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1in 2500-3000 live births
There is a slight male preponderance of 1.26:1

The risk for a second child with EA/TEF among parents of one affected child
is 0.5-2%, increasing to 20% when more than one child is affected

The empirical risk of an affected child born to an affected personis 3-4%

Resp bud/ laryngotracheal diverticulum (ventrally) which will invaginate into the mesenchyme
the foregut starts to differentiate into:

Esophageal bud (dorsall
At 4th week of gestation: phag ( y)

Formation of lateral tracheoesophageal folds that fuse in the midline and
Embryology create the tracheoesophageal septum.

Incomplete fusion of the folds results in a defective tracheoesophageal

At 6-7 weeks of gestation the separation between trachea and esophagus is completed septum and abnormal connection between the trachea and esophagus

Prolonged use of contraceptive pills
Progesterone and estrogen exposure
Maternal diabetes

Environmental factors: Maternal phenylketonuria
use of methimazole in early pregnancy
Thalidomide exposure
Fetal alcohol syndrome

Chromosomal anomalies are found in 6-10% of the patients (trisomy 18,21)

MYCN haploinsufficiency in Feingold syndrome

. .. Genetic: CHp7 in CHARGE syndrome
Association
SOXZ in the anophthalmia-esophageal-genital (AEG)
Cardiac (13-34%)
Vertebral (6-21%)
VACTERL association: Limb (5-19%)
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Renal (5-14%)

Esophageal Atresia/ Assoclatedanomalies: Coloboma
Tracheoesophageal Fistula Heart defects

Atresia of the choanae

4a | CHARGE association:
B, developmental Retardation

Genital hypoplasia

Ear defect
EA + distal TEF Most common
Pure EA (no fistula)
EA + proximal TEF . R
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Antenatally Fetal US:
Pouch sign
. . Associated cardiac/renal anomalies
Diagnosis
Drooling of saliva
Postnatally: respiratory distress
Confirm with Insertion of NG/OG and CXR +/- upper contrast study (coiling of tube at
upper pouch [T2-T4 level)
Confirm the diagnose
Its not an emergency procedure Resuscitate
Rule out associated anomalies
NPO
NG/OG on continuous suction
Pre operative management: IV access + IVF
Management Upright position and on the side

If in respiratory distress: endotracheal intubation (gentle ventilation)
Open (Thoracotomy)
Fistula ligation and primary anastomosis +- bronchoscopy
MIS (Thoracoscopy)
Anastomotic Stricture (17-60%)
Surgery Anastomotic Leaks (3.5-17%)
Recurrent Tracheoesophageal Fistula (3-15%)
Tracheomalacia
Complications:
Disordered esophageal peristalsis > GERD - Barret esophagus - Cancer
Vocal Cord Dysfunction
Respiratory morbidity

Thoracotomy-related morbidity



