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CLINICAL IMAGE

Perineal Groove with Neural Tube Defect: A Rarer Finding
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A 5-day-old female baby born at 34 weeks of gestation, 
birth weight 2.6 kg, was brought to us with complain 
of lower back midline swelling since birth. On exam-
ination, the baby had lumbosacral myelomeningocele 
(MMC) and a mucosa-lined perineal groove (Figure 1). 
Anal index calculated was 0.34 and no neurogenic 
bowel or bladder component. The baby underwent 
excision and repair of MMC and perineal groove was 
left as such to epithelize.

The perineal grove is a very rare type of anorectal 
malformation with unknown incidence. It was first 
described by Stephens in 1968 [1]. The etiopathogen-
esis of this rare anomaly remains largely illusive. Var-
ious theories postulated are the developmental defect 
of urorectal septum [2]; failure of fusion of medial gen-
ital folds in midline [1]. The histologic examinations 
of resected specimens have revealed simple columnar 
or stratified columnar or cuboidal epithelium of a rec-
tal type mucosa to a non-keratinized stratified squa-
mous epithelium [1,3]. This congenital anomaly has 
tendency of self-epithelialization, usually by 1–2 years 
of age, and surgery is reserved mainly for cosmetic 
grounds.

The perineal groove may be misdiagnosed as inflam-
mation, dermatitis, injury, etc. It is imperative to rec-
ognize this anomaly at birth for appropriate parental 
counseling and to prevent untoward surgery or med-
cal management.

REFERENCES

	 1.	 Stephens FD. The female anus, perineum and ves-
tibule. Embryogenesis and deformities. Aust N Z J 
Obstet Gynaecol 1968;8:55-73.

	 2.	 Stephens FD. Embryology of the cloaca and embryo-
genesis of anorectal malformations. Birth Defects Orig 
Artic Ser 1988;24:177-209.

	 3.	 Bass LM, Wershil BK. Anatomy, histology, embryology 
and developmental anomalies of the small and large 
intestine. In: Feldman M, Friedman LS, Brandt LJ, edi-
tors. Sleisenger and Fordtran’s Gastrointestinal and 
Liver Disease. 10th ed. Philadelphia, PA: Saunders, Else-
vier Inc.; 2016. p. 1649-78.

Correspondence*: Dr. Yogesh Kumar Sarin, Department of Pediatric Surgery, Lok Nayak Hospital, MAMC, New Delhi, India.
E-mail: yksarin@gmail.com	 © 2018, Kumar and Sarin
Submitted: 11-03-2018		  Accepted: 18-03-2018
Conflict of interest: None	 Source of Support: Nil

Figure 1: LS myelomeningocele with perineal groove showing 
midline mucosal defect connecting anus to vestibule


