What does the analysis of anorectal malformations diagnosed in adolescence indicate?

While most of the patients with anorectal malformations (ARMSs) present in either neonatal
period or early infancy, a small percentage presents in their adolescence. It is believed that the
main reasons for the delay in presentation were misinformation, illiteracy, and poverty [1]. This
mainly concerns females with visible fistulas, and the conclusion about the reason for the
delayed diagnosis, although correct, is not complete. Some articles describe cases of successful
treatment of these patients, but only the article by Rawat et al. provides a documented
description of each of the 10 observations of females aged between 12 and 18 years (average
14.4 years) [1]. Among them were 5 girls with anovestibular fistula, 3 with anterior ectopic
anus, 1 with perineal canal, and 1 with rectovestibular fistula. Four (40%) girls had no problem
apart from an abnormal anal orifice and normal to mildly enlarged rectum on contrast study.
Including 3 with anovestibular fistula and one with anterior ectopic anus. Six (60%) girls had
constipation as a major additional symptom and the rectum was moderately to hugely dilated.
Six cases were managed with posterior sagittal anorectoplasty (PSARP) while an anterior
sagittal anorectoplasty (ASARP) was done in four. In a mean follow-up of 16 months (8-26),
constipation and soiling were seen in 5 (50%) girls. The authors rated this outcome as

satisfactory.

First, in three females with anovestibular fistula and one with anterior ectopic anus, fecal
continence and defecation were normal. This indicates that the anteriorly displaced anus was
elastic and of normal width and that the distal bowel had normal sensation and functioned as a
normal anal canal. These compelling data contradict the contention of Levitt and Pefia that the

distal bowel lacks sensation and should not be preserved during correction [2].

Secondly, there were 6 vestibular fistulas in total. In addition to 3 cases with a normal opening,
which were operated with ASARP, 2 cases had a narrow ectopic anus, which led to
megarectum, and they were operated with PSARP. From these data it follows that the authors
knew that in anovestibular ectopia there is an anal canal, but following unfounded
recommendations, they destroyed it, since they resected the internal anal sphincter, tearing the
rectum from the levator plates, and deprived of vascular nutrition and innervation, they brought
it down to the perineum. In one case, a rectovestibular fistula was diagnosed, which was also
operated with PSARP. Meanwhile, since 1953, based on the studies of Stephens, it has been

known that in ARM with visible fistulas (perineal and vestibular), there is always a normally



functioning anal canal, which must be preserved [3]. The detection of gas above the

pubococcygeal line only indicates that the anal canal is in a closed state (as normal) [4, 5].

Thirdly, after 16 months (8-26) after surgery, constipation and soiling were seen in 5 (50%)
girls. The authors considered that this result is satisfactory, but this is contrary to the facts. (1)
All four patients, who had no complaints before the operation, except for the ectopic anus,
developed constipation. The time elapsed after the operation is too short to definitively
determine the results, but it is known that constipation and fecal incontinence increase with
time. Danielson et al. found that the ARM-patients had an inferior outcome (P<0.05) for all
incontinence parameters, 8 of 10 parameters for constipation, 2 of 6 for urogenital function and
7 of 13 quality of life parameters. Patients with rectobulbar and vestibular fistulas had the worst
statistical outcome [6]. (2). None of the 10 patients had fecal incontinence before surgery. Four
of the six patients had no constipation after PSARP, but the table does not show the follow-up

results. It is obvious that destruction of the anal canal inevitably leads to fecal incontinence.

Fourthly, the cutback procedure, in contrast to the pull-through operation, entirely preserves
the anal canal. As indicated by the outcomes of this procedure, intersecting the subcutaneous
segment of the EAS never results in fecal incontinence. The objective of this operation is to
incise the rigid ring to establish regular defecation. As noted by Nixon, “The simple cutback is
all that is necessary to enlarge the imperfect anus adequately for functional use [7,8,9]. This
procedure yielded positive functional outcomes in both male and female children with perineal
and vestibular fistulas. For instance, Browne wrote, “Once it is understood that the vaginal
opening is a true anus, complete with nerve and muscle sphincter mechanisms, albeit misplaced
and often stenotic, treatment becomes more manageable and successful”. If the opening is
situated deep within the vaginal orifice, a backward transplantation can be conducted,
preferably between ages 5 to 7 years” [10]. The theoretical rationale for modifying the cutback

procedure may be useful to relocate the newly created anus to its normal location [4].

