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Leiomyoma Developing from
Rudimentary Horn in Mayer-
Rokitansky-Kiister-Hauser
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Abstract

Various congenital anomalies of the mullerian system have so far,
been described. Our case with MRKH syndrome had two rudimentary
horns, and had also a leiomyoma arising from the left rudimentary
horn. The patient was presented to our department because of
primary amenorrhoea and infertility. Clinical examination revealed a
blind vaginal pouch of 3 cm in size and mass was palpated in the
left adnexal region measuring about 5 cm in size. At the diagnostic
laparoscopy examination, two rudimentary horns were observed
to be connected fo each other with a fibrous band, and there was
a leiomyoma measuring 60 x 50 mm in size originating from the left
horn, both of the fallopian tubes and ovaries were normal. The
leiomyoma was laparoscopically removed. Using this method have
led to successful Clinical outcomes. We sought to present the case
of the myoma and its laparoscopic management associated with
rarely encountered MRKH syndrome. Although rarely encountered,
it should be kept in mind that patients with MRKH syndrome may
develop leiomyomas from rudimentary horn. And also laparoscopy is
recommended for the diagnosis and treatment of this diseases.

Introduction

The prevalence of congenital uterine anomalies appears to be 6.7%
in fertile population and it is found 7.3% in an infertile population
while it is observed to be 16.7% in those with recurrent miscarriage
[1]. Mayer-Rokitansky- Kuster-Hauser (MRKH) syndrome, the most
severe anomaly of Mullerian system, was first described by Mayer,
Rokitansky, Kuster and Hauser [2]. The etiologic factors of this
syndrome is not fully understood, and environmental and genetic
factors are thought to play a role [3]. In MRKH syndrome, the vagina
and uterus is congenitally absent, both ovaries are of normal size
and fallopian tubes are normal, rudimentary uterine horns may be
present in this syndrome [4,5]. A case of myoma associated with
MRKH syndrome was first reported in 1977 [6]. We sought to present
the case of the myoma associated with rarely encountered MRKH
syndrome.

Case Report

A 4l1-years old patient presented to Gynecology Department
of Taksim Education and Research Hospital because of primary
amenorrhea and infertility in 2013. The patient had a past history of
primary amenorrhea and some 20 years back she applied to
Gynaecology Department but could not know what diagnosis it was.
Clinical examination revealed a blind vaginal pouch of 3 cm in size
and mass was palpated in the left adnexal region measuring
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about 5 cm in size. Physical examination revealed normal bilateral
breasts, normal axillary and pubic hair patterns. Transabdominal
ultrasonography showed a solid mass in the left adnexal region.
Chromosomal investigation of our case indicated a normal karyotype
of 46, XX. Diagnostic laparoscopy revealed that the uterus was absent
and there were two rudimentary horns connected with each other by
a fibrous band, and there was myoma-like mass 60 x 50 mm arising
from the left rudimentary uterine, both ovaries and fallopian tubes
were normal in appearance (Figure 1 and Figure 2). The mass was
laparoscopically excised. The patient was discharged the following
day, histopathological examination confirmed that the mass was a
leiomyoma.

Discussion

Mayer-Rokitansky-Kuster-Hauser (MRKH ) syndrome is a rare
disorder described as aplasia or hypoplasia of uterus and vagina due to
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Figure 1: A rudimentary left uterine horn with tube and ovary. A leiomyoma
60 x 50 mm is shown.
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Figure 2: A rudimentary right uterine horn with tube and ovary.

early arrest in development of Mullerian duct. The incidence reported
is one out of 4.500 women [7]. Diagnosis of MRKH syndrome is
often delated untill late puberty. The symptoms for presentation are
amenorrhea, infertility and pelvic pain. This rare syndrome described
as aplasia or hypoplasia of uterus and vagina due to the early arrest
in development of Mullerian duct. These patients have the ovaries
and fallopian tubes of normal functions and most of whom have also
two uterine remnants of different sizes [3]. Incidence of leiomyoma
of uterus is very high in the general female population. But only
few cases of leiomyoma have been reported in women with MRKH
syndrome [8-10].

The clinical symptoms associated with the pelvic in patients
with MRKH have to be carefully investigated; uterine remnants in
patients with MRKH syndrome are composed of fibromuscular tissue
and a leiomyoma may develop from this tissue; the cases of uterine
leiomyoma developing from uterine remnant have been reported in
the literatiire [11]. Leiomyomas of the uterus are estrogen dependent
tumours. The etiopathogenesis of leiomyoma from the normal
uterus smooth muscle cells is not known. Their growth has been
associated with genetic predisposition, hormones and few growth
factors. Mullerian ducts have smooth muscle cells at their proximal
ends, which probably may lead to the growth of leiomyoma from
the rudimentary uterus in MRKH syndrome. However, the exact
etiopathogenesis of leiomyoma from the rudimentary uterus in
MRKH syndrome is not known [12].

Differential diagnosis of leiomyoma of rudimentary uterus in
MRKH syndrome includes ovarian fibroma, gastrointestinal stromal
tumour (GIST) of intestine and extravesical leiomyoma of urinary
bladder [12].

Myomas originating from uterine remnanats may cause
pelvic pain; however, they may not give any indications as it was
in our cases and may be detected by diagnostic procedures. Initial
investigation in woman with MRKH syndrome with leiomyoma is
radiologic modalities like ultrasonography, computed tomography
and magnetic resonance imaging. However, laparoscopic evaluation
is more accurate to evaluate the pelvic pathologies. Also, laparoscopy
can be used as a method of diagnosis and treatment when a pelvic
mass is detected in patients with MRKH syndrome. The surgical
treatment of leiomyoma can be done by laparoscopy or laparotomy.
In the literature, Tsin et al. have first reported the successful

laparoscopic management of the 8.5 cm size leiomyoma uterine with
MRKH syndrome. Laparoscopy have several advantages compared
to laparotomy [13]. The major advantages of laparoscopic surgery
are that it provides adequate visualization of the entire abdominal
cavity and localization of pathology. And also this methods reduced
morbidity, smaller, cosmetically acceptable wounds leads to early
recovery. In our case, laparoscopic surgery was done sucessfully and
best clinical outcomes were obtained.

In conclusion, lelomyoma may, albeit rarely, develop from uterine
remnant, so it must be borne in mind thatleiomyoma may be included
in the differential diagnosis of patients with MRKH presenting with a
pelvic mass. And also we suggested that laparoscopy can be used for
the diagnosis and treatment of this disease.
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