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ABSTRACT: A congenital recto-vaginal fistula is a high type of ARM characterized by the abnormal
connection of the rectum to the vagina. High type anorectal malformations (ARM) are extremely rare
variants in the spectrum of anorectal deformities. Delayed presentation of a patient with high
anorectal malformation is rare. The unusually rare and late presentation of this case highlights the
need to generate awareness of the general population, the medical fraternity about common
congenital anomalies and the need for efficient referral system to a tertiary centre.
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INTRODUCTION: Anorectal malformation (ARM) displays a wide range of severity from imperforate
anal membrane to complete caudal regression.l!l Embryologically, the caudal end of the hindgut
dilates to form the cloaca. By six weeks of gestation, the urorectal septum moves caudally to divide
the cloaca into the anterior urogenital sinus and the posterior anorectal canal. Failure of this septum
to form results in a fistula between the bowel and urinary tract (in boys) or the vagina (in girls).[2l A
majority of patients with ARM present immediately after birth.[3] In developing countries like India,
where a significant number of births are home deliveries, poverty and illiteracy contribute to a
significant number of patients with ARM present to a referral center later during infancy or even late
childhood.

CASE REPORT: A 7 months old female baby from a low socio-economic background residing in
Churrachanpur, Manipur, India was brought to us by her parents with the complaints of absent anal
opening and passage of flatus and faeces through the vagina. The baby was a full term, vaginal home
delivery and was exclusively on breast feeds since birth. On examination, the child is afebrile, active,
alert, well-nourished and weight 9kgs. Her development milestones were normal for her age. Her
abdomen was soft but distended. She had an associated mild ventricular septal defect.

Routine blood investigations were all normal. Chest X ray (PAV) showed normal study, X-ray
spine and Ultrasound whole abdomen did not reveal any associated anomalies. 2D echocardiography
shows ventricular septal defect with LVEF of 56%.

In view of the abdominal distension, an ascending loop colostomy was done as the initial
procedure. A distal colostogram before the definitive repair showed normal calibre distal colon and
the presence of a fistulous tract from the rectum to the upper end of the posterior vaginal wall.as
shown in Fig. 1.
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Fig. 1: Distal Cologram showing the distal colon opening into upper end
of the vagina suggestive of a high type ARM (Recto-vaginal fistula).

The post-operative period after the first stage procedure was uneventful. Patient was
discharged after the 7th post-operative day. The parents were advised to report after twelve weeks
for the second stage procedure but they reported only sixth months later. Since there was a good
bowel decompression through the stoma, the second stage posterior sagittal anorectoplasty (PSARP)
was performed. Intra-operatively, a large recto-vaginal fistula was found as shown in Fig. 2. Fig. 3
shows the creation of a new anal opening and the completion of PSARP. The post-operative period
was uneventful. Two weeks after PSARP, the baby was started on an anal dilatation regime. The same
was taught to both the parents so that they continue doing that at home on discharge. The patient
was then discharged on the 10th post-operative day. Six weeks after PSARP, the stoma was closed. All
the surgical procedures were uneventful and at present the patient is doing well and is on regular
follow-up.

Fig. 2: Intra-operative photograph showing
alarge recto-vaginal fistula during PSARP
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Fig. 3: Intraoperative photograph showing creation of
a new anal opening and the completion of PSARP

DISCUSSION: In developed countries, delayed presentation of uncorrected ARM is an uncommon
event because of routine neonatal examination before discharge from hospitals. In developing
countries like India, a large number of births are home deliveries, assisted by untrained or non-
medical persons.l*l Therefore, ARMs may be missed at birth and initial presentation may be during
infancy or even later in childhood, especially if there is no acute intestinal obstruction or associated
congenital malformations.

Congenital H-type recto-vaginal fistulas are extremely rare entities in the spectrum of
anorectal malformations constituting 0.7% of the malformations seen in females.[5! Since the first
description by Bryndorf and Madsen in 1960,61 very few cases have been documented in the
literature mostly a recto-vestibular fistula but not a recto-vaginal fistula.

A study by Kim HL et al noticed!”! that all patients with delayed diagnosis had low type ARM.
In previously published literature, most of the patients of ARM with delayed diagnosis were female
patients with vestibular fistulas or male patients who had low type ARM. However, this was not the
case in our patient who presented with a high type ARM.

Delay in diagnosis of ARM may lead to early complications like abdominal distension,
vomiting, dehydration, intestinal perforation, respiratory distress, sepsis and even death(8 Late
complications like megarectum, megacolon require decompression in the form of a stoma and may
cause poor functional outcome of the definitive repair.[109] The absence of the symptoms in our patient
despite high type of ARM is attributed to the large fistulous communication between the rectum and
the vagina.

CONCLUSION: Delayed presentation of a patient with high type ARM is rare. This case is unusually
rare because it is perharps the first case in literature presenting late at 7 months in a female child
with a high type ARM (recto- vaginal fistula) with imperforate anus and associated cardiac anomaly
(ventricular septal defect). The other case mentioned in the literature is of a 9 years old girl with
large recto-vaginal fistula and a normal anal opening passing stool both from the vagina and anus
with no other associated anomaly.[11]
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This case highlights the fact that even with late presentation of high type ARM (recto-vaginal
fistula in our case) the three stage operative procedure is feasible which is why we first did a

diversion colostomy followed by the second stage definitive repair, i.e, the PSARP operation and the
third stage colostomy closure. This case also highlights the fact that educating and creating
awareness to the general population about common congenital anomalies should be taken as a
priority by health care providers especially in remote villages of India where literacy level is at its
lowest point. The traditional birth attendant or ‘dais’ who conduct home deliveries should also be
trained to recognise congenital anomalies which can go a long way in early diagnosis and
management of such cases.
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