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ABSTRACT

We present this case of uterus didelphys with right sided haematometrocolpos due to obstructed hemivagina
and ipsilateral renal agenesis-Herlyn Werner Wunderlich syndrome. The condition was missed on ultrasound
and diagnosed on plain CT scan abdomen and pelvis. This syndrome should be kept in mind while dealing with
a young female complaining of lower abdominal pain and a pelvic mass having unilateral renal agenesis and an
ipsilateral pelvic cystic lesion on ultrasound or other imaging modality. Timely diagnosis is important to avoid
complications like pyocolpos and retrograde spilling of blood with consequent endometriosis. Imaging plays a
major role in a correct and timely diagnosis.
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INTRODUCTION agenesis. Differential diagnosis includes large

Herlyn-Werner-Wunderlich (HWW) synd- adnexal cyst due to either cystadenoma or endo-
romeis an uncommon developmental abnor- metrioma. The condition is treated by surgically
mality marked by a combination of Miillerian  resecting the septum separating the two vaginal
duct and mesonephric duct abnormalities!. This ~ components for relieving obstruction. Successful
condition is also called obstructed hemivagina  Pregnancy has' been reported later on in the
and ipsilateral renal anomaly (OHVIRA) and obstructed uterine component*.
was first described in detail in 20062. The synd- CASE REPORT

rome is characterized by a triad of uterus didel- A young female, age 15 years, presented to
phys, hemivaginal obstruction and ipsilateral  surgeon with a history of lower abdominal pain
renal agenesis though duplication, crossed fused  on and off. Ultrasound pelvis by a sonologist
ectopia or renal dysplasia may also be seen’.  reported an absent right kidney and a large right
Clinically the condition usually presents with  adnexal cyst, with fine internal echoes, pushing
pelvic or lower abdominal pain after menarche  the normal looking uterus to the left side. The
due to haematometrocolpos because of the obst- surgeon planned a laparotomy and advised a

ructed vagina. Examination may show a pelvic  plain CT scan abdomen and pelvis to confirm
mass. Imaging investigations have an important findings.

role in the correct and timely diagnosis. Imaging
features, regardless of the modality used, include
type III Mullerian duct anomaly with uterine, cer-
vical and vaginal duplication along with a blind
hemivagina leading to unilateral haematocolpos
or haematometrocolpos and ipsilateral renal

Plain CT scan was carried out on a single
slice machine with 7 mm slice thickness. CT scan
revealed absent right kidney and mild compen-
satory enlargement of the left kidney (fig-1). It
also showed a thick walled fusiform, cystic lesion
measuring 11 cm x 7.6 cm % 7.6 cm (CC x AP x
Correspondence: Dr Hidayat Ullah, Associate Prof, House No 490, Trans)' The . CyStl.C lesion was located more
Street 9, Sector A, Askari 14, Rawalpindi Pakistan towards the rlght side and extended as low as the
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level. A uterus like structure was seen to the left
side of this cystic area which could not be sepa-
rated from it lower down. Anteriorly the cystic
lesion was compressing the urinary bladder
while posteriorly it was associated with the rec-
tum having clear interfaces with both (fig-2). The

Figure-1: Axial CT image abdomen. Right sided renal
agenesis. A. Left kidney with compensatory enlarge-
ment. B. Right renal agenesis.

Figure-2: Axial CT image pelvis. A. Right sided
haematometrocolpos with thick uniform wall and a
fluid-fluid level. B. Displaced left uterine moeity. C.
Urinary bladder.

presence of uterus didelphys with blind hemi-
vagina leading to haematometrocolpos was rep-
orted along with ipsilateral renal agenesis raising
the possibility of Herlyn-Werner-Wunderlich
syndrome warranting MRI examination of the
pelvis.

Based on CT scan report, the scheduled
laparotomy for a suspected large adnexal cyst
was converted into a vaginal examination under
general anaesthesia. The colour of vaginal wall,
the swelling and texture almost confirmed the CT
findings and a wide bore needle was put though
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the hemivaginal obstruction followed by incision
and draining all content bringing out a typical
imperforate hymen blood. Following relief of
obstruction, the patient was pain free and com-
fortable.

DISCUSSION

Herlyn-Werner-Wunderlich syndrome,with
a triad of uterus didelphys, obstructed hemiva-
gina and renal agenesis is a rare entity with the
incidence of uterus didelphys ranging between
1/2,000 to 1/28,000, and in about 43% cases acc-
ompanied by ipsilateral renal agenesis®. Classi-
fied as a type III Miillerian duct anomaly (MDA),
the condition represents about 5% of MDAs and
is associated with mesonephric duct abnormali-
tiest. In about half of the cases of renal agenesis
there is an obstructive Miillerian duct abnorma-
lityon the same side. Right side is affected almost
twice more frequently”.

Presentation, usually at menarche, includes
dysmenorrhoea and an abdominal mass due
to haematometrocolpos®. Infection may lead to
pyocolpos or pyometrocolpos presenting with
fever, chills and vomiting®. An early diagnosis is
important to avoid endometriosis as a result of
retrograde tubal reflux!0. However the diagnosis
is often delayed due to the presence of regular
menstruation where the symptom of cyclic dys-
menorrhea is treated with medication reducing or
eliminating menses.

