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Abstract

The syndrome of obstructed hemivagina and ipsilateral renal anomaly is known as Herlyn-Werner-Wunderlich
syndrome or more recently, by the acronym OHVIRA. This congenital anomaly is rare. We report a case of a new
born admitted because of intrauterine retardation and after explorations, she diagnosed to have OHVIRA syndrome.

She underwent endoscopic resection.
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Introduction

The syndrome of obstructed hemivagina and ipsilateral renal
anomaly is known as Herlyn-Werner-Wunderlich syndrome or more
recently, by the acronym OHVIRA. It consists of defective lateral fusion
of the caudal portions of the miillerian ducts during weeks 8 to 12 of
pregnancy and also includes abnormalities linked to non-absorption
of the septum at 20" weeks of gestation. Unilateral renal agenesis
occurs when one or both ureteral buds fail to form or degenerate,
and the metanephric blastema therefore does not differentiate into
nephrons [1]. This congenital anomaly is rare. It could present with
lower abdominal pain, severe dysmenorrhea, a pelvic or vaginal mass,
abnormal vaginal discharge, acute retention of urine, fever or vomiting.
The particularity of our observation that is was fortunately diagnosed
in a newborn. We report our new case and we also review the literature
on OHVIRA syndrome.

Case Report

A one day old female newborn was admitted to neonatal care unit
because of intra uterine growth retardation.

Her mother had unfavorable socio economic conditions. She
had good follow up with gynecologist in the hospital. Pregnancy was
uneventful and prenatal ultrasound showed no abnormalities. The
child was born vaginally without incident. Neonatal examination
showed very low birth weight with facial dysmorphia. The rest of the
exam was normal. The patient underwent biological and radiological
examination for intrauterine growth retardation.

Transabdominal ultrasound showed uterus malformation with
two hemi matrices, retention in the left hemivagina and agenesis of
the left kidney. The magnetic resonance imaging had confirmed the
malformation. It showed two hemiuterus, two uterus cervix and two
hemivagina. The right hemivagina was blind making a rounded mass
of fluid signal extended of 14 x 17 mm (Figures 1). There were no
abnormalities of the left hemivagina. The right kidney was agenesic.
The child was operated at the age of three month. She had a vaginal
endoscopy showing the presence of permeable vagina with a normal
uterus cervix. There was a bulge in the right side wall of the vagina
(Figure 2). We are realized the resection of the side wall allowing the
evacuation of a clear liquid. There are so two hemivagina with two uterus
cervix. The right hemivagina was blind and now it is drained into the
left hemivagina (Figure 3). We are completed by a urinary endoscopy
showing the presence of one left ureteral meatus. The evolution was

favorable. Patient was discharged after one day post-operative. The
ultrasound realized after three month showed no abnormalities.

Discussion

OHVIRA is a rare congenital anomaly constituting 10% of all
Mullerian duct abnormalities. The incidence of uterus didelphys,
related to OHVIRA, is approximately 1/ 2000 to 1/ 28000, and it
is accompanied by unilateral renal agenesis in 43% of cases [2]. The
pathogenesis of OHVIRA syndrome has been related to embryologic
arrest during 8" week of gestation that ultimately affects the Mullerian
and metanephric ducts [3]. Generally, the paramesonephric ducts
appear at 44-48 days of gestation as longitudinal invaginations of the
surface epithelium along the mesonephric ridge lateral to mesonephric
ducts [4]. An early failure of the metanephric diverticulum to develop

Figure 1: Magnetic resonance image showing hyperintense fluid collection in
the right uterine cavity.
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Figure 2: Bulge in the right side wall of the vagina shown by endoscopy.

Figure 3: The right wall of the vagina after section.

(at 5 weeks) from the mesonephric duct results in agenesis of the
ureteric bud, which leads to agenesis of the ipsilateral ureter and kidney

(5].

