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INTRODUCTION

Obstructed Hemivagina with Ipsilateral Renal
Agenesis (OHVIRA) syndrome is an uncommon
congenital anomaly. The OHVIRA is also known as
Herlyn-Werner-Wunderlich  syndrome. The complex
anolamy consists of uterus didelphys, unilateral low
vaginal obstruction and ipsilateral renal agenesis, all 3
components being secondary to mesonephric duct-induced
millerian anomalies. Early correct diagnosis and surgical
intervention are suggested to relieve the symptoms and for
a good prognosis. In this case report, we present OHVIRA
in a 31- year- old female who presented with abdominal
pain with multiple episodes of vomiting.

CASE REPORT

A 31- year- old female presented with abdominal
non radiating pain of 1 day duration in the epigastrium
with multiple episodes of non bilious and non blood
stained vomiting. History revealed that she has regular
periods 5/32-33 days cycle dysmenorrhea, married 8 years
back, nulliparous and IVF attempted. Patient was a known
case of uterus diadelphys with haematocolpos,
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haematometra and haematosalpinx. She had excision of
cervical septum and left salpingectomy for endmtriosis. On
radiological investigation, the patient had agensis of left
kidney. Trans-abdominal ultrasonogram (USG) showed a
cystic lesion in head of the pancreas 5x4.1 cm, no features
of pancreatitis, calcification and pancreatic duct dilatation.
Inflammatory changes were found within mesentery near
right ovary tortuous, tubular non compressible structure of
7.4 mm diameter in right iliac fossa close to the right
ovary. Uterus was anteverted, bicornuate and septate. Left
lateral wall showed an exophytic fibroid 3.1 x 3.1 cm and
myometrium was normal. Endometrial thickness was 7.9
mm. Agenesis of left kidney and compensatory
hypertrophy of right kidney 12.8x5.9 cm were found.
Anterior margin of umbilicus showed two cystic lesions
8x8 and 7.9x5 mm in subcutaneous plane. Computed
tomogram scan confirmed pancreatic cyst of 67.5 x 50.4
mm size (Figure 1A) and agenesis of left kidney (Figure
1B). A diagnosis of OHIVRA syndrome was made. In
view of elevated tumour marker (CA 19-9: 3017 U/ml) and
recurrent pain Pancreatico duodenectomy, total abdominal
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hysterectomy plus right salpingoophorectomy were also
done. Laparotomy findings were endometriosis, chocolate
cyst involving umblicus (previous laparoscopic port site)
thick walled cystic lesion involving head of pancreas
posteriorly wedged between Inferior venacava (IVVC) and
portal vein. No infiltration to 1\VC/ portal vein was found.
Right ovary enlarged with 8x10 cm chocolate cyst with
flimsy bowel adhesions, uterus enlarged to 6-8 weeks with
small left lateral wall fibroid uterine anatomy distorted due

to previous unification procedure. Left fallopian tube and
left ovary appeared normal as well as left cervix appeared
redundant. Histopathological analysis of hysterectomy
specimen showed leiomyoma and endometriotic cyst of
right ovary, whereas that of pancreaticoduodenectomy
specimen showed simple cyst of pancreas, portal vein
nodes and peripancreatic nodes unremarkable. The surgical
outcome was satisfactory. Patient has been on follow-up
for last 2 years with no recurrence of symptoms.
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Fig 1. Computed tomogram showing A) pancreatic cyst and B) Agenesis of left kidney
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DISCUSSION

The syndrome of OHVIRA usually presented with
uterus didelphys, unilateral low vaginal obstruction and
ipsilateral renal agenesis. These 3 components were found
to be secondary to mesonephric duct-induced millerian
anomalies. The true incidence of mullerian defects was
found to be about 1.1 - 3.5% [1]. But in women with
recurrent miscarriages and sub fertility, the incident is
believed to around 25% [2]. A strong association of renal
agenesis with uterus didelphys has also been suggested [3].
Women with diadelphic uterus may be asymptomatic and
unaware of having a double uterus. They may present with
complaints of dysmenorrhoea and dyspareunia. The patient
in this case report has dysmenorrhoea and history of
diadelphys with haematocolpos, haematometra and
haematosalpinx.

According to embryological concepts proposed by
Acien, the uterus and cervix were derived from fused
paired paramesonephric ducts (2nd part) and divergent
distal paramesonephric ducts (3rd part). Although lining of
vagina revealed mullerian cells derived from mullerian
tubercle, it was completely of mesonephric (wolffian)
origin and hence the paramesonephric ducts do not
contribute to formation of the vagina [4]. Duplication of
the uterus results from the lack of fusion of the
paramesonephric ducts in a local area or throughout their
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normal line of fusion. In uterus didelphys, individual horns
are fully developed, normal in size with two cervices
inevitably present. Each hemiuteri is associated with one
fallopian tube. Ovarian malposition may also be present. A
longitudinal or transverse vaginal septum may be noted.
The vagina may be single or double. Duplicated vagina is
more likely in a didelphic uterus. In this patient uterus
didelphys was evident.

Renal agenesis most commonly occurs in
association with uterine didelphys than with any other type
of mullein anomaly. The reported incidence of renal
anomalies in this group is 20% [5]. In our patient, agenesis
of left kidney manifested that may probably cause
hypertrophy of right kidney. Surgical intervention in the
form of excision of vaginal septum to relieve obstruction
and the associated pain has been suggested. In addition to
this, surgery also reduces chances of pelvic endometriosis
due to retrograde menstrual seeding. Most of the patients
are able to have normal sexual life and if the obstructed
uterus is preserved, they may even able to conceive and
carry pregnancy to term. Altchek and Paciuc reported
successful pregnancy in a young girl after surgery for the
obstructed uterus in a uterus didelphys with unilateral
distal vaginal agenesis and ipsilateral renal agenesis [6]

The complex anomalies can be diagnosed
correctly with the help of imaging particularly with the
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help of Magnetic resonance imaging [7]. This anomaly is
most commonly manifested in adolescents with
dysmenorrhea of progressive severity, abdominal pain and
a pelvic mass [8]. Therefore, a woman who has ipsilateral
renal agenesis with a pelvic mass, the diagnosis of
OHVIRA should be suspected. Pelvic ultrasound, physical
examination and laparoscopic findings established the
diagnosis of hematometracolpos secondary to uterus
didelphys with unilateral imperforate hemivagina [9]. Any
association of pancreatic cyst with OHVIRA did not reveal
by review of literature. In this case while grossly the
pancreatic cyst appeared to be a chocolate cyst,
endometrial tissue could not be demonstrated in the lining
of the cyst by histopathological analysis. Therefore, we
propose that the pancreatic cyst could be an association or
outcome of this syndrome and further cases need to be
analyzed in order to evaluate such a positive association.
This case report concluded that Obstructed Hemi-
vagina with Ipsilateral Renal Agenesis syndrome may
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present with apparent gastrointestinal symptoms.
Therefore, early correct diagnosis is inevitable for the
surgical intervention to relieve obstruction and further
prevention of complications.
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