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INTRODUCTION 

 
ERNICA is the European Reference Network for Rare Inherited Congenital Anomalies. This is a network of experts from hospitals 

across Europe that are specialised in the care of rare inherited congenital anomalies. Patient groups from across Europe are also 

involved. The aim of the network is to share disease-specific knowledge and expertise to ultimately improve the care of patients. 

More information about ERNICA can be found on the ERNICA website.  

 

Esophageal Atresia (EA) is a rare birth defect where a part of the esophagus, the tube connecting the mouth to the stomach, is 

missing. Esophagael Atresia is an area of focus for ERNICA. 

 

In 2019, a second ERNICA consensus conference took place. The aim of this conference was to establish consensus on the 
Perioperative, Surgical and Long-term Management of Patients with Long-gap Esophageal Atresia, by reviewing the latest scientific 
evidence and considering expert opinion.  
 
24 ERNICA representatives attended from 9 European countries, including pediatric surgeons, pediatric gastroenterologists, a 

neonatologist, a pulmonologist, a methodologist and patient representatives. An anonymous online voting process took place and 

consensus was reached on 90 out of 99 items (91%). A scientific paper which reports the findings was published in The European 

Journal of Pediatric Surgery in 2020.  

 

This document seeks to summarise the outcome of the consensus conference for patients and families. The consensus statements 

are listed in their relevant sections and it is noted whether consensus was reached, or not.  

 

       +      = means 75% + of the experts/attendees involved agreed with the statement 

- = means that the experts/attendees disagreed with this statement (less than 75% agreed) 

 

Additional explanations for patients and parents are also provided for items that are considered particularly important to 

understand.  

 

TOFS (Tracheo-Oesophageal Fistula Support) is a UK-based charity dedicated to improving the lives of people born with Esophageal 

Atresia and tracheoesophageal fistula (and their carers). Tracheoesophageal fistula is when a child is born with an abnormal 

connection between the trachea (also known as the ‘windpipe’) and the esophagus. Most children born with tracheoesophageal 

fistula also have Esophageal Atresia. TOFS has developed a glossary of terms which you might find useful to look to alongside this 

document. This glossary is available in various languages. Note: As a UK-based charity, TOFS uses English spellings for its (English) 

materials E.g., Esophageal Atresia is spelt → Oesophageal Atresia 

 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 
 

https://ern-ernica.eu/
https://www.thieme-connect.com/products/ejournals/abstract/10.1055/s-0040-1713932
https://tofs.org.uk/
https://tofs.org.uk/oa-tof-information/resources-for-oa-tof/useful-oa-tof-terms-in-various-languages/
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Note: The contents of this document are based on a translation of the summary developed by KEKS, the German Esophageal Atresia 
Patient Support Group in 2019. You can access the German version via their website:  https://www.keks.org/keks-
hilft/projekte/ernica-leitlinien/ 
 

HOW IS ESOPHAGEAL ATRESIA (EA) DIAGNOSED AND HOW ARE OTHER 

PROBLEMS CLARIFIED AFTER BIRTH? 

 
 STATEMENT CONSENSUS/NO 

CONSENSUS 

EXPLANATIONS FOR 

PATIENTS/PARENTS 

1 
A NASOGASTRIC TUBE 10 FR OR 

LARGER (MODIFIED FOR PRETERM 

INFANTS) SHOULD BE ROUTINELY 

INSERTED AS A DIAGNOSTIC 

PROCEDURE IN CASES WITH 

SUSPECTED ESOPHAGEAL 

ATRESIA. 

+ 
IF ESOPHAGEAL ATRESIA IS SUSPECTED, A LONG, 
THIN TUBE CALLED A NASOGASTRIC TUBE IS 

PASSED THROUGH THE PATIENT’S NOSE OR 

MOUTH INTO THE ESOPHAGUS FOR FURTHER 

INVESTIGATION.  

2 
A THORACOABDOMINAL X-RAY 

SHOULD BE ROUTINELY 

PERFORMED. 
+ 

 

3 
AN ULTRASOUND OF THE 

ABDOMEN (INCLUDING 

KIDNEY/URINARY TRACT) SHOULD 

BE ROUTINELY PERFORMED 

WITHIN THE FIRST WEEK OF LIFE. 

+ 
AN ULTRASOUND OF THE KIDNEYS AND OTHER 

ABDOMINAL ORGANS SHOULD BE DONE WITHIN 

THE FIRST WEEK OF LIFE. AN ULTRASOUND IS A 

WAY OF TAKING IMAGES INSIDE THE BODY.  

 

4 
ECHOCARDIOGRAPHY SHOULD BE 

ROUTINELY PERFORMED, 
ESPECIALLY TO EXCLUDE A RIGHT 

DESCENDING AORTA. 

+ 
AN EXAMINATION OF THE HEART SHOULD BE 

DONE, IN PARTICULAR TO RULE OUT FURTHER 

MALFORMATIONS OF THE LARGE BLOOD 

VESSELS. AN EXAMINATION OF THE HEART AND 

IN PARTICULAR THE POSITION OF THE AORTA 

(THE MAIN ARTERY THAT CARRIES BLOOD AWAY 

FROM THE HEART TO THE REST OF THE BODY) IS 

VERY IMPORTANT FOR THE PLANNING OF THE 

OPERATION. 

