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ABSTRACT 

Epidermolysis bullosa is a group of genetically transmitted rare conditions characterized by tegumentary 

fragility, lesions on oral mucosa and dental caries. This autosomal disease includes three types of manifestations 

depending on the histopathological location of the lesions: simplex type-intraepidermic, jonctional - at the 

epidermis limit and distrophic - going beyond the structure of the dermis.  

Epidermolysis bullosa also includes the autosomal recessive subtype or Hallopeau-Siemens disease (RDEB-

HS) characterized by severe oral mucosal lesions, such as blisters, ulcerations, scars, triggered by minor trauma 

(mastication of solid food). 

Oral cavity lesions vary in severity and frequency, ranging from small vesicles and up to eroding bullas, 

leaving large ulcerative areas in mucosa. The consequence is the appearance of sclero-atrophic scars in oral 

mucosa, resulting in a size reduction of the oral vestibule, ankyloglossy, microstomia, the occurrence of 

esophageal, pharyngeal or even malignant degeneration of residual lesions. In the dental tissues, the disease is 

manifested by the predisposition to the appearance of carious lesions, or enamel mineralization defects -  

imperfect amelogenesis. Material and method: This study analyzes, using clinical and histopathological criteria, 

the case of an 11-year-old patient diagnosed with Hallopeau-Siemens dystrophic epidermolysis bullosa. In this 

context, the authors investigated both tegumentary and oral cavity lesions. Results: The extraoral clinical 

examination reveals the presence of multiple vesicular-bullous lesions located all over the tegumentary surface, 

including the cephalic extremity, followed by the occurrence of synechiae scars, accompanied  in the upper limbs 

by pseudo-syndactilia. 

Intraoral clinical examination reveals mucosal lesions with variable fluid contents located on the keratinized 

areas (the attached gum, the dorsal face of the tongue), as well as on the non-keratinized mucosa (jugal, floor of 

the mouth). 

The patient also has multiple coronary odontal lesions affecting both temporary and definitive dentition and 

poor oral hygiene. Conclusions: Understanding the lesion formation and manifestation mechanism, its evolution 

and method of healing is a priority in the treatment of patients with dystrophic epidermolysis bullosa, both  for the 

dentist and the dento-alveolar surgeon. 

The tissue fragility of the oral mucosa, as well as the predisposition to the appearance of carious lesions and 

dental dystrophies require a specific approach to the patient in establishing the correct therapy management.  
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INTRODUCTION 

 

Epidermolysis Bullosa (EB) refers to a 

large group of rare genetic disorders 

characterized by skin fragility, oral and 

dental manifestations1. This condition, with 

autosomal transmission, has three categories ( 

simplex, junctional, dystrophic) based on the 

level of fragility-in the epidermis, at the 

epidermal-dermal junction, or in the upper 

dermis. Oral involvement varies in frequency 

and severity2,3 .Obliteration of the oral 
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vestibule, ankyloglossia, and microstomia 

were consistent findings in  recessive 

dystrophic EB  (generalized, 100%; 

localized, 92.3%)1. It may be range from 

small vesicles to large bullae, leaving large 

denuded areas after rupture. In addition to 

blister formation, scarring, microstomia, and 

the tendency for oral malignant 

transformations are all possible manifestation 

of EB. 

 

One of the three major forms is dermolytic 

epidermolysis bullos (DEB), also known as 

the scarring or dystrophic type. A subtype of  

DEB is recessive dystrophic epidermolysis 

bullosa, Hallopeau-Siemens type (RDEB-

HS), where marked scarring leads to 

deformities of extremities. It is also 

characterized by severe scarring and marked 

oral involvement. Problems typically occur 

when the oral mucosa is first challenged, as 

when the child is switched to a bottle or 

started on hard food. There are severe 

blistering, erosions, ulcers and scars. As the 

process progresses, there may be strictures 

interfering with opening the mouth and 

swallowing. Obliteration of the oral 

vestibules, ankiloglossia and microstomia are 

frequent findings in generalized recessive 

dystrophic EB.4,5 Dental involvement is 

common, with malformed teeth and early 

caries development. The enamel changes 

observed resemble those seen in 

amelogenesis imperfecta.4,6 

 

There is no effective therapy for any of the 

frequently tragic and disabling forms of EB. 

The only approach of proven value is the 

avoidance of trauma. However, there are a 

number of measures that can be employed for 

management of oral aspects. Dental hygiene 

must be meticulous but gentle. Often frequent 

rinsing of the mouth after meals can 

supplement gentle brushing with a soft brush. 

Frequent professional cleaning may reduce 

the need for aggressive plaque removal.8,9 

Dietary advice should also be given. 

