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ABSTRACT: Anorectal malformation (ARM), one of the most common congenital defects, may 

present in a male child with a wide clinical spectrum of defects. These defects range from very 

minor and easily treatable ones with an excellent functional prognosis, to those that are complex, 

difficult to manage, often associated with other anomalies, and having a poor functional 

prognosis. Almost all patients present within first few days of life, delayed presentation being a 

rare entity. Single perineal orifice in a male child with delayed presentation is rarest encounter to 

the surgeon. The main concerns in correcting such anomalies are bowel and urinary control, and 

sexual function. With early diagnosis, management of associated anomalies and efficient 

meticulous surgical repair outcomes can be rewarding. 
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INTRODUCTION: Anorectal malformation (ARM) is one of the most common congenital defects 

having an incidence of between one per 1500 and one per 5000 live births.[1,2] This anomaly is 

characterized by an absent anal opening: the rectum may either communicate with the urinary 

tract by a fistula or may end blindly. ARM may present with a wide spectrum of defects, ranging 

from relatively low malformations to very complex high defects.[2] These are usually diagnosed at 

birth. If not, almost all male patients present at or within the first few days of birth with 

obstructive symptoms because of absent or narrow fistula. We present a rare case of single 

perineal orifice in a male child with exceptional delayed presentation at the age of eight months. 

 

CASE PRESENTATION: An eight-month-old baby boy of Indian origin and nationality presented 

to us with absent anal opening, maldeveloped genitalia- anteposed scrotum and unfused scrotal 

halves (Fig 1). Both testicles were palpable at the base of scrotal folds. Baby also had perineal 

hypospadias with passage of urine, faeces, flatus all through this single hypospadiatic perineal 

opening since birth without any problem (Fig 2). On examination, his abdomen was soft. He was 

also passing clear urine intermittently. No other anomalies were noticed. Blood investigations 

were unremarkable. The babygram revealed no bony abnormality. Bowel gas was seen up to the 

pelvis. Abdominal ultrasound showed narrowing of anal canal with distended rectum suggestive 

of ARM with right ectopic kidney. Under general anaesthesia, cystoscopy was performed which 

showed fistulous opening about 2mm inside from the external orifice communicating between 

urethra and rectum. (Fig 3) 

Diversion loop colostomy was done as a first stage procedure and posterosagittal 

anorectoplasty (PSARP) was planned in the next setting. The post-operative period was 

uneventful and the patient was discharged in a satisfactory condition. The bad financial 
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conditions and lack of knowledge of the family led to the delayed presentation of the child to a 

specialist. 

 

DISCUSSION: As mentioned previously, male patients with ARM usually present within the first 

few days of life due to the presence of a narrow fistulous communication between the rectum 

and the urinary tract, which does not allow the bowel to decompress. Although the diagnosis of 

ARM is made at birth, [3] the situation in our country is strikingly different, where a large number 

of deliveries take place at home. This may cause a delay in diagnosis as perineal examination is 

not a routine in the countryside. The delay in diagnosing this condition may even lead to 

death.[4,5]   

A (long-term) study noticed[3] that all patients with delayed diagnosis had low type ARM. 

However, this was not the case in our patient. The absence of the symptoms despite intermediate 

type of ARM is attributed to the wide fistulous communication between the rectum and the 

urinary tract. Our case is exceptionally rare. It is probably the first case of single perineal orifice 

being reported with such a delayed presentation at the age of eight months, the previous case 

being presented at 45 days of life.[6] 

 

CONCLUSION: This is an extremely uncommon case of a patient with high ARM in respect of 

the anatomy of malformation and the time of presentation. Patient underwent diversion loop 

colostomy as first stage procedure and posterosagittal anorectoplasty (PSARP) was planned in the 

next setting. This case also highlights the impact of financial condition, which can hinder a patient 

to seek treatment in a developing nation like India. 
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Fig. 1: Maldeveloped external 

genitalia with anteposed scrotum 

Fig. 2: Single hypospadiatic 

perineal opening 
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Fig. 3: Pictoral representation of the anomaly 