5 
A CONTRAST STUDY OF A 

POTENTIAL UPPER ESOPHAGEAL 

POUCH SHOULD BE ROUTINELY 

PERFORMED AS A PREOPERATIVE 

DIAGNOSTIC PROCEDURE. 

 - 
THE UPPER BLIND END OF THE ESOPHAGUS 

SHOULD NOT BE EXPOSED WITH A CONTRAST 

LIQUID BECAUSE OF THE RISK OF ASPIRATION, 
WHICH IS FLUID ENTERING THE LUNGS. 

6 
GAP MEASUREMENT BY BOUGIES 

VIA THE UPPER AND LOWER 

BOUGIES/GASTROSCOPE VIA THE 

LOWER POUCH IS A VIABLE 

OPTION. 

+ 
 

7 
GAP MEASUREMENT BY 

CONTRAST STUDY (UPPER AND 

LOWER POUCHES) IS A VIABLE 

OPTION. 

 - 
THE GAP SHOULD NOT BE MEASURED WITH A 

CONTRAST LIQUID.  

8 
A BOUGIE IN THE UPPER POUCH 

AT THE TIME OF TRACHEOSCOPY 

FOR DISTIL FISTULA IS A VIABLE 

OPTION FOR GAP MEASUREMENT 

+ 
 

 

https://www.keks.org/keks-hilft/projekte/ernica-leitlinien/
https://www.keks.org/keks-hilft/projekte/ernica-leitlinien/
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WHAT IS LONG-GAP ESOPHAGEAL ATRESIA (EA)? 

 

 STATEMENT CONSENSUS/NO 

CONSENSUS 
EXPLANATIONS FOR 

PATIENTS/PARENTS 

1 
ANY ESOPHAGEAL ATRESIA 

WITHOUT AIR IN THE ABDOMEN 

SHOULD BE ASSUMED TO BE A 

LONG GAP. 

+ 
 

2 
ONLY PATIENTS WITH 

ESOPHAGEAL ATRESIA GROSS 

TYPES A AND B SHOULD BE 

CONSIDERED AS LONG GAP. 

 - 
 

3 
PATIENTS WITH A DISTAL 

TRACHEOESOPHAGEAL FISTULA 

AT THE CARINA OR BELOW 

SHOULD BE CONSIDERED AS LONG 

GAP. 

 - 
 

4 
ANY ESOPHAGEAL ATRESIA WITH 

A GAP OF THREE VERTEBRAL 

BODIES OR MORE SHOULD BE 

CONSIDERED AS LONG-GAP. 

+ 
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HOW IS ESOPHAGEAL ATRESIA (EA) TREATED SURGICALLY? 

 

  STATEMENT CONSENSUS/NO 

CONSENSUS 
EXPLANATIONS FOR 

PATIENTS/PARENTS 

A. INITIAL MANAGEMENT BEFORE RECONSTRUCTION 

1 
A REPLOGLE TUBE SHOULD BE 

ROUTINELY PLACED INTO THE 

UPPER ESOPHAGEAL POUCH TO 

ALLOW CONTINUOUS LOW-
PRESSURE SUCTION. 

+ 
A REPLOGLE TUBE IS A SPECIAL TUBE THAT IS 

PLACED THROUGH THE MOUTH OR NOSE INTO 

THE ESOPHAGUS. THROUGH THIS TUBE ALL 

FLUIDS ARE SUCKED OUT. THIS PREVENTS 

LEAKAGE INTO THE AIRWAY AND THEREFORE 

PREVENTS FLUID ENTERING THE LUNGS. A 

REPLOGLE TUBE IS DESIGNED TO EXTRACT 

SALIVA AT LOW-PRESSURE FROM THE UPPER 

ESOPHAGEAL POUCH. 

2 
GASTROSTOMY SHOULD USUALLY 

BE PERFORMED INITIALLY TO 

ALLOW ENTERAL FEEDING AND TO 

STIMULATE GROWING OF THE 

STOMACH. 

+ 
THE PLACEMENT OF A FEEDING TUBE THROUGH 

THE ABDOMINAL WALL TO THE STOMACH ALLOWS 

THE CHILD TO RECEIVE NUTRITION AND 

STIMULATES THE GROWTH OF THE STOMACH IN 

THE FIRST INSTANCE. 

3 
FORMATION OF A CERVICAL 

ESOPHAGOSTOMY SHOULD BE 

AVOIDED. 
+ 

A DIVERSION OF THE UPPER ESOPHAGEAL 

POUCH AT THE NECK (SALIVARY FISTULA) 

SHOULD BE AVOIDED. 

4 
BOUGIENAGE OF THE PROXIMAL 

AND/OR DISTAL STUMP TO ENABLE 

DELAYED PRIMARY ANASTOMOSIS 

SHOULD BE AVOIDED. 

