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ABSTRACT
Müllerian malformations are congenital anomalies that usually manifest after 
menarche. Among them, Herlyn-Werner-Wünderlich syndrome (SHWW) is 
characterized by didelphic uterus, obstructed hemivagina and ipsilateral renal 
agenesis. The clinical presentation of SHWW is usually asymptomatic until menarche; 
most are diagnosed 2 months to 1 year after first menstruation. Presenting 
symptoms are dysmenorrhea, recurrent cyclic abdominal pain, irregular menses, 
and sometimes palpable pelvic mass. Occasionally, hematocolpos or hematometra 
may develop pyocolpos, pyosalpinx and pelviperitonitis, and some patients manifest 
only infertility or recurrent pregnancy loss. We report the cases of two patients aged 
11 and 13 years who presented with cyclic abdominal pain and describe the clinical 
history, imaging and specific treatment performed in each patient.
Key words: Herlyn-Werner-Wünderlich syndrome, Uterus, Müllerian ducts, 
Hematocolpos, Hematometra.

RESUMEN
Las malformaciones müllerianas son anomalías congénitas que suelen manifestarse 
después de la menarquia. Entre ellas, el síndrome de Herlyn-Werner-Wünderlich 
(SHWW) se caracteriza por útero didelfo, hemivagina obstruida y agenesia renal 
ipsilateral. La presentación clínica del SHWW suele ser asintomática hasta la 
menarquia; la mayoría es diagnosticada entre 2 meses y 1 año después de la primera 
menstruación. Los síntomas que se presentan son dismenorrea, dolor abdominal 
cíclico recurrente, menstruación irregular y, a veces, masa pélvica palpable. 
Ocasionalmente, el hematocolpos o la hematometra pueden desarrollar piocolpos, 
piosálpinx y pelviperitonitis, y algunas pacientes solo manifiestan infertilidad o 
pérdida recurrente del embarazo. Presentamos los casos de dos pacientes de 11 y 
13 años que acudieron con dolor abdominal cíclico y describimos la historia clínica, 
las imágenes y el tratamiento específico que se realizó en cada una de las pacientes.
Palabras clave. Síndrome de Herlyn-Werner-Wünderlich, Útero, Conductos 
paramesonéfricos, Hematocolpos, Hematómetra.

CASE REPORT

Introduction

Herlyn-Werner-Wünderlich syndrome (SHWW) is a rare anomaly of the 
Müllerian ducts, characterized by uterine duplication with obstructed 
hemivagina and ipsilateral renal agenesis(1,2). Congenital malformations 
of the Müllerian ducts have a prevalence of 2% to 3% in women, with 
a prevalence of 1/200 to 1/600 in fertile women. Didelphic uterus ac-
counts for 11% of Müllerian duct anomalies and 30% of them are as-
sociated with renal tract anomalies(3). SHWW is associated with meso-
nephric duct anomalies, with an incidence of approximately 1/2 000 
to 1/28 000. The syndrome is recently known by the acronym OHVIRA 
(obstructed hemivagina and ipsilateral renal anomaly syndrome)(4). A 
new classification of the syndrome is proposed due to the clinical cha-
racteristics which, according to Lan Zhu (see figure 1), differ according to 
the level of complete and incomplete obstruction of the vaginal septum, 
allowing a timely diagnosis and effective treatment(5,6).
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Lack of development or fusion of the distal seg-
ments of the Müllerian ducts causes this ano-
maly and its etiology is unknown. The incidence 
is variable. It usually presents after menarche 
with a diverse clinical picture, cyclic pelvic pain, 
dysmenorrhea, palpable mass due to hema-
tometra or hematocolpos and sometimes pyo-
colpos or pelviperitonitis. Diagnosis should be 
made early to avoid complications such as endo-
metriosis, pelvic adhesions or other pelvic com-
plications.

