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Oesophageal reconstruction for complete
due to dystrophic epidermolysis bullosa

stenosis
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Sehhat, S. and Amirie, S. A. (1977). Thorax, 32, 697-699. Oesophageal reconstruction for
complete stenosis due to dystrophic epidermolysis bullosa. Oesophageal involvement in
epidermolysis bullosa is discussed. Two patients, a brother and sister, with stricture of the
oesophagus due to the disease are described. The strictures were treated by resection and
end-to-end oesophageial anastomosis and the patients have been relieved of dysphagia for the
subsequent three years.

Epidermolysis bullosa is a rare chronic hereditary
disorder involving the skin and mucous mem-
branes characterised by the development of bullae,
which may appear spontaneously or as a result of
trauma.
Two main types of epidermolysis bullosa are

recognised (Newcomer et al., 1956; Schnyder and
Eichhoff, 1964; Gedde-Dahl, 1971). The simple
type occurs mainly in infants and rarely affects the
mucosae. In the second type, hyperplastic and
dystrophic epidermolysis bullosa, the mucosae are
involved in 23% of patients. In addition, a third
less common and more serious type has been des-
cribed, namely, polydysplastic epidermolysis
bullosa.
Involvement of the oesophagus during the

course of epidermolysis bullosa is uncommon. Nix
and Christianson (1965) collected 24 cases of
oesophageal involvement from the world literature
between 1899 and 1962 and added two new cases,
both of whom had severe stenosis and died of
starvation. Bergenholtz et al. (1963) reviewed 18
patients, 13 male and 5 female, with an age range
from birth to the fourth decade. They noted that
the oesophageal involvement was usually in the
proximal or distal thirds of the oesophagus. In
four patients there was involvement of the whole
oesophagus. Dupree et al. (1969) reported oeso-
phageal stenoses ranging from 2 to 6 cm in length.
The purpose of this report is to describe a simple

approach to the problem of oesophageal stenosis
complicating epidermolysis bullosa.

Case reports

CASE 1
The patient was a 37-year-old white man. There

was a history of consanguinity in his parents. He
was one of a family of five. The father had suf-
fered from bullous lesions, affecting particularly
the neck and waist, throughout most of his life.
One sister died at the age of 40 days with severe
generalised bullous lesions. A brother with similar
bullous disease died at the age of 18 months. An-
other brother did not suffer from the disease. A
sister aged 35, who suffered from epidermolysis
bullosa, is the second case reported in this paper.
The patient (case 1) had a history of bullous

lesions, some of them haemorrhagic, in different
parts of the body since birth. Several finger nails
were reddish in colour and diminished in size. The
patient had scars all over the body as a result of
exfoliation of the skin with subsequent healing.
The teeth were carious and of uneven growth. The
diagnosis of epidermolysis bullosa was made from
the clinical appearances and the family history.
At the age of 25 the patient noticed difficulty in

chewing and swallowing solid food because of
haemorrhagic bullous lesions in the mouth. A
barium swallow showed a narrowed segment in
the upper oesophagus. The lesions gradually be-
came worse, and at the age of 28 the patient was
unable to open his mouth completely and had
severe dysphagia. An oesophagogram showed more
severe stenosis. One year later he was able to
swallow liquids and soft food only.

Eight years later the oesophagus was completely
obstructed and the patient was unable to swallow
saliva. A gastrostomy was done. One year later, at
the time of his admission to hospital, a barium
swallow showed an almost complete stenosis just
below the pharyngo-oesophageal junction (Fig. 1).
He was operated on through an oblique incision on
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Fig. 1 Case 1. Preoperative barium swallow showing
severe oesophageal obstruction.

the left side of the neck. A stenotic segment,
1-5 cm in length, was resected and an end-to-end
anastomosis carried out. He started to swallow
immediately after the operation and a barium
swallow showed a lumen estimated at 75% of
normal (Fig. 2). The patient was able to swallow
normal food and the gastrostomy tube was re-
moved four months later. Three years later the
patient has no difficulty in swallowing.

CASE 2
A 35-year-old woman, the sister of case 1, was
admitted to hospital because of severe dysphagia.
There was a history of bullous lesions which began
to appear shortly after birth. She had noticed in-
creasing dysphagia over a period of eight years.
On occasions she had aphagia lasting for a week
at a time. The patient was thin. She was unable to
open her mouth completely or to protrude her
tongue. There were scars on several parts of the
body and patches of alopecia on the scalp. An
oesophagogram taken one month before her ad-
mission showed a narrow area in the upper third
of the oesophagus (Fig. 3) with some dilatation
above it. A biopsy of one of the skin lesions

Fig. 2 Case 1. Postoperative barium swallow showing
about 75% of full lumen at the site of anastomosis.

showed bullae situated deep in the epidermis,
lymphocytic infiltration, and papillary swelling.
As in case 1, the stricture, which was almost

1 cm in length and lay 3 cm below the pharyngo-
oesophageal junction, was resected with subse-
quent end-to-end anastomosis. The orifice of the
stricture was 2 mm in diameter, and on histo-
logical examination the mucosa, submucosa, and
muscularis were found to be replaced by fibrous
tissue. Since the operation the patient has been
able to swallow normally. A barium swallow two
years after the operation showed no evidence of
residual stricture (Fig. 4).

Discussion

Many ways of treating these oesophageal strictures
have been described. These include the systemic
administration of steroids (Katz et al., 1967), re-
peated dilatation with bougies, colon transplant
(Absolon et al., 1969), feeding gastrostomy, and
restricting the patient to fluids and soft food.

Corticosteroids achieve only limited and tem-
porary benefit, and do not affect established stric-
tures. They were used in both our patients without
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Fig. 3 Case 2. Preoperative barium swallow showing
narrow stricture of the oesophagus.

effect. The passage of a bougie improves swallow-
ing for a day or two only and may cause further
bulla formation by trauma to the oesophageal
mucosa. Because of changes in the patient's
mouth, it may not be possible to pass bougies. A
feeding gastrostomy is usually unacceptable to the
patient. Unless there is extensive involvement of
the oesophagus, which is uncommon, it seems pre-
ferable in these patients who are undernourished
and debilitated to perform the lesser procedure of
resection and end-to-end anastomosis rather than
having recourse to a major operation such as a
colon transplant.
From the results of surgery in our two patients,

who are both swallowing well three years after
operation, it seems that in the case of stenoses not
exceeding 3 cm in length simple resection with
end-to-end anastomosis is the best treatment for
this type of stricture.

We thank Dr. Morteza Bagoghli for his help.
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