+ 
BOUGIENAGE OR PROBING OF THE ESOPHAGEAL 

STUMP IN ORDER TO LENGTHEN IT FOR A 

PRIMARY ANASTOMOSIS SHOULD BE AVOIDED. 

5 
TRACHEOBRONCHOSCOPY UNDER 

SPONTANEOUS BREATHING 

SHOULD BE PERFORMED IN ALL 

PATIENTS. 

+ 
TRACHEOBRONCHOSCOPY (MLB) UNDER 

SPONTANEOUS BREATHING SHOULD BE 

PERFORMED IN ALL PATIENTS. 

6 
TRACHEOBRONCHOSCOPY 

SHOULD EVALUATE THE 

PRESENCE OF VOCAL CORDS, 
AIRWAY ANOMALIES (E.G., CLEFT), 
PROXIMAL/DISTAL FISTULA 

LOCATION, AND 

TRACHEOBRONCHOMALACIA. 

+ 
TRACHEOSCOPY (MLB) (ASSESSMENT OF THE 

AIRWAY) TO RULE OUT AN UPPER FISTULA OR 

OTHER MALFORMATIONS IS MANDATORY IN 

ORDER TO PREVENT AVOIDABLE DIFFICULTIES 

DURING THE OPERATION. 

7 
PARENTS SHOULD BE ROUTINELY 

INFORMED DURING COUNSELING 

ABOUT ALL DIFFERENT SURGICAL 

OPTIONS (REPLACEMENT 

STRATEGIES, LENGTHENING 

PROCEDURE, TIMING, MINIMAL 

INVASIVE, AND CONVENTIONAL 

TECHNIQUES). 

+ 
PARENTS SHOULD BE INFORMED ABOUT ALL 

POSSIBLE SURGICAL PROCEDURES, AS WELL AS 

DISCUSSING THE POSSIBILITY OF MINIMALLY 

INVASIVE SURGERY. MINIMALLY INVASIVE 

SURGERY IS SURGERY INVOLVING AS LITTLE 

INCISION INTO THE BODY AS POSSIBLE. 

8 
PARENTS SHOULD BE ABLE TO 

REQUEST A SECOND OPINION AND 

MADE AWARE OF PATIENT 

SUPPORT ORGANISATIONS. 

+ 
PARENTS SHOULD BE GIVEN THE OPPORTUNITY 

FOR A SECOND OPINION, AND SHOULD ALSO BE 

ENCOURAGED TO CONTACT THE APPROPRIATE 

PATIENT SUPPORT GROUP. 

9 
PAIN ASSESSMENT AND 

MANAGEMENT PROTOCOLS 

SHOULD BE APPLIED. 
+ 

PAIN ASSESSMENT AND PAIN MANAGEMENT 

PROTOCOLS SHOULD BE APPLIED. 

10 
PARENTAL INVOLVEMENT AND 

TRAINING ARE AN ESSENTIAL 

INTEGRAL PART OF CARE. 
+ 

INVOLVING AND TRAINING PARENTS IN CARING 

FOR CHILDREN IS AN IMPORTANT PART OF 

TREATMENT. 

11 
EARLY ORAL STIMULATION, 
INCLUDING SENSORY 

STIMULATION AND SHAM FEEDING, 
IS REQUIRED TO PREVENT 

ABNORMAL ORAL FEEDING 

BEHAVIOUR, ESPECIALLY IN THE 

CASE OF DELAYED ANASTOMOSIS. 

+ 
EARLY ORAL STIMULATION AND SHAM FEEDING 

ARE NECESSARY TO AVOID FEEDING DISORDERS, 
ESPECIALLY IN THE CASE OF DELAYED 

ANASTOMOSIS. 
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12 
SHAM FEEDING SHOULD BE 

PERFORMED AS SOON AS 

POSSIBLE, INCLUDING WHEN A 

REPLOGLE TUBE IS IN PLACE. 

+ 
SHAM FEEDING SHOULD BEGIN AS EARLY AS 

POSSIBLE, EVEN IF A REPLOGLE TUBE IS IN PLACE. 
ADVICE SHOULD BE TAKEN FROM THE LOCAL 

TEAM IF ANY CHOKING OR BREATHING PROBLEMS 

ARISE. 

13 
PROFESSIONAL NUTRITIONAL 

ASSESSMENT AND SUPPORT ARE 

MANDATORY TO PREVENT 

UNDERNUTRITION. 

+ 
PROFESSIONAL ADVICE ON NUTRITION IS 

ESSENTIAL TO AVOID UNDER-NUTRITION. 

B. PRINCIPLE STATEMENTS ON ESOPHAGEAL RECONSTRUCTION TECHNIQUES 

14 
PRESERVING THE NATIVE 

ESOPHAGUS SHOULD BE 

PREFERRED AS INITIAL 

MANAGEMENT. 

+ 
KEEPING YOUR CHILD’S OWN ESOPHAGUS 

SHOULD INITIALLY BE THE PREFERRED SOLUTION. 

