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Abstract 

Epidermolysis bullosa is a genetically transmitted disorder characterized by skin blistering and scarring after minor traumatism, 

involves also internal organs that are lined with squamous epithelium. Esophageal stricture is a rare but often serious complication 

of epidermolysis bullosa causing dysphagia. We report a case of epidermolysis bullosa complicating by esophageal stricture which 

was successfully managed with endoscopic balloon dilatation without complications. This case illustrate an example of unusual but 

serious aetiology of dysphagia in children. 
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Introduction 

 

 

Epidermolysis bullosa is a genetically transmitted disorder 

characterized by skin blistering and scarring after minor 

traumatism, involves also internal organs that are lined with 

squamous epithelium such as oesophagus, bronchus and 

anus. Esophageal stricture is a rare but often serious 

complication of epidermolysis bullosa causing dysphagia. We 

report a case of epidermolysis bullosa complicating by 

esophageal stricture which was successfully managed with 

endoscopic balloon dilation. 

 

 

Patient and observation 

 

 

A 15-year-old child born of consanguineous marriage with a 

history of spontaneous blistering on friction site since early 

infancy, diagnosed as having recessive dystrophic 

epidermolysis bullosa, presented with progressive 

odynophagia and dysphagia. General examination revealed 

that the patient was poorly built and nourished with multiple 

erythematous skin eruption with skin blisters on the trunk 

upper and low limbs, there was also a marked nail dystrophy 

(Figure 1) with severe hand deformities and distal phalangeal 

atrophy (Figure 2). Except for hypoproteinemia and calcium 

deficiency, other laboratory analysis included (complete blood 

count, urea nitrogen, creatinine) showed no abnormalities. 

Esophagoscopy showed tight stricture of the upper 

oesophagus, with friable erythematous mucosa and exudates. 

A barium swallow test revealed two short stricture in the 

proximal oesophagus (Figure 3). The patient underwent 2 

sessions of endoscopic balloon dilatation at intervals of 3 

months, under scopic guidance a balloon catheter was placed 

across the stricture and carefully inflated. The interventions 

were performed without incidents. We advised the patient the 

use of oral Omeprazole and prokinetic drugs, after three 

months the evolution was favourable with disappearance of 

dysphagia and satisfactory weight gain, two years later, the 

patient is still asymptomatic. 

 

 

Discussion 

 

 

Epidermolysis bullosa is a genetically transmitted disorder 

characterized by skin blistering and scarring after minor 

traumatism, the recessive subtype (RDEB: recessive dystrophic 

epidermolysis bullosa) also named Hallopeau-Siemens is the 

most severe. It is due to the lack of expression of type VII 

collagen which is essential for dermal anchoring and may be 

complicated with oesophagus involvement with estimated risk 

at 20% [1,2]. Esophageal involvement was described for the 

first time by Stout in 1929 [3]. It results from the trauma caused 

by the passage of solid or hot foods, resulting in a cleavage 

between esophageal epithelium and lamina propria when the 

lesions heal with scarring segmental stenosis result [4]. 

Dysphagia is often the tell-tale symptom of the esophageal 

stricture and usually starts insidiously during the first decade 

of life, but cases of late-onset are possible. Dysphasia is first 

reversible when caused by bullae or webs, becomes 

permanent when the inflammatory lesions are replaced by 

permanent scars and strictures [1]. Esophageal stenosis may 

be responsible for severe dysphagia with malnutrition, 

esophagitis and inhalation pneumonia, isolated cases of 

perforation, haemorrhage and esophageal cancer 

complicating epidermolysis bullosa have been reported in the 

literature [1]. 

 

Radiographic features of esophageal lesions may be different 

according to stages of the disease and barium 

oesophagograms revealed that half of strictures occur in the 

proximal third of the oesophagus, 25% in the distal third and 

they are multiple in 25% of cases [5], prestenotic dilatation, 

ulceration and spasm may be seen [1]. Endoscopy is not 

necessary for the diagnosis, if realized it can show ulceration 

or stenosis but it has especially a therapeutic interest [4]. The 
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therapeutic management of esophageal stenosis includes: 

mixed diet, medical treatment, endoscopic dilatation and 

rarely surgical management [2]. Medical treatments reported 

in the literature include phenytoin, verapamil, corticosteroids 

and immunoglobulins [6]. Endoscopic management includes 

bougienage with the inconvenience of a longitudinal friction 

likely to traumatize the esophageal mucosa and actually. The 

method of choice for esophageal stricture is the endoscopic 

balloon dilatation, it gives satisfactory results with less 

complications [4,7]. Because of its morbidity, surgical 

treatment is limited in case of failure of the endoscopic 

methods. 

 

 

Conclusion 

 

 

Epidermolysis bullosa is an exceptional cause of dysphagia, 

endoscopic balloon dilation associated with omeprazole 

therapy was safe and effective management of the esophageal 

stricture in this disease. 
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Figures 

 

 

Figure 1: skin reddening and loss of toenails 

Figure 2: deformed fingers of the hand with distal phalangeal 

atrophy 

Figure 3: barium swallow test revealed two short stricture  

(black and red narrow) in the proximal oesophagus 

References  

 

 

1. Agha FP, Francis IR, Ellis CN. Esophageal involvement in 

epidermolysis bullosa dystrophica: clinical and 

roentgenographic manifestations. Gastrointest Radiol. 

