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ABSTRACT

This case highlights the importance of careful evaluation of girls presenting with imperforate

hymen as this is accompanied by other female reproductive tract anomalies. It is of utmost importance

that a correct timely diagnosis is made so that the right treatment can be chosen with the perspective

of future fertility. Cervical dysgenesis associated with vaginal septum and imperforate hymen has
not been reported in literature so far. Present case highlights the simple mode of management with

a successful outcome.
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INTRODUCTION

Female reproductive tract abnormalities are generally
encountered in 2% to 3% of women.' Imperforate
hymen is the most common obstructive defect, with
a reported incidence varying from 1:1000 to 1:16,000
female births. Transverse vaginal septum is rarer with
an incidence of 1:21,000 to 1:72,000 women and may
lie on the upper, middle, or lower third of the vagina
with a relative incidence of 46%, 35%, and 19%,
respectively. Both these situations causes obstruction
of the female genital tract, it becomes symptomatic
during newborn period and infancy leading to
mucocolpos, and more often after menarche resulting in
haematocolpos and haematometra. Congenital cervical
agenesis with or without vaginal agenesis is a rare
Mullerian developmental disorder that occurs in one in
every 80,000 to 100,000 births.?

CASE REPORT

An 11 years old girl reported to the department of
Pediatrics on fourth march 2012, with acute lower
abdominal pain and pain during micturition since one
day. Patient was apparently well two months back
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when she developed off and on pain in lower abdomen,
with no radiation, mild in intensity, increased during
micturition and relieved by medication. One day prior
to admission, she developed severe pain in suprapubic
and infraumbilical region with no radiation, continuous
and severe in intensity, got aggravated during
micturition and was not relieved by any medication.
General examination was within normal limits. She had
normal secondary sexual characteristic with normal
development of the breast and pubic hairs (Tanner Il
stage). On abdominal examination, lower abdominal
tenderness was present. Examination under anesthesia
revealed the hymen to be replaced by a thin membrane
like structure. On per rectal examination, vagina was
felt all through its length, a bulky, tender 6cm X 6cm
tensely cystic mass above the vagina and anterior to the
rectum was felt. A probable diagnosis of haematometra
with imperforate hymen was made and was planned
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for further investigations for definitive diagnosis. All
hematological investigations were within normal limit.
Transabdominal ultrasound revealed haematometra
and, haematosalpinx with imperforate hymen. Magnetic
Resonance Imaging (MRI) of pelvis and whole abdomen
revealed a septum at proximal aspect of vagina,
cervical dysgenesis with haematometra and right
haematosalpinx (Figure 1).

i
;|
g

|"‘~sﬂd\'

- _—- e -

Figure 1. Prior to first surgery MRI film: uterus with
haematometra, dysgenetic cervix, -which is ballooned
up, non canalization of cervical os, and a transverse
vaginal septum.

Surgery was planned. Imperforate hymen was incised,
normal canalized vagina was visualized and a transverse
vaginal septum was seen at the proximal end of vagina.
Excision of transverse vaginal septum was done. Now
a tensely cystic bluish brown uterus was seen, cervix
was not visualized. Stab incision was given in lower
part of uterus followed by dilatation by Hegar’s dilator
to reconstruct the cervix. After dilatation, a Foley’s
catheter was inserted through the opening and inflated
with 30ml normal saline which was removed on 8" post
operative day. On 9" day finger dilatation under local
anesthesia done and she was discharged on next day.
She reported to us on postoperative day 19, the patient
had again developed fusion of vaginal septum with
haematocolpos. MRI Examination showed canalized
lower vagina and a vaginal septum in upper two third
of vagina and haematocolpos (Figure 2). On day 20
she developed high grade pyrexia with rigors, she was
put on injection Imipenem. On day 21 purulent vaginal
discharge started, pyrexia subsided. Under anesthesia,
vaginal septum was again incised. Purulent material
was drained, with suction irrigation. Indwelling catheter
was introduced and the bulb was inflated. This was
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removed on post operative day four. Thorough irrigation
of vagina was done daily and vaginal pack was inserted.
Vaginal mould was inserted daily from day seven with
estrogen cream, under all aseptic precautions. There
were no post operative complications. Vagina got fully
reepithelialized within two weeks. She resumed normal
menstruation the next cycle (Figure 3).

Figure 2. First Post operative MRI film: After first
surgery showing refused vaginal septum with
pyocolpos, and formed cervix.

Figure 3. After Second Surgery MRI film: Normal
uterus and normally formed cervix, and vagina.
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DISCUSSION

During fetal development, the Mullerian ducts represent
the primordial components of the female reproductive
system. They differentiate into the fallopian tubes;
uterus, cervix, and the superior aspect of the vagina.®
The overall published data suggest a prevalence range
of uterovaginal anomalies of around 1-6%.* Cervical
agenesis has two basic anatomical types. First, the
cervix is absent with narrow lower uterine segment and
absent vagina.® The second type is cervical dysgenesis,
which is usually an obliterated cervix associated with
a vagina of normal length.® Embryologic failure of one
or more Mullerian ducts results in cervical dysgenesis.®
Further, cervical dysgenesis consists of four subtypes:
normal uterine fundus without cervix, presence of
cervical body with obstruction to the cervical os,
detached fragmented cervix with no connection to
the uterine body, and attached obliterated cervix to
the uterine body by a fibrous band of variable length
and diameter.® Transverse vaginal septum manifest
usually around the age of menarche, with cyclical
pain, of increasing intensity due to obstructed
menstruation.” Transverse vaginal septum is caused by
a defect of vertical fusion of the Mullerian ducts during
embryogenesis.® It occurs in approximately 0.1% of live
births and may be associated with other abnormalities.®

Diagnostic methods include hysterosalpingogram,
transvaginal ultrasound, computed tomography,
magnetic resonance imaging, laparoscopy, and

hysteroscopy. Hysteroscopy can detect intrauterine
adhesions and communication between the duplicated
endometrial cavities. Magnetic resonance imaging has

96-100% accuracy in classifying uterine anomalies,
while transvaginal ultrasound has 85-92%, and
hysterosalpingography has 6-55%.° Pelvic imaging
with ultrasound was usually the first imaging procedure
used due to its reproducibility and good sensitivity in
exploring congenital defects although HSG has been
the first method before the advent of ultrasound.’®'
MRI is also associated with a good sensitivity and
specificity. Currently other imaging techniques are
useful in the diagnosis of uterine anomalies. Tran’s
rectal ultrasound has been reported to help in de-fining
the pelvic anatomy, which can be especially useful in
young patients.' Finally, three-dimensional ultrasound
may be promising when conducted by experienced
operators.’”® The training of general practitioners
and sonographers should be improved to increase
the sensitivity of ultrasound examinations in general
practice because Ultrasound diagnosis can avoid the
need for laparoscopic investigation. For epethialization
of vaginal mucosa, local estrogen cream is effective,
skin graft can be avoided. Imperforate hymen is
potentially accompanied by other female reproductive
tract anomalies, suggesting a multifactorial etiology.
Treatment should be chosen with the perspective of
future fertility. This is the first case report with three
anomalies in one patient and a successful outcome in
the literature review, in Medline and Pubmed. It is an
original case report of interest to all clinical specialty
of medicine, as for example: acute abdomen will be
encountered in General Surgery, Gastroenterology,
General Medicine, Pediatrics, Gynecology so it has a
broader clinical impact across more than one area of
medicine.
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