15 
DELAYED PRIMARY ANASTOMOSIS 

SHOULD BE PREFERRED. + 
IT IS THEREFORE PREFERABLE TO WAIT AND SEE 

(THE TWO ESOPHAGEAL POUCHES VERY OFTEN 

STILL GROW A LITTLE AFTER THE BIRTH). 

16 
AXIAL LENGTHENING PROCEDURE 

IS A VIABLE OPTION. + 
 

17 
THE KIMURA ADVANCEMENT 

METHOD OF LENGTHENING THE 

UPPER POUCH BY EXTRA- 

THORACIC RESITING A SPLIT 

FISTULA IS NOT RECOMMENDED. 

+ 
THE STRETCHING OF THE ESOPHAGEAL TISSUE 

WITH THE HELP OF THE ONGOING SURGICAL 

RELOCATION OF THE SALIVA FISTULA (KIMURA) IS 

NOT RECOMMENDED BECAUSE OF FREQUENT 

COMPLICATIONS. 

18 
OTHER ESOPHAGEAL 

LENGTHENING TECHNIQUES 

(FLAP, LIVADITIS CIRCULAR 

MYOTOMY, GASTRIC DIVISION) 

ARE NOT RECOMMENDED. 

+ 
 

19 
JEJUNAL INTERPOSITION IS A 

VIABLE OPTION FOR ESOPHAGEAL 

REPLACEMENT. 
+ 

 

20 
COLONIC INTERPOSITION IS A 

VIABLE OPTION FOR ESOPHAGEAL 

REPLACEMENT. 
- 

 

21 
GASTRIC TRANSPOSITION IS A 

VIABLE OPTION FOR ESOPHAGEAL 

REPLACEMENT. 
+ 

 

22 
RECONSTRUCTIVE SURGERY 

SHOULD ONLY BE PERFORMED IN 

CENTRSES WITH RECOGNISED 

EXPERTISE. 

+ 
THE RECONSTRUCTION OF THE ESOPHAGUS 

SHOULD DEFINITELY ONLY BE CARRIED OUT IN A 

DESIGNATED EXPERT CENTRE. 

C. TIMING OF ESOPHAGEAL RECONSTRUCTION 

23 
GAP ASSESSMENT SHOULD BE 

PERFORMED AT 4–6 WEEKS. + 
 

24 
DELAYED PRIMARY ANASTOMOSIS 

SHOULD BE PERFORMED AT THE 

AGE OF AROUND 2–3 MONTHS 

ALSO DEPENDING ON THE GAP 

ASSESSMENT. 

+ 
THE DELAYED ANASTOMOSIS SHOULD BE 

CARRIED OUT AFTER 2-3 MONTHS AT THE 

EARLIEST (DEPENDING ON THE DISTANCE 

BETWEEN THE ENDS [GAP DISTANCE]). 

25 
ESOPHAGEAL REPLACEMENT 

SHOULD BE PERFORMED AT THE 

AGE OF 2–3 MONTHS ALSO 

DEPENDING ON THE GAP 

ASSESSMENT 

+ 
ESOPHAGEAL REPLACEMENT SHOULD BE 

CARRIED OUT AFTER 2-3 MONTHS AT THE 

EARLIEST (DEPENDING ON THE DISTANCE 

BETWEEN THE ENDS [GAP DISTANCE]). 

26 
RECONSTRUCTION AT A VERY 

EARLY AGE IS A VIABLE OPTION 

WHEN ESOPHAGEAL 

LENGTHENING TECHNIQUE IS 

USED. 

+ 
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D. GENERAL ASPECTS OF OPERATIVE MANAGEMENT 

27 
ANTIBIOTICS SHOULD BE 

ROUTINELY ADMINISTERED 

PERIOPERATIVELY. 
+ 

 

28 
A CENTRAL VENOUS LINE SHOULD 

BE PLACED BEFORE THE 

OPERATION. 
+ 

 

29 
AN ARTERIAL LINE SHOULD BE 

PLACED BEFORE THE OPERATION. + 
 

E. DELAYED PRIMARY ANASTOMOSIS 

30 
HORIZONTAL OR VERTICAL OR U-
SHAPED (BIANCHI) APPROACHES 

(SKIN INCISION) ARE VIABLE 

APPROACHES FOR CONVENTIONAL 

THORACOTOMY. 

+ 
 

31 
MUSCLE-SPARING APPROACH IS 

THE RECOMMENDED APPROACH 

FOR CONVENTIONAL 

THORACOTOMY. 

+ 
 

32 
ENTRY THROUGH THE FOURTH 

INTERCOSTAL SPACE IS THE 

RECOMMENDED APPROACH FOR 

CONVENTIONAL THORACOTOMY 

DEPENDING ON ASSESSMENT OF 

GAP LENGTH. 

+ 
 

33 
THE EXTRAPLEURAL APPROACH IS 

THE PREFERRED APPROACH FOR 

THORACOTOMY. 
+ 

 

34 
IN CASES WITH SUSPECTED RIGHT 

DESCENDING AORTA, A RIGHT-
SIDED THORACIC APPROACH IS 

THE FIRST OPTION. 

