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CASE REPORT

He was a known case of JEB. The history revealed that he 
developed blisters in all the extremities, face, scalp, and trunk at 
2 days of his birth. The parents visited for medical consultation 
for it and he was diagnosed with JEB after genetic mutation 
analysis. The details of the analysis were not clearly recorded on 
the patient�s medical card. Oral blisters were seen at 2 months of 
age. The fluid-filled blisters developed with minor trauma and were 
seen in trauma-prone areas of the body. The patient complained 
of itching of the lesion. The lesion healed with milia and scarring. 
The systemic lesions were ruled out by investigations. There was 
no history of similar complaints in the family. The patient had 
one younger brother who did not have such a condition. He was 
prescribed oral anti-allergic (hydroxyzine) and aloe vera lotion all 
over the body.

IN T R O D U C T I O N
Epidermolysis bullosa (EB) is a heterogeneous group of rare 
hereditary disorders characterized by extreme fragility of skin and 
mucous membrane, which gives rise to the formation of blisters 
and bullae following minor trauma.1

The tense blisters usually have colorless exudate or hemorrhagic 
fluid, which leads to eroded areas.

The patient may present with milia, dystrophy or loss of nails, 
alopecia, exuberant granulation tissue, palmoplantar keratoderma, 
mottled pigmentation, and pigmented nevi. Secondary skin 
lesions include cutaneous atrophy, scarring, pigmentary 
abnormalities, webbing, and contractures due to bullae. These may 
lead to functional disability.2

The condition occurs due to variations in the gene-encoding 
proteins of the dermal-epidermal adhesion zone. According to the 
current classification, the major types of EB are diagnosed based 
on the level of blister formation; EB simplex, JEB, dystrophic EB, 
and kindler EB. Further, there are 35 subtypes and five EB-related 
disorders with skin fragility.3

The diagnosis is based on immunofluorescence mapping 
and genetic testing,4 which helps in identifying the protein that is 
altered or missing and the affected gene.

The incidence of inherited EB is around 1:50,000 and the 
prevalence is 11 cases/million inhabitants.5 The main complications 
leading to death in children are sepsis, failure to thrive, and 
respiratory failure.6 Whereas in adults are due to cardiomyopathy, 
renal failure, and squamous cell carcinoma.7 Pediatric dentists are the 
first ones to receive the child referred with EB, so they play a very vital 
role in the early diagnosis and management of the condition. The 
present paper adds to the report of a case of JEB with clinical features 
and describes the precautions to be taken during dental treatment.

CA S E DE S C R I P T I O N
A 10-year-old boy presented to the Department of Pediatric 
Dentistry with the chief complaint of decayed teeth in the upper 
and lower back teeth of the right and left sides of the jaw.
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AB S T R AC T
Epidermolysis bullosa (EB) is a group of hereditary disorders characterized by the mechanical fragility of skin and the appearance of blisters, bullae, 
and ulcers. This case report presents a 10-year-old boy with junctional EB (JEB) diagnosed at 2 months of age, with skin and oral presentation. 
There were scar marks of the healed lesion on the forehead, ear, neck, body, palms, and feet. There were no nails in any of the fingers of hands 
and feet. Ulcers were seen on the lateral border of the tongue, and caries involving pulp were found in three permanent molars. Preventive 
procedures were performed and root stumps were extracted. Limited mouth opening posed a problem for root canal treatment of permanent 
molars. Management of EB is challenging and requires a multidisciplinary team approach.
Keywords: Blisters, Bullae, Fragile skin, Junctional epidermolysis bullosa.
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the palate. He had limited mouth opening. There was generalized 
erythematous marginal and attached gingiva (Fig. 4). Numbers 16, 
26, and 36 presented with caries involving pulp, and 46 with dental 
caries on the occlusal aspect. There were root stumps in relation 
to 55, 65, 75, and 85. Orthopantomogram was done the assessment 
of the developing dentition (Fig. 5). The oral hygiene was poor. 
Informed consent was taken from the patient�s father for recording 
and reporting the case.

When the patient presented to our department, on general 
examination, there were scar marks of the healed lesion on 
the forehead, ear, neck (collar region), body, palms, and feet 
(Figs 1 and 2). There were no nails in any of the fingers of the hands 
and feet (Fig. 2). This was his first dental visit.