Imaging investigations play an important
role in the correct and early diagnosis. Usually
the first line of imaging investigation is an ab-
domino-pelvic ultrasound. In experienced hands
ultrasound examination can help in making a
definitive diagnosis'l. However being operator
dependent, often the inexperienced, unwary son-
ologists are misled by the presence of a normal
looking other uterine moiety and the haemato-
metrocolpos might be mistaken for a large adne-
xal cyst due to the presence of a normal looking
uterus displaced by the cystic mass. The sono-
logists, therefore, need to keep this diagnosis in
mind while dealing with a case of renal agenesis
and an ipsilateral pelvic cystic lesion.
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Magnetic resonance imaging is the modality
of choice because of its excellent soft tissue con-
trast and lack of exposure to ionizing radiation
though some patients, as in our case, still have to
undergo CT scan because of limited availability
and cost of MRI'2. MRI provides a detailed des-
cription of the pelvic anatomy because of its mul-
tiplanar imaging potential’. It delineates morp-
hology of the uterus, its relationship and conti-
nuity with the obstructed and patent vaginal
lumina and can show the whole abnormality very
nicely including the presence of communication
between the two cervices or vaginae. Besides it
can also predict the nature of the fluid content
and thus helps in making a better decision for the
best treatment options.

CONFLICT OF INTEREST

This study has no conflict of interest to be
declared by any author.

REFERENCES

1. Del Vescovo R, Battisti S, Di Paola V, Piccolo CL, Cazzato RL,
Sansoni I, et al. Herlyn-Werner-Wunderlich syndrome: MRI fin-
dings, radiological guide (two cases and literature review), and
differential diagnosis. BMC Med Imag 2012; 12(1): 1-4.

Gholoum S, Puligandla PS, Hui T, Su W, Quiros E, Laberge JM.
Management and outcome of patients with combined vaginal
septum, bifid uterus, and ipsilateral renal agenesis (Herlyn-Wer-
ner-Wunderlich syndrome). ] Pediatric Surg 2006; 41(5): 987-92.
Orazi C, Lucchetti MC, Schingo PM, Marchetti P, Ferro F.
Herlyn-Werner-Wunderlich syndrome: uterus didelphys, blind
hemivagina and ipsilateral renal agenesis. Sonographic and MR
findings in 11 cases. Pediatric Radiol 2007; 37(7): 657-65.

4. Altchek A, Paciuc J. Successful pregnancy following surgery in

10.

11.

12.

13.

Pak Armed Forces Med ] 2021; 71 (1): 364-66

the obstructed uterus in a uterus didelphys with unilateral distal
vaginal agenesis and ipsilateral renal agenesis: case report and
literature review. ] Pediatric Adolescent Gynecol 2009; 22(5):
€159-62.

Wein AJ, Kavoussi LR, Novick AC, Partin AW, Peters CA.
Campbell-Walsh urology: expert consult premium edition: enh-
anced online features and print, 4-volume set: Elsevier Health
Sciences; 2011 Avalibal at [Internet]. https://books. google.
com.pk/books/about/ Campbell_Walsh_Urology. Html ?id
=fu3BBWAAQBA]&redir_esc=y.

Robbins JB, Broadwell C, Chow LC, Parry JP, Sadowski EA.
Miillerian duct anomalies: embryological development, classi-
fication, and MRI assessment. ] Magnetic Resonance Imag 2015;
41(1): 1-12.

Vercellini P, Daguati R, Somigliana E, Vigano P, Lanzani A,
Fedele L. Asymmetric lateral distribution of obstructed hemi-
vagina and renal agenesis in women with uterus didelphys: ins-
titutional case series and a systematic literature review. Fertility
Sterility 2007; 87(4): 719-24.

Aydin R, Ozdemir AZ, Ozturk B, Bilgici MC, Tosun M. A rare
cause of acute abdominal pain: Herlyn-Werner-Wunderlich syn-
drome. Pediatric Emerg Care 2014; 30(1): 40-42.

Wozniakowska E, Torres A, Milart P, Wozniak S, Czuczwar P,
Szkodziak P, et al. Delayed diagnosis of Herlyn-Werner-Wun-
derlich syndrome due to microperforation and pyocolpos in
obstructed vaginal canal. ] Pediatr Adolescent Gynecol 2014;
27(4): e79-e81.

Khaladkar SM, Kamal V, Kamal A, Kondapavuluri SK. The
Herlyn-Werner-Wunderlich syndrome - a case report with rad-
iological review. Polish J Radiol 2016; 81(1): 395-00.

Ellspermann R, Sirhari C, Chapin E, Nelson M. Point-of-care
ultrasound aiding in the diagnosis of herlyn-werner-Wunderlich
Syndrome. Clin Pract Cases Emerg Med 2017; 1(4): 370-73.
Yavuz A, Bora A, Kurdoglu M, Goya C, Kurdoglu Z, Beyazal M,
et al. Herlyn-Werner-Wunderlich syndrome: merits of sonogra-
phic and magnetic resonance imaging for accurate diagnosis and
patient management in 13 cases. ] Pediatr Adolesc Gynecol 2015;
28(1): 47-52.

Hamidi H, Haidary N. Late presentation, MR imaging features
and surgical treatment of Herlyn-Werner-Wunderlich syndrome
(classification 2.2); a case report. BMC Women's Health 2018;
18(1): 161-65.

366