+ 
 

35 
THE AZYGOS VEIN SHOULD BE 

PRESERVED WHENEVER 

POSSIBLE. 
+ 

 

36 
THE ESOPHAGEAL ANASTOMOSIS 

SHOULD BE PREFERABLY 

PERFORMED WITH ABSORBABLE 

SUTURES. 

+ 
 

37 
THE ESOPHAGEAL ANASTOMOSIS 

SHOULD BE PREFERABLY 

PERFORMED WITH INTERRUPTED 

SUTURES. 

+ 
 

38 
A TRANSANASTOMOTIC TUBE 

SHOULD BE ROUTINELY INSERTED. + 
 

39 
A CHEST DRAIN SHOULD BE 

ROUTINELY PLACED. - 
 

40 
THE THORACOSCOPIC APPROACH 

IS A VIABLE OPTION. + 
THORASCOPIC (MINIMALLY INVASIVE) SURGERY 

IS A POSSIBLE OPTION.THORASCOPIC SURGERY 

IS WHEN A CAMERA AND INSTRUMENTS ARE USED 

THROUGH SMALL CUTS IN THE CHEST TO 

PERFORM SURGEY (KEYHOLE SURGERY). 

41 
THE THORACOSCOPIC APPROACH 

SHOULD BE ONLY PERFORMED IF 

SUITABLE EXPERTISE IS 

AVAILABLE. 

+ 
THORASCOPIC (MINIMALLY INVASIVE) SURGERY 

SHOULD ONLY BE SOUGHT IF THE NECESSARY 

EXPERTISE IS AVAILABLE. IN ADDITION TO THE 

PEDIATRIC SURGEON, THERE SHOULD ALSO BE A 

PEDIATRIC ANAESTHETIST WITH THE 

APPROPRIATE EXPERIENCE. 
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F. LENGTHENING TECHNIQUES 

42 
THORACOSCOPIC POUCH 

MOBILISATION AND PLACEMENT 

OF TRACTION SUTURES ARE A 

NOVEL TECHNIQUE THAT SHOWS 

PROMISE, BUT SHOULD ONLY BE 

PERFORMED IN SPECIALISED 

CENTRES WITH PROSPECTIVE 

REVIEW AND REPORTING OF 

OUTCOMES. 

+ 
 

43 
OPEN POUCH MOBILISATION AND 

PLACEMENT OF TRACTION 

SUTURES ARE A VIABLE 

TECHNIQUE THAT SHOULD ONLY 

BE PERFORMED IN SPECIALISED 

CENTRES WITH PROSPECTIVE 

REVIEW AND REPORTING OF 

OUTCOMES. 

+ 
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HOW, IF NECESSARY, IS THE ESOPHAGUS REPLACED? 

 

  STATEMENT CONSENSUS/NO 

CONSENSUS 
EXPLANATIONS FOR 

PATIENTS/PARENTS 

GASTRIC TRANSPOSITION 

1 
THE ANASTOMOSIS FOR GASTRIC 

TRANSPOSITION SHOULD BE 

ROUTINELY PERFORMED ON THE 

PATIENT’S RIGHT SIDE. 

+ 
 

2 
THORACOTOMY FOR GASTRIC 

TRANSPOSITION SHOULD BE 

AVOIDED WHENEVER POSSIBLE. 
+ 

 

3 
PARTIAL GASTRIC TRANSPOSITION 

WITH INTRATHORACIC 

ANASTOMOSIS SHOULD BE 

AVOIDED. 

+ 
A PARTIAL STOMACH ‘PULL-UP’ GENERALLY 

RESULTS IN MULTIPLE COMPLICATIONS, AND IS 

THEREFORE NOT A PROVEN TREATMENT 

STRATEGY 

4 
A PYLOROPLASTY (MIKULICZ) 

SHOULD BE ROUTINELY 

PERFORMED. 
+ 

 

5 
LAPAROSCOPICALLY ASSISTED 

GASTRIC TRANSPOSITION IS A 

VIABLE OPTION. 
+ 

 

6 
A JEJUNOSTOMY SHOULD BE 

ROUTINELY PERFORMED TO 

ALLOW POSTOPERATIVE FEEDING 

UNLESS SHAM FEEDING IS WELL 

ESTABLISHED. 

+ 
A JEJUNAL TUBE SHOULD BE ROUTINELY PLACED 

SO THAT LEARNING TO EAT CAN BE SEPARATED 

FROM GROWTH/DEVELOPMENT (LESS STRESS). 

JEJUNAL INTERPOSITION 

7 
A CERVICAL ESOPHAGOSTOMY IS 

A CONTRAINDICATION FOR 

JEJUNAL INTERPOSITION. 
+  

COLONIC INTERPOSITION 

8 
THE RIGHT HEMICOLON SHOULD 

BE ROUTINELY USED IN AN 

ISOPERISTALTIC MANNER. 