Damaged teeth should be repaired or 

removed, so that no sharp edges are present 

to further damage the susceptible mucosa. 

The goal of dental therapy, however, is the 

preservation of the dentition. Unfortunately, 

this may not be possible because many of 

these patients are not brought to the dentist or 

do not seek care until an acute problem 

arises. This is mainly because concentration 

has been placed on the patient’s medical 

condition.10,11 

 

 

MATERIAL AND METHODS 

 

The main purpose of this paper is the 

analysis of clinical manifestations at oral and 

skin level in the case of an 11 year -old 

patient, female, diagnosed at birth with 

RDEB, based on clinical and 

histopathological criteria. There was no 

family history of EB. The girl had normal 

mental 

development, but a pattern of retarded 

physical growth (height: 130 cm, weight: 

20 kg). Generalized blisters were already 

present at birth  and pediatricians diagnosed 

the disease immediately. Despite the 

mitten deformity of her hands and the nail 

loss, she was able to hold small objects with 

her thumb and was attending a normal 

school. 

 

RESULTS AND DISCUTIONS 

The general clinical examination showed 

multiple vesicle-bullous, ulcerative and 

cicatricial lesions on the head, body and 

limbs( Fig.1)  
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Fig.1Cutaneous lesions on the upper limb.  

Hemoragic-bullous eruption on the 

external ear.  

 

The skin of the hand and feet was 

particularly damaged with scarring and 

deformities in which the digits were encased 

in a diffuse scar. Furthermore pseudo-

syndactilia was observed on both arms( 

Fig.2). 

 

 
Fig.2 Hands of the child with mitten 

deformities and nail loss. 

 

The local intraoral clinical examination 

revealed microstomy( fig.3), the presence of 

blisters on lips( fig.4) and oral mucosa. 

 
Fig.3 Microstomy. The maximum mouth 

opening capacity was 31mm. 

 

 
Fig.4 Integral blister on the right upper lip. 

 

 Lesions of various size were seen on 

tongue, gingival and buccal mucosa at the 

time of examination. The mother has 

observed that the lesions occurring around 

the lips heal more quickly than those on the 

other parts of the body. The patient presented 

multiple carious odontal lesions affecting 

both temporary and permanent dentition and 

generalized gingival inflammation. ( fig.5)  

  The poor oral hygiene was mainly 

because of the lesions that made impossible 

any dental brushing. 
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Fig.5 Neglected oral hygiene, multiple 

carious lesions. 

 

 The histopathological examination 

reveals the presence of a subepidermal split 

that confirms the profound localization of 

tissue lesions in recessive dystrophic  

epidermolysis bullosa.  

Bullas are formed in the basal membrane 

under the dense lamina through a mechanism 

of destruction of type VII collagen fibers. 

There is also a neutrophil-rich inflammatory 

infiltrate under subepidermal cleavage site 

(fig.6)   

 
Fig.6 A cleavage space characterized by 

the loss of  

dermo-epidermal adhesion and a 

subepidermal inflammatory infiltrate. 

 

Following clinical exam and paraclinical 

tests it was determined the therapy scheme, 

including treatments under general anesthesia 

in several series (it was considered the age of 

the patient and the presence of microstomy).  

During the procedures every precaution 

was taken to protect the skin and oral mucosa 

from trauma. Preoperative and postoperative 

antibiotic therapy was used to prevent 

infection of the bullae.12 

Through unique adaptation of dental 

equipment and extensive lubrication of all 

tissues involved, the treatment was less 

traumatic. Bullae had been noticed after 

dental treatment, but careful manipulation of 

tissue keeped the number of lesions to a 

minimum. 

Following the treatment it was conducted 

thorough dispensarization of the child in 

close co-operation with the parents and 

consequently the state of oral health grew 

better.13,14 

 

CONCLUSIONS 

 

The analysis carried out in our outpacient 

unit led us to the conclusion that the dentist 

and the dental-alveolar surgeon can perform 

routine dental treatments in patients 

diagnosed with EBD and thus helping to 

maintain oral health. During such operation it 

should be avoided excessive manipulation 

and trauma of the tissue that can cause 

iatrogenic bullous lesions.  

Extraction and surgical intervention had 

been  the treatment of choice because of the 

fragility of the mucosa, presence of bullae, 

microstomia, extensive caries and periodontal 

breakdown. Comprehensive dental care for 

precooperative age children and for patients 

with severe tissue involvement are best 

managed with general anesthesia in the 

operating room. 

Optimal care of these patients is only 

possible through efforts aimed at maintaining 

the dentition through oral hygiene, daily 

topical and systemic fluoride therapy and 

restaurations that do not impinge on the soft 

tissue. 
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