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Abstract

of the obstructive vaginal septum.

hospital in Casablanca.

o

OHVIRA (Obstructed Hemivagina and Ipsilateral Renal Anomaly) syndrome, or Herlyn-Werner-Wunderlich syndrome, is
a rare malformation of the female reproductive tract combining a didelphic uterus, obstructed hemivagina and homolateral
renal agenesis. It usually manifests at puberty as cyclical pelvic pain and severe dysmenorrhea. Diagnosis is based on

imaging, in particular MRI, which enables precise evaluation of pelvic structures. Treatment is surgical, based on resection

We report a case of ohvira syndrome in a 13-year-old girl in the maternity ward at the abderrahim Harouchi university
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Introduction

OHVIRA (Obstructed Hemivagina and Ipsilateral Renal
Anomaly) syndrome, also known as Herlyn-Werner-
Wunderlich syndrome, is a rare congenital malformation
resulting from an anomaly in the embryonic development of
the Miiller ducts and ureteral bud [1].

This pathology manifests mainly in adolescent girls at the
time of puberty, causing cyclical pelvic pain, severe
dysmenorrhea, even hematocolpos or hematometria [2].
Imaging plays a central role in diagnosis. While pelvic
ultrasound may suggest the anomaly, magnetic resonance
imaging (MRI) remains the gold standard for accurate

visualization of utero-vaginal anatomy and identification of

associated malformations [3]. Early surgical management,
including resection of the obstructed vaginal septum, can help
avoid long-term complications and improve patients' quality

of life.

Case report

This is a 13-year-old patient from a first-degree consanguinity
marriage, with no particular pathological history, menarche at
the age of 12, presenting with cyclic pelvic pain with
progressive and disabling dysmenorrhea unrelieved by Tier 1
analgesics, as well as a sensation of pelvic heaviness, with no
urinary signs and no cycle disorders.

On clinical examination, there was slight hypogastric

www.acquirepublications.org/JCRMH


https://www.acquirepublications.org/Journal/CaseReports/Case-Reports-and-Medical-History
https://www.acquirepublications.org/Journal/CaseReports/Case-Reports-and-Medical-History

Journal of Case Reports and Medical History

@

tenderness with no palpable mass, normal external genitalia
and a normally perforated annular hymen.

On pelvic ultrasound

Didelphic uterus visualized, site of significant hematometry
in the right cavity with presence of a posterior median fluid
formation suggestive of hematocolpos, absence of
visualization of the kidney or right (Figure 1).

With pelvic MRI

Bicervical bicornuate uterus with a right hemi uterus
increased in size of fluid content with hematometry,
hematocolpos, hematosalpinx, and a hematocervix with a

blind right hemivagina associated with right renal agenesis,

the left hemi uterus is high situated, retroflexed, retroverted,
well-differentiated, of normal size and regular contours, the
site of an endo-cavitary retention of liquid signal,
communicating with the vaginal wall via a small pertus, 15
mm in maximum diameter, corresponding to an elongated
cervix (Figure 2-3).

Biological workup

Hemoglobin: 10.8, White blood cells: 3700, Platelets: 431000
Hemostasis and renal function correct, ferritinemia: 3
Vaginal evacuation of the hematocolpos with cure of the
vaginal septum, and hysteroscopic exploration of the two

uterine hemi-cavities: returned normal (Figure 4-5).

Figures 2-3: Pelvic MRI showing a bicornuate uterus with extensive hematocolposis
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Figures 4-5: Intraoperative perineal view of hematocolpos evacuation with curettage of the vaginal septum.

Discussion

The OHVIRA (Obstructed Hemivagina and Ipsilateral Renal
Anomaly) syndrome, although rare, represents an important
clinical entity to recognize in gynecological and pediatric
practice, due to its diagnostic, therapeutic and prognostic
implications. Diagnosis of this syndrome is often delayed, on
average several months to years after the onset of symptoms,
which exposes patients to an increased risk of complications
such as endometriosis, recurrent genital infections or
impaired fertility [1].

The classic clinical picture includes cyclical pelvic pain onset
at puberty, dysmenorrhea resistant to the usual treatments,
and occasionally a palpable pelvic mass secondary to
hematocolposis. However, atypical presentations, notably
asymptomatic or discovered incidentally during an infertility
or amenorrhea work-up, have also been reported [2].
Ipsilateral renal agenesis, often discovered on imaging, can
be a valuable clue in orienting the diagnosis in symptomatic
adolescent girls [3].

Magnetic resonance imaging (MRI) remains the reference
modality for confirming the diagnosis. It allows precise
visualization of uterine structures, the vaginal septum and the
associated renal anomaly, while excluding other complex
miillerian malformations [4].

Pelvic ultrasound can be used as a first line procedure, but is
often insufficient on its own to establish a definitive

diagnosis.

Treatment is based on surgical resection of the obstructive
vaginal septum, usually vaginally. This procedure restores
normal menstrual drainage and rapidly improves symptoms.
In cases where the operation is performed early, reproductive
function is generally preserved, and long-term
gynaecological complications can be avoided [S]. Studies
have shown that the fertility of patients with OHVIRA
syndrome, once treated, is comparable to that of the general
population, although cases of premature delivery and
caesarean section are more frequent in this population due to
the particular uterine anatomy [6].

Clinically, general practitioners, pediatricians, radiologists
and gynecologists need to be made more aware of this
syndrome. Any adolescent presenting with severe
dysmenorrhea, hematocolpos, or isolated renal agenesis
should undergo a targeted work-up in search of a utero-
vaginal malformation. Early recognition and prompt
management of this syndrome are essential to avoid
complications that are sometimes serious, but perfectly

avoidable.

Conclusion

OHVIRA syndrome, although rare, should be systematically
evoked in the presence of any association of severe
dysmenorrhea, pelvic pain at puberty, and unilateral renal
anomaly.  Multidisciplinary = management,  including
gynecologists, radiologists and urologists, is essential for

rapid diagnosis and optimal management. MRI is the key
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examination for establishing the exact topography of

malformations. Early surgical intervention usually resolves

symptoms and preserves fertility. Raising awareness of this

syndrome would help reduce the still frequent delays in

diagnosis and significantly improve the long-term prognosis

of patients.
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