+ 
 

9 
THE PREFERRED POSITION IS 

THE POSTERIOR MEDIASTINUM. +  
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HOW WILL THE CHILD BE CARED FOR AFTER THE OPERATION? 
 

 STATEMENT CONSENSUS/NO 

CONSENSUS 
EXPLANATIONS FOR 

PATIENTS/PARENTS 

1 
POSTOPERATIVE VENTILATION 

AND RELAXATION SHOULD BE 

PERFORMED FOR UP TO 5 DAYS IN 

ANASTOMOSES UNDER TENSION. 

+  

2 
ROUTINE POSTOPERATIVE 

ANTIBIOTIC PROPHYLAXIS BEYOND 

48 HRS IS NOT RECOMMENDED. 
+  

3 
A POSTOPERATIVE CONTRAST 

STUDY OF THE ESOPHAGUS 

SHOULD BE ROUTINELY 

PERFORMED BEFORE THE 

INITIATION OF ORAL FEEDING. 

-  

4 
ENTERAL FEEDING SHOULD BE 

ROUTINELY INITIATED ON THE 

SECOND POSTOPERATIVE DAY VIA 

A GASTRIC OR JEJUNAL ROUTE. 

+  

5 
A CLINICAL CHECKLIST SHOULD 

BE MADE AVAILABLE INCLUDING 

ITEMS WHICH SHOULD BE 

PERFORMED BEFORE fiRST 

DISCHARGE (E.G., ABDOMINAL 

AND RENAL ULTRASOUND, 
RESUSCITATION TRAINING FOR 

PARENTS/CAREGIVERS). 

+  

6 
RESUSCITATION TRAINING FOR 

PARENTS AND CAREGIVERS IS 

MANDATORY BEFORE DISCHARGE. 
+ 

EMERGENCY TRAINING FOR PARENTS AND 

OTHER CARERS IS ABSOLUTELY NECESSARY 

BEFORE DISCHARGE FROM THE HOSPITAL 

 

WHAT SHOULD (AT A MINIMUM) GOOD AFTERCARE LOOK LIKE? 

 

 STATEMENT CONSENSUS/NO 

CONSENSUS 
EXPLANATIONS FOR 

PATIENTS/PARENTS 

1 
THERE SHOULD BE A 

STRUCTURED SCHEDULE FOR 

LIFELONG FOLLOW-UP. 
+ 

LIFELONG STRUCTURED FOLLOW-UP CARE IS 

NECESSARY. 

2 
THERE SHOULD BE AN 

INTERDISCIPLINARY FOLLOW-UP 

PROGRAM INCLUDING SURGEONS, 
GASTROENTEROLOGISTS, 
PULMONOLOGISTS, 
OTOLARYNGOLOGISTS, NUTRITION 

COUNSELING AND OTHERS, WITH 

ONE SPECIALIST LEADING. 

+ 
THE FOLLOW-UP CARE SHOULD BE MULTI-
DISCIPLINARY, BUT REQUIRES AN EA EXPERT 

WHO PROVIDES OVERALL COORDINATION 

3 
PROTON PUMP INHIBITORS (PPIS) 

SHOULD BE USED FOR ANTACID 

PROPHYLAXIS. 
+ 

PPI (MEDICATION THAT IS SWALLOWED TO TREAT 

REFLUX) SHOULD BE GIVEN AS A PREVENTIVE 

MEASURE 
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4 
ANTACID MEDICATION SHOULD BE 

ROUTINELY ADMINISTERED TO AT 

LEAST UNTIL THE AGE OF 12 

MONTHS. 

+ 
THE PPIS SHOULD BE GIVEN ROUTINELY FOR 

THE ENTIRE FIRST YEAR OF LIFE. 

5 
ANTACID THERAPY SHOULD BE 

TAPERED AT THE END OF 

PROPHYLAXIS. 
+ 

WHEN THE INITIAL PREVENTIVE TREATMENT FOR 

REFLUX IS STOPPING THIS SHOULD BE SLOWLY 

REDUCED. 

6 
IN PATIENTS WITH SYMPTOMS, 
ANASTOMOTIC STRICTURES 

SHOULD BE DIAGNOSED BY 

CONTRAST AND/OR ENDOSCOPY. 

+ 
 

7 
ANASTOMOTIC STRICTURE 

SHOULD BE MANAGED BY 

BALLOON OR SEMIRIGID 

DILATATION. 

+ 
 

8 
THE DEFINITION OF RECURRENT 

ANASTOMOTIC STRICTURE IS 3 

ANASTOMOTIC STRICTURE 

RELAPSES REQUIRING 

DILATATION. 

+ 
A STENOSIS/STRICTURE OR NARROWING AT THE 

ANASTOMOSIS THAT REQUIRES AT LEAST THREE 

DILATATIONS IS CONSIDERED A COMPLICATED 

STENOSIS. COMPLICATED STENOSES SHOULD 

ONLY BE TREATED IN CENTRES WITH PROVEN 

EXPERTISE. 

9 
TOPICAL APPLICATION OF 

MITOMYCIN C IS A VIABLE OPTION 

IN PATIENTS WITH RECURRENT 

STRICTURES. 

