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ABSTRACT: INTRODUCTION: Herlyn-Werner-Wunderlich syndrome (HWWS), characterized by
uterus didelphys, obstructed hemivagina, and ipsilateral renal agenesis, is a rare combined Mullerian
and mesonephric duct anomaly. It usually presents after menarche with remittent pelvic pain,
dysmenorrhoea or palpable pelvic mass due to hematocolpos. Its presentation during adulthood is
rare,(l and in pregnancy is even rarer.2 It is one of the causes of infertility. USG & MRI plays a key
role in early diagnosis and prevention of further complications. We present a rare case of Herlyn
Werner Wunderlich syndrome in which the diagnosis was delayed until pregnancy.

CASE REPORT: A 25 years old female patient presented with pain abdomen at 12 weeks of
pregnancy. She had a previous history of spontaneous abortion at 14 weeks of pregnancy. She also
had history of on and off pain abdomen. Because of her bad obstetric history, she was advised an
obstetric & abdominal USG.

USG was done which revealed two separate uterine -cavities with well-developed
endometrium and myometrium (Fig. 1A). There were two separate cervices in continuity with the
two uteri. There was a collection in the vagina (Fig. 1B). Intrauterine pregnancy corresponding to
gestational age of 10 weeks was seen in the left horn of the didelphic uterus. Both the ovaries and
adnexa were normal. On abdominal USG, the right renal fossa was empty and no evidence of an
ectopic right kidney was found. The left kidney was located in the left renal fossa and was bulky due
to compensatory hypertrophy.

Further evaluation with MRI was done in a 1.5 Tesla Siemens MR scanner. MRI images
showed two uterine horns that were completely separate and widely splayed. Both the horns were
fully developed and normal in size, with preserved endometrium and myometrium (Fig. 2A). Early
intrauterine pregnancy was present in the left horn (Fig. 2B). Two separate cervices were in
continuity with the uterine horns. A longitudinal vaginal septum divided the upper vagina into two
cavities, with one cervix entering each hemivagina (Fig. 3A, B). Mildly T1-hyperintense and T2-
hyperintense collection was present in the right hemivagina (Fig. 3C). The left hemivagina was
normal. Both the ovaries were normal. Coronal images through the midabdomen showed an empty
right renal fossa and a normal left kidney (Fig. 3A).

These imaging features were diagnostic of HWW syndrome with an intrauterine pregnancy in
the left horn with possible incomplete longitudinal vaginal septum, resulting in partial spontaneous
decompression of the right hemivagina, which explains the delay in diagnosis until pregnancy.
However fetal MRI was not done.

DISCUSSION: The Mullerian ducts develop from embryonic mesoderm cephalocaudally to form the
fallopian tubes and fuse distally to create the uterus, cervix, and upper vagina. The development
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occurs approximately between the 6th and the 22nd weeks of gestation.3] The non-development or
partial/complete non-fusion of the Mullerian ducts results in various kinds of Mullerian duct
anomalies. Although any type of MDA can be found with renal anomalies embryologically, an
increased association in patients with uterus didelphys compared with other types of MDAs was
reported.®

Herlyn-Werner-Wunderlich syndrome (HWWS) is a triad of uterine didelphys, hemivaginal
septum and ipsilateral renal agenesis. In all of the cases with HWW syndrome, renal agenesis was
located on the same side with the obstruction, and the right side is twice more common than the
left.56) The longitudinal vaginal septum is due to incomplete disappearance of the partition between
the fused Miillerian ducts.l”] As an obstructing vaginal malformation, this condition precludes the
outflow of menstruation, resulting in hematocolpos, hematometra, and hematosalpinx. The diagnosis
is therefore usually made soon after menarche due to symptoms related to the obstructed
hemivagina, such as pelvic pain, dysmenorrhoea and a palpable pelvic mass. Long-term complications
of HWW syndrome includes endometriosis from retrograde menstruation leading to infertility, and
obstetric complications such as recurrent pregnancy loss, preterm labour and prematurity due to
uterine anomalies.[8-10]

There are few reported cases where defect in the septum has resulted in spontaneous
decompression of the obstructed hemivagina and menstrual blood is discharged from the obstructed
hemivagina to the normal side, which may delay presentation of the symptoms..11) Such patients are
likely to present with fewer obstructive symptoms than in those with an intact longitudinal vaginal
septum. Although some amount of hematocolpos and/or hematometra may be present at diagnosis,
the volume may not be sufficient to cause obstructive symptoms.[11l This would explain the delay in
presentation as in the case presented. These patients may be protected from retrograde menstruation
and subsequent development of pelvic endometriosis and infertility, since the hemivagina is partially
decompressed via the defect. This explains preserved fertility and the occurrence of pregnancy in our
case.

There are reports of cases of uncomplicated full term pregnancy in uterus didelphys.(12)
Reproductive and gestational performances of women with uterus didelphys are well preserved,
unless the patient had endometriosis.(13) The pregnancy in a functional hemi uterus has a better
prognosis with regard to the fetal survival rate than pregnancy in bicornuate, septate or arcuate
uterus.(14

In our case, the diagnosis of HWW syndrome was delayed until pregnancy. Possibly this
patient had a congenital defect in the longitudinal vaginal septum, resulting in partial spontaneous
decompression of right-sided obstructed hemivagina and uterine horn till the age of 25 years. Also
fertility was preserved in this patient as she did not have any complications related to retrograde
menstruation.

CONCLUSION: Herlyn-Werner-Wunderlich syndrome (HWWS) is often a misdiagnosed entity and
high index of suspicion is required in patients with Mullerian and mesonephric duct anomalies. It
usually presents shortly after puberty. We report a rare case of HWWS, in which the diagnosis was
delayed until pregnancy. This patient possibly had a fistulous communication between the two
hemivagina and the menstrual blood is discharged from the obstructed to the non-obstructed side.
This explains the delay in presentation of symptoms and also preserved fertility in our case.
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Fig. 1A, 1B: USG images showing two separate uterine horns with well-developed endometrium and
myometrium (A) and a collection in the vagina (B).

Fig. 2A, 2B: Coronal and Axial T2FS images showing two uterine completely separate uterine horns
with fully developed endometrium and myometrium(blue arrows). Thick white arrow shows
intrauterine pregnancy within the left horn.
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Fig. 3A, 3B: Coronal and Axial T2FS images showing two separate cervices entering into two

hemivagina (Blue arrow). Coronal image shows empty right renal fossa (Thick white arrow).

Fig. 3A Fig. 3B

Fig. 3C: Axial T1FS image shows T1 hyperintense collection in the right hemivagina (blue arrow).
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