the vaginal septum, a large amount of
chocolate-colored fluid was drained
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Figure 4. The vaginal septum was excised completely and the edges
of the septum were marsupialized

Figure 5. Metroplasty by Strassman’s method

Discussion

Congenital Miillerian defects are a fascinating clinical problem,
the true incidence of which is hard to determine as most data
are derived from studies of patients presenting with repro-
ductive problems, and an accurate diagnosis and complete
assessment of the uterine morphology has not always been per-
formed. In many patients, uterine congenital anomalies have
been related to infertility, recurrent pregnancy loss, prematurity
and other obstetric complications. Although uterine malforma-
tions are common, complex malformations are rare. Complex
malformations of the female genital tract are often incorrectly
identified, treated and reported.

Failure of fusion of the Miillerian ducts can result in a uterine
didelphys in some cases, and failure of canalisation or resorp-
tion in the uterovaginal canal or urogenital sinus can lead to a
vaginal septum (8). OHVIRA is a variant of the broad spectrum
of Miillerian anomalies that is being more frequently diagnosed
and reported with increasing awareness and advances in radio-
logical imaging.

Diagnosis of this syndrome is a challenge as the complaints
are nonspecific and presentations are heterogenic. Patients
with this syndrome are frequently asymptomatic, and are often
missed in routine gynaecological examinations. A history of
pelvic pain following the menarche, dysmenorrhoea and an
increase in abdominal volume are complaints that are sugges-
tive of uterine anomalies. Primary amenorrhoea and changes
to menstrual flows may also be present (9). Usually, on exami-
nation, a unilateral pelvic mass is detected, with the right side
affected nearly twice as frequently as the left side (10). Our
case showed the right-sided involvement as well.
Ultrasonography, conventional and sonohysterosalpingography,
magnetic resonance imaging and three-dimensional computed
tomography angiography are useful tools for diagnosing com-
plex Miillerian anomalies. However, haematocolpos frequently
distorts the anatomy, leading to radiologic imaging of variable
utility. Laparoscopy and laparotomy may be appropriate to aid
in the definition of anatomy, and to treat the anomalies and
concomitant conditions such as adhesions or endometriosis
(11, 12).

Management of this complex congenital anomaly of the female
reproductive tract requires careful anatomic consideration.
Surgical reconstruction of the internal genitalia with restoration
of menses and maintenance of a patent genital tract is challeng-
ing. Full excision and marsupialisation of the vaginal septum are
the preferred surgical approaches for the treatment of uterine
didelphys with obstructed unilateral vagina (13). This can be
challenging as haematocolpos causes distortion of the adjacent
anatomic structures and there is chronic inflammation. Also,
the vagina of many adolescent girls is narrow. Definition of
the anatomic structures in detail is a crucial step as sepsis and
death have been reported in cervical agenesis cases where
vaginoplasty was performed (14, 15).

In this case, we excised and marsupialised the vaginal sep-
tum to relieve the obstruction. Also, we performed Strassman
metroplasty to preserve future fertility and to prevent obstetric
complications such as preterm delivery and recurrent abortus
as the size of the two hemiuteri were hypoplastic. Resection of
the septum to the level of the cervix that is in close proximity
to the uterine vascular supply is a technical challenge while
operating on these patients as anatomic variation can lead to
ectopic vasculature, especially in the case of asymmetric bicol-
lis. Therefore, careful examination and imaging needs to be
performed before surgery to avoid possible haemorrhage in a
constricted difficult-to-visualise surgical fields.

In conclusion, a high index of suspicion is necessary to diag-
nose these disorders, and adequate work-up, careful exam and
imaging, as well as careful surgical planning is essential in the
management of these anomalies.
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