1983;8(2):111-117. PubMed | Google Scholar 

 

2. Harmel RP. Esophageal replacement in two siblings with 

epidermolysis bullosa. J Pediatr Surg. 1986;21(2):175-176. 

PubMed | Google Scholar 

 

3. Stout PS. Recurring stricture of the esophagus due to 

epidermidolysis corrosa: the laryngoscope. 

1929;39(7):470. Google Scholar 

 

4. Azizkhan RG, Stehr W, Cohen AP, Wittkugel E, Farrell MK, 

Lucky AW et al. Esophageal strictures in children with 

recessive dystrophic epidermolysis bullosa: an 11-year 

experience with fluoroscopically guided balloon 

dilatation. J Pediatr Surg. 2006;41(1):55-60. PubMed | 

Google Scholar 

 

5. Kern IB, Eisenberg M, Willis S. Management of esophageal 

stenosis in epidermolysis bullosa dystrophica. Arch Dis 

Child. 1989;64(4):551-556. PubMed | Google Scholar 

 

6. Harman KE, Whittam LR, Wakelin SH, Black MM. Severe, 

refractory epidermolysis bullosa acquisita complicated by 

an esophageal stricture responding to intravenous 

immune globulin. Br J Dermatol. 1998;139(6):1126-1127. 

PubMed | Google Scholar 

 

https://www.clinical-medicine.panafrican-med-journal.com/content/article/1/27/full/#ref2
https://www.clinical-medicine.panafrican-med-journal.com/content/article/1/27/full/#ref6
https://www.clinical-medicine.panafrican-med-journal.com/content/article/1/27/full/#ref4
https://www.clinical-medicine.panafrican-med-journal.com/content/article/1/27/full/#ref7
javascript:PopupFigure('FigId=1')
javascript:PopupFigure('FigId=2')
javascript:PopupFigure('FigId=2')
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Agha%20FP%5bauthor%5d+AND++Esophageal+involvement+in+epidermolysis+bullosa+dystrophica:+clinical+and+roentgenographic+manifestations
http://scholar.google.com/scholar?hl=en&q=+Esophageal+involvement+in+epidermolysis+bullosa+dystrophica:+clinical+and+roentgenographic+manifestations
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Harmel%20RP%5bauthor%5d+AND++Esophageal+replacement+in+two+siblings+with+epidermolysis+bullosa
http://scholar.google.com/scholar?hl=en&q=+Esophageal+replacement+in+two+siblings+with+epidermolysis+bullosa
http://scholar.google.com/scholar?hl=en&q=+RECURRING+STRICTURE+OF+THE+ESOPHAGUS+DUE+TO+EPIDERMIDOLYSIS+CORROSA:+The+Laryngoscope
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Azizkhan%20RG%5bauthor%5d+AND++Esophageal+strictures+in+children+with+recessive+dystrophic+epidermolysis+bullosa:+an+11-year+experience+with+fluoroscopically+guided+balloon+dilatation
http://scholar.google.com/scholar?hl=en&q=+Esophageal+strictures+in+children+with+recessive+dystrophic+epidermolysis+bullosa:+an+11-year+experience+with+fluoroscopically+guided+balloon+dilatation
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Kern%20IB%5bauthor%5d+AND++Management+of+oesophageal+stenosis+in+epidermolysis+bullosa+dystrophica
http://scholar.google.com/scholar?hl=en&q=+Management+of+oesophageal+stenosis+in+epidermolysis+bullosa+dystrophica
http://www.ncbi.nlm.nih.gov/entrez/query.fcgi?db=PubMed&cmd=Search&doptcmdl=Citation&defaultField=Title+Word&term=Harman%20KE%5bauthor%5d+AND++Severe+refractory+epidermolysis+bullosa+acquisita+complicated+by+an+oesophageal+stricture+responding+to+intravenous+immune+globulin
http://scholar.google.com/scholar?hl=en&q=+Severe+refractory+epidermolysis+bullosa+acquisita+complicated+by+an+oesophageal+stricture+responding+to+intravenous+immune+globulin


Page number not for citation purposes 4 

7. Djuric Z, Nagorni A, Zivanovic D. Esophagitis and almost 

complete esophageal occlusion in a girl with 

epidermolysis bullosa. Turk J Pediatr. 2012;54(3):301-

304. PubMed | Google Scholar 

 

 

 

 
Figure 1: skin reddening and loss of toenails 
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Figure 2: deformed fingers of the hand with distal phalangeal atrophy 

 

 

 
Figure 3: barium swallow test revealed two short stricture (black and red 

narrow) in the proximal oesophagus 

 

javascript:PopupFigure('FigId=2')
javascript:PopupFigure('FigId=3')
javascript:PopupFigure('FigId=3')