+ 
 

10 
INTRALESIONAL STEROIDS ARE A 

VIABLE OPTION IN PATIENTS WITH 

RECURRENT STRICTURES. 
+ 

 

11 
STENTS ARE A VIABLE OPTION IN 

PATIENTS WITH RECURRENT 

STRICTURES, BUT SHOULD ONLY 

BE USED WITH CAUTION. 

+ 
 

12 
OUTPATIENT CLINICAL AND 

NUTRITIONAL ASSESSMENT 

SHOULD BE PERFORMED EVERY 3 

MONTHS DURING THE FIRST YEAR 

AFTER RECONSTRUCTION. 

+ 
AFTER DISCHARGE FROM THE HOSPITAL, THE 

CHILD’S NUTRITIONAL CONDITION (AND 

FEEDING/EATING DRINKING) SHOULD BE 

DISCUSSED EVERY 3 MONTHS IN THE FIRST YEAR 

OF LIFE AS PART OF A FOLLOW-UP APPOINTMENT 

13 
UPPER GI ENDOSCOPY AND/OR 

PH–IMPEDANCE-METRY SHOULD 

BE PERFORMED 1 YEAR AFTER 

RECONSTRUCTION AFTER 

TAPERING PROTON PUMP 

INHIBITORS. 

+ 
AFTER THE PPI MEDICATION HAS BEEN 

REDUCED, CONTROL EGD (ENDOSCOPY) AND / 
OR PH-IMPEDENCE STUDY ( 24HOUR REFLUX 

TESTING), SHOULD BE CARRIED OUT AT AROUND 

1 YEAR OF AGE, EVEN IF NO SYMPTOMS HAVE 

OCCURRED. A BARIUM SWALLOW DOES NOT 

REPLACE THESE CONTROLS. 

14 
OUTPATIENT CLINICAL AND 

NUTRITIONAL ASSESSMENT IS 

RECOMMENDED AT LEAST EVERY 

SECOND YEAR UNTIL TRANSITION. 

+ 
UNTIL TRANSITION (TRANSITION FROM CHILD 

TOADULT HEALTHCARE), NUTRITION AND QUALITY 

OF LIFE * SHOULD ALSO BE DISCUSSED EVERY 2 

YEARS AS PART OF THE FOLLOW-UP 

APPOINTMENT (*AGE-APPROPRIATE, BALANCED, 
ADEQUATE/APPROPRIATE). 

15 
AT LEAST TWO ADDITIONAL 

ENDOSCOPIES OF THE UPPER 

GASTROINTESTINAL TRACT 

SHOULD BE PERFORMED UNTIL 

TRANSITION. 

+ 
AT LEAST TWO OTHER ENDOSCOPIES (UNLESS 

SOME SPECIAL REASON EXISTS) SHOULD BE 

CARRIED OUT AS A CHECK-UP UNTIL ADULTHOOD. 

16 
RESPIRATORY REVIEW BY 

PULMONOLOGISTS SHOULD BE 

ROUTINELY PERFORMED FOR 

CHILDREN AND ADOLESCENTS 

ACCORDING TO A SPECIfiC 

SCHEDULE. 

+ 
LUNG FUNCTION SHOULD BE CHECKED 

ROUTINELY AND REGULARLY ACCORDING TO A 

SPECIFIC SCHEDULE. (E.G. EVERY TWO YEARS). 

17 
CONTRAST STUDY OF THE UPPER 

GASTROINTESTINAL TRACT 

SHOULD NOT BE ROUTINELY USED 

FOR MONITORING CHILDREN AND 

ADOLESCENTS ACCORDING TO A 

SPECIfiC SCHEDULE. 

+ 
A BARIUM SWALLOW IS NOT RECOMMENDED AS A 

ROUTINE CHECK UNLESS THERE ARE 

PARTICULAR SYMPTOMS. 
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18 
BRONCHOSCOPY IS 

RECOMMENDED FOR 

SYMPTOMATIC CHILDREN. 
+ 

 

19 
ADULT PATIENTS NEED 

SURVEILLANCE AS PER 

ESPGHAN GUIDELINES: (1) 

ROUTINE ENDOSCOPY EVERY 5–
10 YEARS, (2) ENDOSCOPY IF 

NEW OR WORSENING SYMPTOMS 

OCCUR, AND (3) IN PRESENCE OF 

BARRETT AS PER CONSENSUS 

RECOMMENDATIONS. 

+ 
ADULTS SHOULD HAVE AN ENDOSCOPY 

ROUTINELY EVERY 5 TO 10 YEARS EVEN 

WITHOUT SYMPTOMS. THE ESPGHAN 

GUIDELINES MUST BE OBSERVED IN THE EVENT 

OF NEW OR WORSENING SYMPTOMS AND/OR A 

DIAGNOSIS OF BARRETT’S ESOPHAGUS. 

20 
A SPECIFIC TRANSITION PROGRAM 

FOR ADOLESCENTS WITH LONG-
GAP ESOPHAGEAL ATRESIA 

SHOULD BE ORGANISED. 