A careful pelvic examination is necessary to 
identify the cervix and vagina(4-6). Ultrasonogra-
phy is the first method to evaluate the gyneco-
logic abnormality. However, magnetic resonance 
imaging (MRI) provides certainty of the findings, 
allowing timely and correct treatment. Prior to 
surgical intervention, it is recommended to clas-
sify SHWW according to Lan Zhu. Surgical treat-
ment consists of drainage and resection of the 
vaginal septum(1,2,4). In this article we present two 
cases of Herlyn-Werner-Wünderlich syndrome. 
The clinical history, the results of imaging tests 
and the treatment performed are described.

Clinical Case 1

A thirteen-year-old patient was attended at the 
Instituto Nacional de Salud del Niño de San Bor-
ja in 2017 due to cyclic abdominal pain and fever 
of 7 hours of evolution. She did not have a signi-
ficant history, menarche was at age 11, with ca-
tamenial regimen of 4/30 and tolerable dysme-

norrhea. Physical examination revealed weight 
42 kg, breasts Tanner stage 4, painful abdomen 
on palpation in the left iliac fossa, with the pre-
sence of a slightly movable 6 cm mass. The vulva 
showed Tanner stage 4 and vaginometry of 3 cm 
from the hymenal border. Abdominal ultrasound 
showed two endometrial cavities and two cervi-
ces, compatible with a didelphic uterus. The left 
cervix had continuity with heterogeneous cys-
tic formation without Doppler flow, suggesting 
hematocolpos with hematic content of approxi-
mately 154 mL and measured 6.9 x 5.5 x 7.4 cm. 
Both ovaries were observed and no free fluid was 
found in the cul-de-sac. The left kidney was not 
visualized. Magnetic resonance imaging revealed 
a right didelphic uterus with preserved myome-
trium, endometrium and vagina. The left uterus 
showed elongated morphology with no contents 
inside. There was a vaginal distension of 78 x 37 
x 62 mm that displaced the bladder and showed 
restriction in the diffusion technique, in relation 
to purulent content (Figure 2). The diagnosis was 
didelphic uterus with hematocolpos of the left 
hemivagina, ipsilateral hematometra and left re-
nal agenesis, compatible with Herlyn - Werner - 
Wünderlich syndrome. 

The patient underwent physical examination 
prior to anesthesia and posterior recession of 
the septum of the hemivagina; 150 mL of pyocol-
pos were drained. According to Lan Zhu's classi-
fication, she would correspond to type 2.1: didel-
phic uterus with partial resorption of the vaginal 
septum. Vaginoscopy was performed to identify 
and observe the permeable right and left cer-
vix. Culture of the pyocolpos discharge isolated 
Streptococcus alpha hemolyticus. The patient was 
discharged the day of surgery and was clinically 
free of symptoms.

Clinical Case 2

The 11-year-old patient attended the Instituto 
Nacional de Salud del Niño de San Borja in 2018, 
with a history of left renal agenesis. During the 
previous 3 years she had consulted for abdo-
minal pain that intensified with menstruation, 
of 4 months of evolution, which improved with 
analgesics. Menarche was at the age of 10 years 
8 months, with catamenial regimen 4/30. Physi-
cal examination showed Tanner stage 3 breasts, 
painful abdomen on palpation, normal Tanner 
stage 2 external genitalia, scant vaginal bleeding 
and rectum occupied by collection. Ultrasound 

Figure 1 Herlyn-Werner-Wünderlich classification according to 
Lan Zhu et al. 2015(10). 
Classification 1. Didelphic uterus with a completely obstructed 
hemivagina.
Classification 1.1 Didelphic uterus with a blind hemivagina

Classification 1.2 Didelphic uterus with cervicovaginal atresia 
without uterine communication

Classification 2. Didelphic uterus with incomplete obstructed 
hemivagina

Classification 2.1. Didelphic uterus with partial resorption of the 
vaginal septum

Classification 2.2. Didelphic uterus with communicating uterus
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Discussion

The etiopathogenesis of Herlyn-Werner-Wün-
derlich syndrome is unknown(1,2,4). This anomaly 
may result from lack of fusion of the Mullerian 
ducts in the midline to connect with the uroge-
nital sinus, or from the creation of an adequa-
te lumen at the top of the vagina and uterus by 
resorption of the central vaginal cells and the 
septum between the fused Mullerian ducts, re-
sulting in duplication of the body and cervix(4). 

