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CHILD HEALTH CARE

CASE REPORTS
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ABSTRACT

Twelve-years-old girl, with prenatal diagnosis of right renal agenesis,
menarche at eleven-years-old, presenting with dysmenorrhea, metrorrhagia
and menorrhagia.

On objective examination, she presented diffuse pain on deep abdominal
palpation, without masses. Laboratory tests were unremarkable. A supra-pubic
pelvic ultrasound revealed a heterogeneous nodular structure with benign
characteristics measuring 4x3,5cm, which seemed to correspond to a teratoma.

The patient was referred to pediatric oncology. The analytical study was
extended, including tumor markers, without alterations. Abdominal-pelvic
CT and MR scan revealed uterine malformation and distension of the vaginal
canal by hematic content.

Diagnosis of Herlyn-Werner-Wunderlich Syndrome (HWWS) was made.

Oriented to gynecology and submitted to drainage of the hematocolpos.
Currently, she is on oral iron, due to anemia, contraceptives and analgesia
with progressive improvement.

HWWS is a rare congenital anomaly of the female urogenital tract, characterized
by bicorporeal uterus, obstructed hemivagina and ipsilateral renal agenesis.
Symptoms are usually after menarche and nonspecific.
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Case Report

We discuss the case of a 12-year-old girl who was
prenatally diagnosed with right renal agenesis and
hypertension and who developed incapacitating
dysmenorrhea, metrorrhagia and menorrhagia
within three months of her condition evolving. The
patient additionally described sporadic abdominal
pain that wasn’t necessarily related to her menstrual
irregularities. She reached menarche at the age of
eleven and currently has not initiated sexual activity.

Regarding any pertinent family medical history, the
patient had a paternal aunt who had breast cancer and
a paternal grandmother who had been diagnosed with
an ovarian tumor.

She displayed generalized pain on deep abdominal
palpation during an objective examination, but there
were no palpable lumps or indications of peritoneal
irritation. There were no additional details discovered.
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The results of the lab tests were ordinary. An ultrasound
of the suprapubic pelvis located a uterus with normal
biometry and texture. The right ovary’s pubertal
morphology was typical. Unidentified was the left ovary.
With internal echoes measuring 4x3,5 cm, a swollen
structure right posterior to the bladder was seen in
the midline. It was interpreted as potentially being a
teratoma.

Given its oncological suspicion, the patient was referred
from general pediatric consultation, where she was
previously followed up due to renal agenesis, to a
pediatric oncology center.

In addition, the analytical analysis was extended and
indicated no abnormalities, including negative tumor
markers (alpha-fetoprotein, beta human chorionic
gonadotropin and cancer antigen 125). The right kidney
was absent, there were no obvious masses, the uterus
was lateralized to the right and showed indentation
of the fundal contour, corresponding to uterine
malformation and the vaginal canal was enlarged by
hypodense and heterogeneous material (Figure 1).
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Figure 1 (a). Axial and sagital CT demonstrating right Figure 2 (a). Image of abdominal - pelvic magnetic
renal agenesis. resonance imaging sagittal T2-weighted study showing
hematocolpos.

Figure 1 (b). Distendend vaginal lumen.

Given the clinical history and suggestive TC scan Figure 2 (b). Image of abdominal - pelvic magnetic
images, Herlyn-Werner-Wunderlich Syndrome (HWWS) resonance imaging axial T2-weighted study showing
diagnosis was suspected. bicorporeal uterus.

Figure 3. Abdominal- pelvic MR showing right renal
agenesis. It is possible do define two vaginal lumens,
the most cranial distended with heterogeneous content.
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In this context, for better characterization pelvic MRI
was performed, demonstrating a bicorporeal uterus
with a double cervix normally formed in the right lateral
deviation, two hemi-vaginas (U3bC2V2, according to
the ESHRE/ESGE classification), the right one filled with
hematic content, compatible with hematocolpos (Figure
2). The prenatal diagnosis of right renal agenesis was
corroborated (Figure 3). The findings framed the HWW
syndrome.

The patient had septostomy-assisted hematocolpos
drainage after being sent to gynecology at a hospital
in a residential area. The patient is currently taking
oral iron for anemia, which was discovered in a recent
complete blood count. She also started using oral
contraceptives and began taking paracetamol and
ibuprofen for pain relief and her condition has improved
over time.




112 {%} PEDIATRIC ONCALL JOURNAL

Discussion

HWWS is a Mullerian and Wollf duct-involved congenital
abnormality of the urogenital tract with a reported
prevalence of 2%-3% and a frequency of 1 in 200-1 in
600 among fertile women.! Although the exact process
is unknown, its etiology is connected to the aberrant
development of these two embryonic tissues.? In more
than half of patients, renal agenesis is indicative of an
ipsilateral obstructive Mullerian abnormality. The right
side predominates in these anomalies, occurring twice
as frequently as the left side.?

HWWS is characterized by the triad of ipsilateral
renal agenesis, blocked hemivagina and bicorporeal
uterus. It can be categorized according to whether
the hemivagina is entirely or partially blocked, hence
the clinical presentation may change depending on
when the diagnosis was made.*>3 When the blockage
is only partially present, the first symptoms typically
arise 6 to 9 months following menarche because one
hemivagina externalizes its menstrual flow while the
second, obstructed hemivagina gradually develops a
hematocolpos.® However, a delayed diagnosis could
be brought on by a delayed presentation with vague
and fluctuating symptoms.* Pain, dysmenorrhea and
an abdominal mass in the lower abdomen as a result
of hematocolpos and/or hematometra are the most
typical symptoms.®

Physical examination typically reveals a unilateral pelvic
mass, more commonly on the right than the left, with
a ratio of 2:1.1

Due to the rarity of the illness, the diagnosis is frequently
challenging, necessitating a high index of suspicion. The
imaging differential may include an adnexal mass such
as a teratoma, cystadenoma or endometrioma, as was
the case in the current instance when uterovaginal
restriction causes considerable dilatation. Since MRI
is the gold standard for diagnosis, it assesses the
morphology of the uterus, cervix and vagina, as well
as the degree of blockage and fluid contents. MRI can
simultaneously identify problems such as endometriosis
and identify related renal agenesis.® However, given the
simpler access, the most popular initial investigations
are abdominal and pelvic US and CT.#

Surgery is the only option for treatment. If a
hematocolpos is present, it must be immediately excised
and drained to relieve the obstruction. A septoplasty
is then performed to completely remove the septum
that separates the two hemivaginas.3 Pyohematocolpos

or pyosalpinx are possible side effects of this illness
and may result in pelvic peritonitis. Infertility and
endometriosis are long-term consequences.5”

Given the embryologic connection between urological
and gynecological malformations, a gynecological
imaging scan should be carried out when a prenatal
diagnosis of unilateral renal agenesis in newborn
females is known to rule out uterine and vaginal
abnormalities.?

A high index of suspicion in patients with renal
anomalies and endometriosis is needed to detect
the Herlyn-Werner-Wunderlich syndrome for timely
diagnosis to avoid complications from the syndrome.®”
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