An analysis of ARM cases diagnosed in adolescence has shown that one of the reasons for the
late presentation of patients for medical care was the absence of complaints. This was due to
the wide and elastic ectopic anus and the presence of a normally functioning anal canal.
Therefore, they did not have constipation and fecal incontinence. In other studies, the presence
of a normally functioning anal canal was proven by radiographic [4,5,11] and manometric

[5,12] studies (Figure 1).



Figure 1. Lateral radiographs of the anorectum in patients with ARMs with visible fistulas. (a-
b). Images of the same child taken at various times. (a). A catheter was inserted through the
vestibular fistula into the rectum to enter contrast substance into the intestine. At rest, the anal
canal is contracted around the catheter. (b). During a follow-up examination, an attempt to
defecate resulted in a wide opening of the anal canal. The distance between the marker in the
anal dimple and the wall of the open anal canal is 4 mm. It is equal to the thickness of the skin
and subcutaneous tissue. (¢). During the administration of barium through the endotracheal
tube the relaxation of the IAS occurred, allowing barium to enter the upper part of the anal
canal, in front of the rectal tube. This was accompanied by a drop in rectal pressure, which was
measured by a balloon connected to a pressure gauge [13]. At this moment, the posterior wall
of the anal canal is pressed against the rectal tube by the contraction of the PRM, which together

with external anal sphincter closes the anal canal.

As shown above, preservation of the anal canal leads to significantly better results than pull-
through surgery, regardless of the approach. This is evidenced by the statement of the European
consortium: - “According to present knowledge, the “fistula” in ARM represents an ectopic
anal canal and should be preserved as far as possible to improve the chance for fecal

continence” [14].

Currently, all surgical methods of treating ARM are based on Pefa's unfounded assertion that
there is no anal canal in ARM, which results in the destruction of the normally functioning
anal canal with severe complications for the rest of life (constipation, fecal incontinence,
urological and sexual problems). The only scientific justification for the removal of the so-
called "rectal sac or fistula" was the absence of the intermuscular nerve plexus in its wall

[15]. However, this fact is another confirmation that the so-called fistula is an anal canal.



Since in the anal canal, unlike other parts of the digestive system, there are no or only

isolated nerve ganglia [16,17,18,19].

Pefia trained a generation of pediatric surgeons who disdain scientific evidence. They still cite
Pefia's experience, which consisted of numerous articles where he broadcast his experience.
The result of the destruction of pediatric colorectal surgery is evident in the recently published
article by Munyali et al [20]. The article consists of two parts. The authors' description of the
cases does not contain characteristics of the stool, displaced anus, and rectum. There are no
numbers. After sagittal anorectoplasty according to Pena and dilatations using Hehar candles
fecal continence, assessed according to the Hassink criteria, was normal [20]. The article has
no scientific or practical content. It was published to demonstrate successful healing after
PSARP. However, firstly, there are no Hassink criteria for determining the quality of fecal
continence in literature. Secondly, this conclusion is fundamentally false, especially since such
patients often experience constipation, which is not mentioned at all. The second part
(Discussion) was written by an anonymous reviewer, who described the current dead-end state

of colorectal surgery.

Conclusion. The Pefia heirs have never debated the existence of the anal canal. They hold
pediatric surgeons and patient’s hostage because they fear responsibility for the destruction of
the anal canal. Therefore, they control the publication of articles and do not allow dissent.
Sending questionnaires to former patients in which patients and their parents claim that they
are happy with life despite fecal incontinence, severe constipation, sexual problems is a dead
end. The work of the American Pediatric Surgical Association, who report in an article on
almost gender equality among pediatric surgeons, is a dead end. I call on pediatric surgeons to

verify the accuracy of my evidence and publish it to return science to pediatric colorectal

surgery.
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