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ABSTRACT

Herlyn—Werner—Wunderlich syndrome, also known as OHVIRA syndrome is a rare complex congenital developmental
anomaly characterized by the triad of uterine didelphys, obstructed hemivagina, causing hematometrocolpos and
ipsilateral renal anomaly. A 19-year-old nulligravida presented with foul-smelling vaginal discharge for 11 months and
cyclical lower abdominal pain for 2 months. She had regular menstrual cycles since menarche. Examination revealed a
single cervix with an anterolateral vaginal bulge draining mucopurulent discharge. Imaging with ultrasonography and
MRI confirmed uterine didelphys, hematocolpos, right renal agenesis and hemivaginal septum. The patient had
undergone prior aspiration elsewhere. Diagnostic hysterolaparoscopy confirmed the findings. Excision of the vaginal
septum revealed the obstructed cervix and a vaginal mould was placed postoperatively. The patient remains
asymptomatic on follow-up and has conceived. High index of suspicion during evaluation of obstructive reproductive
tract anomalies, early diagnosis through imaging modalities, multidisciplinary approach, timely surgical management
and follow up yield good reproductive outcomes and quality of life.
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INTRODUCTION

Herlyn—Werner—Wunderlich syndrome, also known as
OHVIRA syndrome, is a rare complex congenital
developmental anomaly of the urogenital tract
characterized by the triad of uterine didelphys, obstructed
hemivagina causing hematometrocolpos and ipsilateral
renal anomaly. With a prevalence of 1;20000 in the general
population, it accounts for 2-3% of all Mullerian
anomalies.!

Delayed or atypical presentations lead to diagnostic
challenges and complications like endometriosis,
infections or infertility. Here we present a case of
OHVIRA syndrome with unusual presentation, delayed
diagnosis and a good outcome

CASE REPORT

A 19-year-old nulligravida with a married life of 11
months and 3rd degree consanguinity, presented with foul
smelling vaginal discharge in the past 11 months and
cyclical lower abdominal pain since 2 months with no
coital dysfunction. She had attained menarche at 13 years
of age with regular menstrual cycles and spasmodic
dysmenorrhoea.

Speculum examination revealed a single vagina and cervix
on the left side and an anterolateral bulge draining
mucopurulent discharge on the right side of vagina. On
bimanual examination, uterus was anteverted, bulky,
broad at the fundus with a depression at the middle — right
horn connecting to a boggy non tender mass; the left horn
connecting to the cervix.
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Ultrasound abdomen-pelvis revealed uterine didelphys,
hematocolpos, normal ovaries and right renal agenesis
with compensatory hypertrophy of left kidney (Figure 1).
MRI revealed uterine didelphys with hematocolpos of
6.3%3.2x4.1 cm communicating with right horn but not the
left horn (Figure 2). Hemi vaginal septum and left
hydrosalphinx were also noted along with the absence of
right kidney (Figure 3).

UTERUS TRANSVERSE

Figure 3: MRI showing right renal agenesis.
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Aspiration of hematocolpos under ultrasound guidance
had been attempted at a local clinic and then referred to us
for further management. A diagnostic hysterolaparoscopy
confirmed the diagnosis of OHVIRA syndrome — single
cervix on the left side and a transverse vaginal septum on
the right side (hemivagina) on vaginoscopy; regular
endometrial cavity through the left cervix on
hysteroscopy; uterus didelphys on laparoscopy (Figure 4).
Excision of the vaginal septum revealed the right cervix
(Figure 5). Surgicel was placed and vaginal mould inserted
to maintain patency and to prevent adhesion formation
(Figure 6). Patient is under follow up and doing well. She
has conceived with a dating scan confirming the
pregnancy.

%

Figure 5: Postoperative picture.
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Figure 6: Per Speculum - postoperative 2 weeks.

DISCUSSION

OHVIRA syndromes are rare and often under reported due
to challenges in diagnosis as they present with diverse and
non-specific symptoms. Delay in diagnosis is due to its
varied presentation from acute abdomen due to
hematocolpos at puberty to regular menstruation with slow
progression of hematocolpos at a later age.>? The most
common clinical presentation is that of pelvic pain shortly
after menarche in association with a vaginal or pelvic mass
and normal menstrual periods. Rarely, it presents as
abnormal vaginal discharge, infertility, acute abdominal
pain, vomiting, fever and endometriosis.