+ 
A SPECIAL TRANSITION PROGRAM (TO SUPPORT 

CHIDREN MOVE TO ADULT CARE) SHOULD BE 

ORGANISED BY THE CLINIC FOR ADOLESCENTS 

WITH REPAIRED LONG-GAP EA.  

21 
QUALITY OF LIFE ASSESSMENT 

USING A VALIDATED INSTRUMENT 

SHOULD BE OFFERED DURING 

FOLLOW-UP IN CHILDREN, 
ADOLESCENTS, AND ADULT 

PATIENTS. 

+ 
AN ASSESSMENT OF QUALITY OF LIFE SHOULD BE 

OFFERED FOR CHILDREN, ADOLESCENTS AND 

ADULTS AS PART OF AFTERCARE. 

22 
SCREENING FOR DUMPING 

SYNDROME IN CHILDREN IS 

REQUIRED ESPECIALLY IN 

CHILDREN WITH MICROGASTRIA, 
OR WHEN PYLOROPLASTY OR 

ANTIREFLUX SURGERY HAS BEEN 

PERFORMED. 

+ 
AN EXAMINATION OF CHILDREN FOR DUMPING 

SYNDROME IS PARTICULARLY NECESSARY IN THE 

PRESENCE OF A MICROGASTRIA (VERY SMALL 

STOMACH), AFTER A PYLOROPLASTY (SURGICAL 

WIDENING OF THE OUTLET OF THE STOMACH)  OR 

ANTI-REFLUX SURGERY (FUNDOPLICATION). 

23 
WHEN ENDOSCOPY IS 

PERFORMED, THERE SHOULD BE 

AWARENESS OF EOSINOPHILIC 

ESOPHAGITIS, AND BIOPSIES 

SHOULD BE TAKEN ACCORDING TO 

ESPGHAN GUIDELINES. 

+ 
DURING AN ENDOSCOPY OF THE ESOPHAGUS, 
TISSUE SAMPLES KNOWN AS BIOPSIES SHOULD 

ALWAYS BE TAKEN, E.G. TO RULE OUT 

EOSINOPHILIC ESOPHAGITIS (EOE). 
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WHAT SHOULD ALWAYS BE VALID IN PRINCIPLE? 
 

  STATEMENT CONSENSUS/NO 

CONSENSUS 
EXPLANATIONS FOR 

PATIENTS/PARENTS 

1 
WHEN THE DIAGNOSIS OF LONG-
GAP ESOPHAGEAL ATRESIA IS 

CONFIRMED, THE PATIENT 

SHOULD BE REFERRED TO A 

CENTRE OF EXPERTISE IN 

ESOPHAGEAL RECONSTRUCTIVE 

SURGERY. 

+ 
A PREGNANT WOMAN SUSPECTED OF HAVING A 

BABY WITH A DIAGNOSIS OF ESOPHAGEAL 

ATRESIA SHOULD BE REFERRED TO A 

SPECIALISED CENTRE WITH THE APPROPRIATE 

NECESSARY STRUCTURE AND NUMBER OF 

CASES. 

2 
LONG-GAP ESOPHAGEAL ATRESIA 

SHOULD BE MANAGED IN CENTERS 

WITH EXPERTISE IN ESOPHAGEAL 

RECONSTRUCTIVE SURGERY, 
PREFERABLY WITH MORE THAN 

TWO CASES PER YEAR. 

+ 
A CHILD WITH LONG-GAP ESOPHAGEAL ATRESIA 

SHOULD ONLY BE TREATED IN A SPECIALISED 

CENTRE THAT HAS THE APPROPRIATE 

NECESSARY STRUCTURE AND NUMBER OF 

CASES. 

3 
WHEN LONG-GAP ESOPHAGEAL 

ATRESIA IS SUSPECTED, 
REFERRAL TO ANTENATAL 

MULTIDISCIPLINARY COUNSELING 

IN A CENTRE OF EXPERTISE 

SHOULD BE MADE. 

+ 
IF A LONG-GAP ESOPHAGEAL ATRESIA IS 

SUSPECTED, THE PARENTS-TO-BE SHOULD BE 

REFERRED TO A SPECIALISED CENTRE WITH 

PROVEN EXPERTISE FOR MULTIDISCIPLINARY 

ADVICE. SUCH CENTRES SHOULD HAVE THE 

APPROPRIATE NECESSARY STRUCTURE AND 

NUMBER OF CASES. 

4 
PARENTS OF ESOPHAGEAL 

ATRESIA PATIENTS SHOULD BE 

INFORMED ABOUT, AND 

ENCOURAGED TO CONTACT 

PARENT AND PATIENT SUPPORT 

GROUPS AS EARLY AS POSSIBLE. 

+ 
PARENTS SHOULD BE ENCOURAGED TO CONTACT 

THEIR NATIONAL (OR MOST APPROPRIATE BY 

LANGUAGE OR GEOGRAPHY) PARENT/PATIENT 

SUPPORT GROUPS AS EARLY AS POSSIBLE. 
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