Patients with a double uterus with OHVIRA can generally be
categorized into three diagnostic groups: group 1 patients having
completeunilateral vaginal obstruction without uterinecommunication;
Group 2 patients having an incomplete unilateral vaginal obstruction
without uterine communication; and group 3 patients having complete
vaginal obstruction with a laterally communicating double uterus [6].
Our case belongs to group 1.

Renal agenesis is the most common anomaly seen in OHVIRA
syndrome, but there have been case reports of cystic renal dysplasia,
duplication of the collecting system, and ectopic ureters. Most often, as
well as in this case, the renal anomalies are located on the right side. If a
patient has renal agenesis, there is >50% chance, that they will also have
a Mullerian anomaly. Therefore, it is important to examine the entire
urogenital system when urinary anomaly is present [3-7].

The most common symptom associated with OHVIRA syndrome
includes cyclical pelvic pain that starts shortly after beginning menarche
and is associated with dysmenorrhea. This pain is due to the buildup of
hematocolpos from retained menstrual blood in the obstructed vagina
[8]. OHVIRA may present as abnormal vaginal discharge, infertility,
vomiting, and fever. In some reported cases, symptomatology consisted
on urinary retention which was the consequence of the compression of
the urinary bladder by the hydrocolpos in the obstructed hemivagina.
Rarely, it may be diagnosed in the prenatal and newborn period due to
renal agenesis or muco- or hydrocolpos [9].

In our case, the diagnosis was made fortunately thanks to pelvic
ultrasonography realized to explore intra uterine growth retardation
in a new born.

When OHVIRA syndrome is suspected, the first exploration
realized is pelvic ultrasonography. It is a non-invasive, cheap and
widely available imaging technique that helps in the accurate and
immediate diagnosis of this condition. However, it depends highly
on the expertise of the operator. It can be difficult to differentiate a
hematometra with thin, stretched myometrium from hemorrhagic
adnexal masses [10]. Magnetic resonance imaging (MRI) is the gold
standard for diagnosis with higher sensitivity in detecting the uterine
morphology and the continuity of the vagina when compared to
ultrasonography [11]. MRI can accurately depict the uterine contour,
shape of uterine cavity and associated cervical and vaginal anomalies.
These details are very important in the classification of Miillerian duct
anomalies and in surgical planning. In addition, MRI can characterize
the contents of obstructed cavities and detect any coexisting renal or
urethral abnormalities.

The treatment for OHVIRA syndrome is obviously surgical. It
consists on the resection of the vaginal septum in order to relieve the
obstructed hemivagina. Some teams opt for treatment in two stages.
In the initial surgery, they reduce the hematocolpos and in the second,
they respect the excess septum after a period of wound-healing and
vaginal remodeling. Hysteroscopic resection of the septum under
transabdominal guidance has also been reported in order to preserve
the hymenal integrity [12]. Rarely, as in our case, resection of the
vaginal septum may not be possible to relieve the hematometrocolpos
or recurrent vaginal stenosis may develop and these cases may mandate
a unilateral hysterectomy [13].

Complications of surgery are not rare. Stenosis, recurrence
of hematometra and infection are possible necessitating a second
operation. To overcome this possibility, different treatment modalities
have been tried to reduce the need of a second operation and minimize
the risk of postoperative re-obstruction such as the use of vaginal
molds, dilators and coated tracheobronchial stent [14].

Uterus didelphys with an imperforate hemivagina is the least
common abnormality of the Mullerian ducts, but has the best prognosis
in terms of alleviation of symptoms and future fertility of these patients.
In the longer-term, they are able to conceive, but they are at greater risk
for premature delivery. In some cases, infertility can be an issue in these
patients, because endometriosis and pelvic adhesions can result from
retrograde blood flow if this syndrome is not recognized [15]. For this
reason, the management should be fast once the diagnosis is confirmed.

Conclusion

In summary, OHVIRA is a rare congenital anomaly. As it was
in our reported case, early diagnosis by ultrasound and MRI leads to
early approach to the obstructed hemivagina and resection of vaginal
septum at neonatal age.
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