A review of previously reported cases (Table 1) shows
that most patients present during adolescence with cyclical
abdominal pain and pelvic mass with ipsilateral renal
agenesis.!” In contrast, our patient presented atypically
with chronic vaginal discharge and delayed diagnosis
following prior intervention.

Table 1: Summary of reported cases of OHVIRA syndrome.

| Author Age Uterine

Vaginal

D) ) Presentation Anomal Obstruction Management  Outcome
D) Cychcgl PA  terine Obstructed etk Septal Symptom
et al, 13 Tt didelphys hemivagina e excision relief
2024 mass phy & agenesis
Eleohar Acute Surgical

g abdominal Uterine Obstructed Renal drainage +
yMAet 13 . . L . Good recovery
al. 2023 pain, didelphys hemivagina agenesis septal

’ hematocolpos resection
?tua(:ra e 17 Dysmenorrhea  Uterine Hemivaginal Renal Septal Improved
201 7’ , pelvic mass didelphys septum agenesis excision symptoms
Akay E Delayeq Uterine Obstructed Renal Multidisciplin
et al, 19 diagnosis, . - . Good outcome
2025 pelvic pain didelphys hemivagina agenesis ary surgery
ﬁg;r::al 16 Dysmenorrhea  Uterine Hemivaginal Renal Septal Symptom
2021 > , mass didelphys obstruction agenesis excision resolution

OHVIRA syndrome is classified under class III as per the
ASRM classification and under class U3b C2 V2 as per the
ESHRE classification. At times, obstructed hemivagina
and ipsilateral renal agenesis may be associated with a
bicornuate or septate uterus (class U2b as per
ESHRE/class IVa or Va as per ASRM); constituting
OHVIRA variants. Other malformations, such as
multicystic dysplastic kidney and renal duplication, have
also been reported.?

The management of a single kidney should not be
overlooked. About 15% of patients have accompanying
contralateral urologic anomalies, with vesicoureteral
reflux being the most common, raising concern for the
possible damage to the solitary kidney.
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USG and MRI can clinch the diagnosis.® Ultrasound is a
noninvasive, widely available imaging modality that helps
in the accurate diagnosis of this condition. However, the
vaginal septum is difficult to visualize on ultrasound and
is best shown on MRI. MRI is more sensitive in detecting
uterine contour, shape of the intrauterine cavity and
character of septum compared to other imaging modalities,
but it is less adequate in diagnosing endometriosis, pelvic
inflammation and adhesions. Hence laparoscopy has been
suggested as the gold standard of diagnosis.

Management varies from simple excision of vaginal
septum to hysterectomy based on whether the vaginal
obstruction is incomplete or complete with cervical
atresia.'"* Surgical resection of the vaginal septum is done
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conventionally under direct vision or using cautery or
laser. This conventional approach may cause hymenal
rupture and sometimes vaginal tears in adolescents, which
leads to postoperative pain and adhesion formation. To
overcome these issues, minimally invasive “vaginoscopic
no-touch technique” with excellent visualization has been
introduced for a longitudinal vaginal septum resection.®
Using a hysteroscopic L-hook electrode, the vaginal
septum is incised followed by placement of a 14/16 Fr
Foley's catheter, inflated with 50—80 ml saline in the
previously obstructed hemivagina.’ In young girls,
hysteroscopic ~ excision of the septum under
transabdominal ultrasound guidance may be performed to
preserve hymenal integrity. Because of the associated risk
of ascending infection, simple incision and drainage of the
obstructed hemivagina is not recommended.

Medical management with continuous oral contraceptive
pills or medroxyprogesterone can be advised to suppress
menstruation until definitive surgery is planned.
Postoperatively, antibiotics, analgesics and progesterone
tablets for menstrual suppression are prescribed. Those
who are at high risk for stricture or adhesion formation
need bed rest, vaginal moulds, indwelling catheter and
deep vein thrombosis prophylaxis. Psychological
counselling with respect to the diagnosis, classification of
anomaly, consequences, management options and timing
of the surgery is important and should not be
underestimated because of the association of this
syndrome with the sexual, reproductive and social stigma.
Multidisciplinary approach involving a gynaecologist,
radiologist and wurologist as well as preoperative
counselling of patient are essential tenets of care.

CONCLUSION

High index of suspicion during evaluation of obstructive
reproductive tract anomalies, early diagnosis through
imaging modalities, multidisciplinary approach, timely
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surgical management and follow wup yield good
reproductive outcomes and quality of life.
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