The clinical presentation of Herlyn-Werner-Wün-
derlich syndrome is usually asymptomatic until 
menarche; most are diagnosed 2 months to 1 
year after the first menstrual period. Presen-
ting symptoms are dysmenorrhea, recurrent 
cyclic abdominal pain, irregular menses, and 
sometimes a palpable pelvic mass. Occasiona-
lly, hematocolpos or hematometra may develop 
pyocolpos, pyosalpinx and pelvic peritonitis, and 
some patients manifest only infertility or recu-
rrent pregnancy loss(4,7). In the two cases pre-

Figure 2. (A) Ultrasound shows both hemiuteri, with distension of the left hemivagina. (B) One month after surgery, ultrasound control 
displays both hemiuteri (red arrows). (C) T2 coronal magnetic resonance image shows continuity between the left hemiuterus (small white 
arrow) and the left hemivagina (small red arrow), which is distended. The blue arrow shows the right hemiuterus. (D) Diffusion technique 
suggested restriction compatible with abscess, which was later confirmed during surgery.

study showed hematocolpos and didelphic 
uterus. Magnetic resonance imaging revealed 
two uterine horns with severe dilatation of the 
left uterine cavity, communicating with the left 
hemivagina dilated by blood content of 13 x 8 x 
5.4 cm. The left uterine tube appeared dilated; 
10 mm thick (hematosalpinx). The findings were 
compatible with a didelphic uterus with closed 
left hematometra and left hematocolpos (Figure 
3), as well as left renal agenesis, consistent with 
Herlyn-Werner-Wünderlich syndrome. 

Physical examination was performed under 
anesthesia, with drainage of the hematometra 
and hematocolpos, as well as vaginoplasty and 
resection of the septum, finding 600 mL of re-
tained menstrual blood and a 3 cm transverse 
septum. According to Lan Zhu's classification, it 
would correspond to type 1.1: Didelphic uterus 
with completely obstructed hemivagina. The pa-
tient had a favorable evolution and was dischar-
ged the day after surgery, clinically stable and 
asymptomatic.

A
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sented, patients reported abdominal pain that 
increased with menstruation, as well as symp-
toms described in similar cases(5,8). The age of 
presentation was also similar to other reports, 
starting menstruation starting between 11 and 
13 years of age(8). One case has been described 
in an adult female(9) whose initial diagnosis was 
an ovarian-related pathology due to abdominal 
pain. Ultrasound and MRI were requested for 
further evaluation and the results were compa-
tible with Herlyn-Werner-Wünderlich syndrome. 

Lan Zhu's classification allows to identify the 
type of obstruction, and provide better manage-
ment. The surgical treatment of choice is wide 
resection of the septum. When the obstructed 
hemivagina is bulging, management is easier 
(Zhu classification 1.1), as in case number 2, in 
which 600 mL of retained blood was drained. 
When the hemivagina is not bulging or is partia-
lly bulging due to a communication, the manage-
ment is extensive resection of the septum, as in 
the first published case, in which purulent mate-
rial was drained (Zhu classification 2.1). In both 
cases, the vaginal septum was resected and the 
hematocolpos or pyocolpos was drained, with 
satisfactory results. 

Our report is relevant, because pyocolpos in 
Herlyn-Werner-Wünderlich syndrome is extre-
mely rare(5,10). It is important to consider this 
type of presentation in febrile patients with acu-
te abdominal pain. Ultrasound allows detection 
of the syndrome and is inexpensive. However, 
MRI is recommended for better resolution and 
anatomical definition. 

Although Herlyn-Werner-Wünderlich syndrome 
is a very rare presentation, it is believed that 
these cases may be relatively frequent in our 
country, so it should be suspected in adoles-
cents with abdominal pain and dysmenorrhea, 
for correct diagnosis and management and to 
avoid complications such as chronic pelvic pain, 
endometriosis and infertility.
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Figure 3. Magnetic resonance of the pelvis. In the axial (A) and 
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