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PRENATAL	DIAGNOSIS:	polyhydramnios,	suspicion	of	esophageal	
atresia

38	weeks
Birth	weight:	2070	g

At	birth:
- Esophageal	atresia	

with	no	distal	fistula

- Anorectal	malformation	
(evidence	of	meconium
in	urine)
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SCREENING	FOR	ASSOCIATED	ANOMALIES:

- Supernumerary lumbar vertebra

- Sacral ratio:	AP	1,	LL	0.95

- Tethered cord

- Right	kidney agenesis

- No	cardiac abnormalities

Case	Presentation



What would you do	as a	first	operation?

1.	Tracheoscopy,	gastrostomy,	and	colostomy	

2.	Tracheoscopy,	esophageal	atresia	repair,	and	colostomy

3.	Tracheoscopy,	gastrostomy,	and	anorectal	malformation	repair

4.	Tracheoscopy,	esophageal	atresia	repair,	and	anorectal	
malformation	repair

5.	Manage	the	esophageal	atresia	only

6.	Manage	the	ARM	only
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Treatment	of	Esophageal Atresia	and	ARM

SURGERY:	1° day of	life

ü Tracheoscopy:	proximal tracheo-esophageal fistula

ü Laparotomy for gastrostomy

At	laparotomy a	recto-prostatic fistula	was found and	a	primary
repair of	the	anorectal malformation--combining abdominal and	
perineal approach--was performed
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POST-OP:

-Minimal	dehiscence of the	posterior perineal body,	managed
conservatively

-Mild rectal prolapse (right	>	left)

He underwent a	dilation program reaching Hegar size 12
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1	month of life:

SURGERY

Thoracoscopic ligation of the	proximal tracheo-esophageal fistula

The	esophageal stumps were too distal to achieve anastomosis,	so	
a	cervical esophagostomy was opened
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The	patient was discharged

He	currently is 5	months old

- Tolerating feedings via	gastrostomy
- Oral stimulation
- 2-3	bowel movements/day
- The	prolapse improved,	currently minimal	right	hemiprolapse

We	are	planning	to	perform	an	endoscopic	evaluation	of	the	gap	
between	the	two	esophageal	stumps	to	plan	the	next	surgical	step.
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How	do	you manage long-gap	esophageal atresia	in	patients with	
ARM?

1. Gastric	pull-up

2.	Jejunal	interposition

3.	Colonic	interposition

4.		Other
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The	three-stage	surgical	correction	of	ARM	with	recto-urinary	
fistula	(colostomy,	PSARP,	and	colostomy	closure)	has	been	known	
to	be	the	most	effective	approach	in	preventing	complications

The	colostomy	allows	to	perform	the	distal	colostogram,	thus	
helping	to	define	the	anatomy	of	the	malformation
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However primary repair represents an attractive choice:

-reduces	the	number	of	operations	(from	3	to	1)

-avoids	colostomy;	thus,	it	reduces	the	familiar	discomfort	in	terms	
of	management,	psychological	and	economic	burdens

-allows	the	early	passage	of	stools,	with	a	theoretical	early	
establishment	of	the	brain-defecation	reflex

-avoids	continued	urinary	tract	contamination	through	the	fistula
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In	addition,	in	patients with	associated long-gap	esophageal
atresia….

..the	primary repair of	the	ARM	leaves an intact colon	that might
be considered as an option for esophageal replacement
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Primary repair of recto-urinary fistula should be performed only
by expert	surgeons with adequate skills

In	primary repair,	the	combination of	abdominal and	perineal
approach seems to	be	more	effective to	prevent complications,	
because it allows the	bowel to	decompress with	enterotomy and	
to	follow the	rectum to	the	fistula

Further	studies	are	needed	to	evaluate	if	the	incidence	of	surgical	
and	functional	complications	is	similar	to	the	traditional
staged	management
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Thank you