On intraoral examination, there were ulcerative lesions on the 
borders of the tongue adjacent to root stumps 75 and 85 (Federation 
Dentaire Internationale tooth numbering system) (Fig. 3) and in 

Figs 1A to D: Healed lesions with a scar on the forehead, ear, neck, and body

Figs 2A to B: Loss of nails in hands and feet
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reported fewer mucosal lesions on examination of patients with 
JEB.9 However, the present case had mucosal lesions as well as 
scarred lesions.

Junctional EB (JEB) may have enamel hypoplasia, the diagnosis 
of which can be done in early referral.10 Wright et� al. reported 
generalized hypoplasia with either severe pitting and/or thin 
enamel in all JEB cases but not in any other EB types.11 In the 
present case, except for the permanent mandibular first molar, 
all other permanent molars were severely affected by caries. The 
hypoplastic teeth, along with poor oral hygiene, could have been 
the predisposing factor for such a condition.

The dental care for these patients is affected as they cannot do 
self-care of their oral cavity. The intraoral painful lesions may also 
lead to nutritional compromise.12 The management of the cases 
with EB requires a multidisciplinary approach. They should be 
referred to pediatric dentists immediately after diagnosis, maybe 
at around 3�6 months, even before the oral lesions have developed 
and teeth have erupted, as an early referral and close monitoring 
may help keep the oral cavity healthy. In the first visit, the parents 
or caretakers should be counseled regarding diet to prevent 
dental caries, fluorides, the importance of oral hygiene, and oral 
manifestations that may arise due to EB.10

Patients with mild oral involvement do not require any 
treatment modifications, but during dental management, extreme 
precaution should be taken not to produce any local trauma to the 
tissues. To prevent such trauma, the mucosa should be lubricated 
with petroleum jelly. During the restoration of teeth, small-sized 
instruments, short-shaft dental burs, and small-headed handpieces 
should be used. The restorations should be highly polished. A 
cautious administration of local anesthesia should be done to 
prevent blister formation.13 Limited mouth opening poses clinical 
difficulty in providing dental treatment in such patients.14,15 It 
may also complicate intubation during general anesthesia.16 The 
decreased oral aperture can be slightly increased by daily exercise 
with a wooden spatula,2 mouth trainers, and a threaded acrylic 
cone.10

As for the therapeutic management of oral bullae and 
ulcerations, literature has suggested sucralfate suspension helps 
in reducing the development and duration of oral mucosal blisters, 
ulcers, and associated pain.17

A recent publication evaluated the use of cord blood platelet 
gel and low-level laser therapy and found it to reduce the clinical 
size, pain, and discomfort due to lesions from the 1st day of 
treatment.18 Mouthwashes and oral gels are also commonly 
prescribed in patients with EB, which help to relieve the symptoms.10

On the first visit, the patient and parents were given oral 
hygiene instructions. Oral prophylaxis and fluoride gel application 
was done. Brushing was advised to be done with a soft-bristled 
brush and fluoridated toothpaste. In the next two appointments, 
extraction of 85 was done under local infiltration and 16 and 
55 under nerve block. Due to the limited mouth opening, root canal 
treatment for 16, 26, and 36 could not be done, so it was planned 
for extraction. Restoration of the other carious teeth was kept in 
the treatment plan. The patient did not report a new lesion in the 
follow-up of 1 week. The patient did not attend further follow-up 
appointments, so the treatment could not be completed.

DI S C U S S I O N
The remarkable feature of EB is the mechanical fragility of the 
skin and the appearance of blisters and bullae. Patients with EB 
can present systemic complications, such as ocular, genital, and 
oropharyngeal infections, involving difficulty in swallowing. 
However, the patient in the present case did not have systemic 
complications.

In a research done on 216 patients with EB, perioral and oral 
granulation tissue lesions were reported in patients with JEB, 
those tended to resolve during or after adolescence, and all the 
patients reported with JEB presented microstomia.8 Carroll et�al. 

Fig. 3: Microstomia and ulceration in the tongue

Fig. 4: Generalized erythematous gingiva

Fig. 5: Orthopantomogram
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All patients with EB, including JEB, requires aggressive dental 
preventive therapy with regular recall visits, which should include 
frequent professional cleaning and topical fluoride application.

CO N C LU S I O N
Pediatric dentists are the first ones to receive the referral child case 
of EB with or without oral lesions. All patients with EB should be 
managed by a multidisciplinary team from the very early stage of 
diagnosis. As patients with JEB may have an increased risk of cavities 
due to enamel hypoplasia, clinicians should be attentive to it from 
the very beginning. Early preventive therapy will definitely improve 
the quality of life of the affected children.
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