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CASE REPORT

A Rare Case Report: Herlyn-Werner-Wunderlich Syndrome (HWWS) seen with
Primary Amenorrhea and Cervical Agenesis

Primer Amenore ve Servikal Agenezi ile Goriilen Herlyn-Werner-Wunderlich Sendromu (HWWS)
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ABSTRACT

The classic triad of Herlyn-Werner-Wunderlich syndrome
includes blind hemivagina, uterine didelphys and ipsilateral re-
nal agenesis. Herlyn-Werner-Wunderlich syndrome is a variant
of Mullerian duct anomalies. Clinical presentation of the Herl-
yn-Werner-Wunderlich syndrome is usually accompanied by seve-
re dysmenorrhea secondary to hematometrocolpos beginning with
menarche and palpable pelvic mass. Early diagnosis and treat-
ment are important in protecting the patient's fertility and preven-
ting complications in the long term. In this study, when a 13-year
old patient from the pediatric age group was being investigated for
the pelvic mass, HWWS confirmed by MRI was identified. After the
patient and his family were informed, and their consent was taken,
the diagnostic laparoscopy was performed. Subsequently, after
hematometra was removed by paravaginal repair, her complaints
were resolved. The patient was followed up regarding fertility and
endocrine functions, and a second operation could be performed
in accordance with her age. This syndrome should be kept in mind
in pediatric and adolescent patient groups who are investigated
for severe dysmenorrhea, primary amenorrhea or pelvic mass.

Keywords: mullerian duct anomaly, uterus didelphys, hematomet-
ra, ipsilateral renal agenesis

OZET

Herlyn-Werner-Wunderlich sendromunun klasik triadi kor
hemivagina, uterin didelphis ve ipsilateral renal agenezidir. Miil-
lerian kanal anomalilerinin bir varyantidir. Sebebi ve etiyopatoge-
nezi bilinmemektedir. Klinik prezentasyonu genellikle menarj ile
baslayan ve hematometrokolposa sekonder gelisen siddetli disme-
nore ve ele gelen pelvik kitle seklindedir. Erken tani ve tedavi has-
tamin ilerideki fertilitesinin korunmasinda ve komplikasyonlarin
onlenmesinde énemlidir. Bu ¢alismada 13 yasinda bekar pediatrik
yas grubundan hastanin pelvik kitle nedeniyle aragtirilmast yapi-
lirken MRG ile tamisi kesinlestirilmis HWWS olgusu tespit edil-
migtiv. Hastaya ve ailesine bilgi verilerek onamlart alinmis ve di-
agnostik laparoskopi yapimistir. Daha sonra paravaginal onarim
ile hematometra bosaltilmis ve sikayetleri giderilmistir. llerideki
fertilite ve endokrin fonksiyonlar agisindan takibe alimmistir ve
ikinci bir operasyon yasina uygun olarak yapilabilecegi yoniinde
fikir bildirilmistir. Bu sendrom siddetli dismenore, primer amenore
veya pelvik kitle nedeniyle arastirilma yapilan pediatrik ve adelo-
san hasta gruplarinda akilda bulundurulmalidir.

Anahtar Kelimeler: miillerian kanal anomalisi, uterus didelphis,
hematometra
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INTRODUCTION

Herlyn-Werner-Wunderlich syndrome (HWWS)
is a rare form of Mullerian duct anomalies and a
syndrome with the triad of uterine didelphys, blind
hemivagina and ipsilateral renal agenesis. HWWS
is also called as OH-VIRA syndrome (obstructive
hemivagina, ipsilateral renal agenesis). HWWS
was first described in 1922, and its incidence was
approximately 0.1-3.8% (1). HWWS develops due
to lateral and vertical fusion anomalies of the Mul-
lerian ducts at about the 9th gestational week (2)
and clinically presents as initiation with menarche
and progressively increased severe dysmenorrhea
secondary to hematocolpos. Although ultrasonog-
raphy (USG) is the first choice for investigation,
magnetic resonance imaging (MRI) is recommen-
ded for definite diagnosis. In this study, when the
13-year old patient from the pediatric age group was
being investigated for the pelvic mass, HWWS case
confirmed by MRI was identified.

THE CASE

A 13-year-old single case was referred to the
Department of Gynecology and Obstetrics in the
university hospital as a multidisciplinary center be-
cause the presence of pelvic mass detected in the
external center and severe abdominal pain. Accor-
ding to the detailed anamnesis, the patient was di-
agnosed with primary amenorrhea. She pointed out
that she had the complaint of abdominal pain for the
last one year and this complaint did not pass for the
last one month, and its severity increased gradually.
Suprapubic tenderness and normal external genita-
lia were observed on physical examination. Vaginal
examination was not performed because she was a
maiden. Bilateral ovaries were detected as normal
during USG. An approximately 13 cm pelvic mass
compatible with hematoma and double endometrial
echogenicity were observed. Duplex uterus appea-
rance on MRI and enlargement in right side compa-
tible with hematometra were reported that the right
side was engorged (Figure 1a). Right kidney could
not be observed (Figure 1b, 1c, 1d). It was observed
that the left kidney was enlarged as a compensation
respond. The left kidney was measured as approxi-
mately 11*6*6 cm. Routine laboratory tests were
found to be normal (Figure le).
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Figure 1a: Hematometra appearance of the uterus in transabdominal USG Figure 1b-c: Hematometra appearance in pelvic magnetic resonance
imaging on sagittal plane Figure 1d: Uterus didelphys and dual cavity appearance in pelvic magnetic resonance imaging on axial plane Figure 1e:
The right renal agenesis and enlarged enlargement of the left kidney (11*6*6 cm) were seen in pelvic magnetic resonance imaging on axial plane.

