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ABSTRACT

Case Report

Ectopic Ureter Causing Hydrometra
in a Case of Cervical Dysgenesis with

Vaginal Agenesis
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Cervical agenesis or dysgenesis is the defect of vertical fusion of the mullerian duct and the urogenital sinus. The reported incidence
is 0.01% in general population. Up to 53% of patients with mullerian agenesis have concomitant congenital malformations and
hence these patients should be thoroughly evaluated for the same. We report a case of cervical dysgenesis with ectopically located
right ureter in the uterus. This patient had cervical obstruction with absent vagina. Conservative surgical approach was adopted.
Cervical reconstruction with cervicovaginal anastomosis with the neovagina was done. The ectopically located ureter was cut and
reimplanted into the bladder. Hence in patients with cervical agenesis or dysgenesis radicle approach like hysterectomy should be
adopted only in case of failure of conservative surgery. Thus giving the patient a chance for healthy reproductive life and prevent

premature ovarian failure.

CASE REPORT

The present case report is about a 10-year-old prepubertal girl,
deaf and dumb since birth with diminished vision. According to the
mother of the child she had on and off noncyclical abdominal pain
for last six months. She was investigated for the same at a private
hospital. Computed tomography scan with contrast showed
distended uterus cervix and vagina with possibility of ectopic
ureteral opening into the vagina on right side. She was referred
at our institute, with a diagnosis of hematocolpos with query right
ectopic ureter.

On local examination secondary sexual characteristics showed
thelarche Grade Il and pubarche Grade Il. Genital examination
showed blind vagina. Per rectal examination revealed a cystic bulge
pressing on the rectum. Case was discussed with urologist and
a multidisciplinary approach was adopted. Investigation showed
haemoglobin 10.4 gm/dL, serum creatinine 0.47 mg/dL, urine
routine microscopy was normal and other blood investigations
were within normal limits. A multidisciplinary approach was adopted
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along with an urologist and plastic surgeon, vaginoplasty along with
neocervix creation with ureteric reimplantation was planned.

Patient and her parents were duly counselled regarding the surgical
method and possible complication. Mcindoe vaginoplasty was done
for vaginal agenesis [Table/Fig-1].

Laparotomy was performed. Intraoperative finding revealed right
side ectopic ureter opening into the cervix posteriorly [Table/Fig-2].
Uterus was enlarged with a second bulge of the partially canalised
cervix giving a dumble shaped appearance [Table/Fig-3]. Thus, the
diagnosis of cervical dysgenesis with obstructed cervix along with
vaginal agenesis and ectopic right ureter was confirmed.

Stab incision was given on the anterior wall of the uterus and clear
urine was drained out. Hysteroscopy was performed through the
incision, which showed cervical dysgenesis with cervical outlet
obstruction. A cruciate incision was given on the most dependent
part of the cervix. The most distal end of the vaginal dissection
was identified and an incision was given over it. A chest tube drain

[Table/Fig-1]: Vaginal space dissection with median raphe and after cutting median raphe.

[Table/Fig-2]: Right side ectopic ureter opening into the cervix posteriorly after reflecting retroperitoneum.
[Table/Fig-3]: Enlarged uterus with a second bulge of the partially canalised cervix giving dumble shaped appearance.
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was cut and passed through the uterine incision into the vaginal
space. Cruciate incision was sutured with the vagina to form the
cervicovaginal anastomosis. The tube was fixed to the posterior
wall of uterus. Mould with the graft was placed in the vagina and
fixed. This was followed by uretetic reimplantation into the bladder.
Intraoperative double J stenting was done.

She was kept nil per mouth postoperatively for eight days. On
postoperative day 8, mould change was done under short general
anaesthesia. Vaginoscopy with 2.9 mm hysteroscope showed the
graft was well taken up. She was discharged on postoperative day
10, with advice to change the mould twice daily. The chest tube that
is fixed intrauterine was kept in situ for minimum eight months. There
was fibrosis of cervical tissue around the tube, forming neocervix
communicating with the neovagina. She is now on regular follow-
up with last follow up three months back and has adequate vaginal
space with normal renal function.

DISCUSSION

The congenital vaginal agenesis has a prevalence rate of 1 in 4000-
5000 live births while the incidence of cervical agenesis is 0.01% in
general population. It represents about 3% of all uterine anomalies [1].

In this case, the patient had cervical dysgenesis wherein the cervical
body was intact with obstruction of the cervical os with ectopically
opening ureter into the uterus. This gave the uterus dumble shaped
appearance. There was associated complete vaginal agenesis. No
case with similar presentation has been reported in the literature,
where ectopic ureter draining into the uterus is associated with
cervical and vaginal agenesis.

The urogenital system in females develops from the mullerian duct
and wolffian duct. The mullerian ducts originate at six weeks and
fuses with the sinovaginal bulb to form the uterus cervix and the
vagina. Thus upper 2/3 of vagina is formed from mullerian duct
and lower 1/3 by urogenital sinus. By fifth week the uretric bud
branch from the posterior end of the wolffian duct at the level of the
first sacral segment [2]. An appropriate ureteric bud out growth and
patterning is necessary as urinary tract malformation is the most
common associated congenital malformation.

These patients need to be evaluated thoroughly before the plan
of management is decided. Magnetic Resonance Imaging (MRI) is
the gold standard for diagnosis; however basic transabdominal or
translabial ultrasound should be done. Up to 53% of patients with
mullerian agenesis have concomitant congenital malformations and
hence these patients should be thoroughly evaluated for the same
[3]. Thorough psychosocial counselling should be done and the
secondary sexual characteristics should be evaluated. Patient should
be educated regarding the condition and the mode of management.
Fertility options like surrogacy should be explained. However, there
are cases of live births in patients of cervical agenesis [4].

For decades cervical agenesis would ultimately require hysterectomy.
However, literature has shown that there is nearly a two-fold
increased risk for ovarian failure post hysterectomy as compared
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to women with intact uteri [5]. Hence, we now have a novel
technique wherein the cervical opening is created and the cervix
is anastomosed with the neovagina. Thus hysterectomy can be
avoided giving the patient a chance for a better life and reproduction.
However, the risk of restenosis of the cervical canal on long-term
follow-up cannot be ruled out thus warranting repeat surgery. Thus
hysterectomy remains as a last resort in case of repeated episodes
of endometriosis, haematometra, and recurrent obstruction [6]. To
avoid this complication in present case we kept a tube in the uterine
cavity passing through the cervical opening into the vagina. This
tube was placed in situ till a fibrous tubular structure was formed
which epithelised to form a neocervical canal. In a long term follow-
up study of 23 patients of abbe Wharton Mclndoe vaginoplasty
most of the patients had satisfactory sexual activity with good
mucosal sensitivity [7]. It is recommended that vaginoplasty should
be deferred till the woman is physically and psychologicaly mature.
Thus adolescence is the ideal time for vaginoplasty. However, the
timing should be individualised based on the patient’s symptoms
and presentation.

In present case, patient had hydrometra, with ectopic ureter opening
into the cervix. Patient was symptomatic with abdominal pain and
distended uterus. Hence, the decision for surgery was taken at an
early age. Ureteric reimplantation was done into the bladder by
ureteroneocystotomy. Mcindoe vaginoplasty was done using split
skin graft. However, the success of the surgery depends on how
efficiently patient keeps the mould in situ.

CONCLUSION

Preservation of the uterus gives the woman a chance for a better
reproductive and a healthy life both psychologically and physically.
Hence, conservative approach with neocervix creation must be
adopted initially. However, in case of repeated failure of surgery
hysterectomy should be the last resort in these patients.
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