Laboratory tests, including complete blood
count and beta human chorionic gonadotropin, were
in normal range. Anti-Mullerian Hormone levels
were 0.509 ng/mL, the CA125 level was 78 IU/mL,
and FSH level was 6.5 mlU/mL. The patient was
operated under general anesthesia in the lithotomy
position. In the first stage, diagnostic laparoscopy
was performed. The appearance of uterus didelphys
was detected. Ovaries were seen in normal size (Fi-
gure 2a).

No additional pathology was found. Then, the
evaluation of vaginal section was performed. Pa-
tient was inspected by vaginal ecarteurs after the
consent was taken from the patient’s family. It was

seen that the vagina was blunt-ended without sep-
tum, and there was cervical agenesis. (Figure 2b)
Transabdominal ultrasound-guided catheter entered
into the uterine cavity from blunt the ended vagi-
na. Approximately 1500 cc hemorrhagic fluid was
drained from hematocolpos. In our case, blind he-
mivagina was not detected although it was a part of
the classic triad of this syndrome. It was seen that
the vagina was completely blunt ended. Cervix was
not seen. No additional surgical procedure was per-
formed on the patient. On the third postoperative
day, the patient was discharged after she was cured.
Her family was informed about the details of the
patient's future status and fertility.

Figure 2a: Laparoscopic appearance of uterus didelphys and normal ovaries Figure 2b: The appearance of blunt ended vaginal tissue and cervical

agenesis.
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DISCUSSION

Miillerian ducts are developing from meso-
derm form fallopian tubes, uterus, cervix and up-
per vagina. The development of the Miillerian duct
occurs in three stages which are organogenesis,
fusion and septal resorption. A disturbance at these
stages leads to fusion anomalies of the Mullerian
duct (3). Miillerian duct anomalies are accompanied
by urinary anomalies with the rates of 20-25%. The
kidney anomalies in the obstructive hemi-vagina
and OHVIRA syndrome are twice as common on
the right side of the body as compared to the left
(4). The Wolf ducts are responsible for guiding
the fusion of the Mullerian ducts. This theory also
describes the mechanism of accompanying urinary
system anomalies to Mullerian duct anomalies. If
there is an anomaly in the development of Wolf
duct, then, the kidney and collecting system cannot
develop. Fusion anomalies may also develop in the
uterus (5). The uterus didelphys is a complete fusion
defect of Mullerian ducts as well as it constitutes
approximately 11% of Mullerian anomalies, accom-
panied by transverse vaginal septum with a rate of
approximately 75% (6). Miillerian duct anomalies
are classified into six groups by Buttram and Gib-
bons. According to this classification, HWWS is the
occurrence of type 3 Mullerian duct anomalies with
mesonephric duct anomalies and vaginal septum.

HWWS usually presents in the form of a he-
matocolpos after puberty, a severe abdominal pain
due to this condition and a pelvic mass detected by
imaging. In general, there are also normal menstrual
cycles in other cases reported in the literature. Our
case presented with primer amenorrhea and it was
seen that there was not a connection between vagina
and uterus in which the cervix completely disappe-
ared (7). Infectious conditions, such as pyohemato-
colpositis, pyosalpingitis, pyoperitonitis, retrograde
menstruation secondary to endometriosis and pelvic
adhesions are common complications (8, 9). The
HWW syndrome may also be fully symptom-free.
Karaca et al. reported a case with a symptom-free
period that reached term pregnancy before vaginal
septum resection (10). Over and endocrine functi-
ons are usually normal in patients with this synd-
rome because the development of ovaries is not
related to the Mullerian duct. Also, post-operative
hormone tests were normal in our patient (11).

When the genitourinary anomalies are suspe-
cted, planar urinal ultrasonography should be per-
formed as first order. Pelvic magnetic resonance
imaging provides accuracy close to 100% to detail
the uterovaginal anatomy as well as laparoscopy or
laparotomy as gold standard methods to confirm
the diagnosis (12). In our case, we intend to present
HWW syndrome that was established with a defini-
te diagnosis by MRI.

Vaginal septum resection is frequently used in
the treatment. Hysteroscopic septum resection may
be considered in cases in which the patient and the
family wish to preserve the hymen (13). Hemihiste-
rectomy should be considered among the treatment
options since vaginal septum resection is inadequate
to prevent hematometra development or only sep-
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tum resection cannot prevent obstruction in cases of
cervical atresia (14). After taking the consent of the
patient and his/her family because of the presence of
cervical atresia in our case, a cannula was inserted
into the cavity under abdominal ultrasonography af-
ter entering the uterus by the vaginal route, and then,
drainage was performed. According to the relevant
studies in literature, fertility with the rate of approxi-
mately 87% has been reported in patients with HWW
syndrome treated surgically (15). Menstrual suppres-
sive drug therapy should be applied to avoid hemato-
metra and hematocolpos development in cases where
surgical treatment cannot be performed.

In conclusion, HWW syndrome is a rare con-
genital anomaly with different clinical presentations
and should be suspected in pubertal-prepubertal
patients who present with severe dysmenorrhea or
primary amenorrhea. Its diagnosis is established by
physical examination, symptoms, USG and MRIL
Once the patient and family are informed, appropri-
ate treatment should be planned for the patient, and
the protection of the future fertility situation must
be considered.
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