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   Welcome to the DEBRA International Congress 2017

DEBRA New Zealand in association with DEBRA International is delighted to be hosting the DEBRA International Congress 2017 in Wellington,
New Zealand from 24 – 26 November.

Our vision is that people living with the group of rare genetic skin conditions EB (Epidermolysis Bullosa) will have access to the best quality

support and medical care, while pushing for the development of effective treatments.

The yearly DEBRA International Congress plays a crucial role in the push to one day see a cure for EB. We welcome representatives from
many of the world's 50 DEBRA organisations, as well as clinicians and researchers working in the EB field.

This is the first time the DEBRA International Congress has been held on this side of the world, and is therefore a new and unique opportunity

for international networking within the Asia Pacific region.

We understand the value of sharing knowledge among the small pool of international health care professionals with expertise in EB. Congress

2017 will not only be a significant learning opportunity; it will provide a platform for delegates to meet and share information with peers from

a variety of backgrounds.

We are in the process of developing the programme for Congress 2017 which will be dynamic, educational and challenging. You will hear
about clinical and research projects, DEBRA supported initiatives and more.

First class presenters from around the world will be sharing their latest research, conclusions, concepts and ideas.

Don’t miss your chance to learn, connect and share. For more information and to register for the Congress: www.debracongress2017.co.nz.

For any conference related queries, please contact the Conference Secretariat at debra2017(at)orbit.co.nz.

We look forward to sharing our piece of paradise with you.

Anna Kemble Welch
Director, DEBRA New Zealand

On behalf of the DEBRA International Congress 2017 Organising Committee



Important Aspects and Objectives of Dental 

Care
Providing dental care that prevents the development of dental 

disease and minimizing the potential for EB complications

Provide treatment strategies that provide optimal dental outcome

Provide treatment strategies that enhance medical procedures

Considering expectations 

of patient and family



Important Aspect of Epidermylosis Bullosa

Understand EB

Understand the signs and symptoms that may arise

Understand the treatment risks and complications

Be aware of others with experience in the area

Be aware of resources of information



Oral Manifestations in theEpidermolysis Bullosa 

Spectrum

Consideration of four major EB groups:

- EB Simplex, localised generalised and 

Dowling- Meara

- EB Junctional Non –Herlitz, Hertlitz

- EB Dystrophic Dominant and Recessive

- Kindler EB, Mixed EB



Oral Manifestations in the Epidermolysis 

Bullosa Spectrum

Oral Blistering

Oral Scarring 

Microstomia

Enamel Defects

Ankyloglossia

Epidermolysis Bullosa Oropharyngeal Severity ( EBOS) score: A 

multicenter development and realiability assessment

Fortuna et al JAAD 2013 VOL 68(1) 83-92



EB Simplex

The genes associated with EB simplex all cause intraepidermal 

cleavage in the skin and are expressed by the oral mucosa.

Oral Blistering occurs secondary to trauma or tissue manipulation.

Localised and generalised will blister but heal without scarring 

Dowling – Meara can display some oral scarring

Normal dental enamel and salivary flow   



Junctional EB

The protiens transcribed from the genes associated with 
Junctional EB are important in epithelial cell adhesion and the 
developing tooth bud.

Oral blistering in both groups

Enamel defects occur in both subgroups 

Microstomia occurs in Herlitz type EB

Increased risk for dental caries

Saliva flow seems normal in most individuals with junctional EB 
subtypes.



Dystrophic EB

The gene that is mutated in dystrophic EB is not 
expressed by the ameloblast

Dominant DEB can have oral blistering and scarring

Recessive dystrophic EB can have oral scarring with 
associated ankyloglossia, loss of vestibula architecture

Microstomia occurs 

Due to changed oral anatomy there is reduced ability to 
clear food and consequently increased oral clearance 
time

Apparent normal salivary flow rates



Kindler type EB

Oral Blistering in neonates can be severe

Severity reduces with age 

Individuals are at risk of developing periodontal 
(gum) disease during teenage years

The Kindlin-1 protein is expressed by the 
epithelium that attaches the oral mucosa to the 
tooth consequently risk of periodontal disease

Oral blistering, scarring and microstomia occur



Oral Complications

Changed oral anatomy

Microstomia

Ankyloglossia

Diminished oral function

Reduced saliva flow?

Changed oral pathology



Changed Oral Anatomy

Ankyloglossia

Results in poor oral function in all movements

Poor oral clearance



Changed Oral Anatomy

Loss of Vestibular Depth



Salivary Flow Reduced??

Studies have shown that salivary flow is not reduced

But with scarring of salivary duct it may be compromised?



Enamel Defects

Amelogenesis Imperfecta

Treatment options 

- Resin veneers in the young

- Porcelain veneers in older individuals



Enamel Defects



Management of Microstomia

Non Surgical Intervention

Surgical Intervention



Management of Microstomia

Non-Surgical Management

Use of orthodontic 

appliances

Bite opening appliances



Management of Microstomia

Non Surgical Management



Management of Microstomia

Release of Strictures 



Management of Microstomia

Release of Strictures 

Use of Diode Laser



Management of Microstomia

Release of Strictures 

Use of Diode Laser



Quality of Life

Chilian Study by Professor Suzanne Kramer





Best Clinical Practice Guidelines

The SIGN Guidelines 

were used



Best Clinical Practice Guidelines

Oral Care for Patients with Inherited Epidermolysis 

Bullosa

Dental Treatment

Anaesthetic Guidelines

Series of Appendicies



Oral Care for patients with inherited 

Epidermolysis Bullosa
Early Referral

- Education of parents

- Early diagnosis of enamel 

abnormalities

- Early diagnosis of dental caries

- Early diagnosis of tooth crowding

Oral Bullae and Ulceration

Preventative Strategies

- Oral hygiene: At home and professionally

- Adjuvant therapies

- Dietary modification

Microstomia



Dental  Treatment in EB

Preventive, cleaning ,application of medicaments, early examination

Restoration, fillings, crowns

Orthodontic care, plates and braces if possible

Periodontal therapy

Oral surgery, tooth 

extraction including 

removal of third molars

and vestibuloplasty

Oral Care and Dental Management for Patients with 

Epidermolysis Bullosa

Kramer S Dermatological Clinics 2010 Vol 28(2) 303-

309



Preventive Strategies

Must be age specific

For young children then the emphasis is on reducing 
dental decay so that the child develops a pain free healthy 
aesthetic dentition 

For the older patient is to reduce the effect of tooth decay 
and also gum disease and ongoing effects of condition



Preventive Strategies

Reduction in the consumption of food containing refined 

carbohydrate

Use of fluoride containing toothpaste 

Use of remineralizing agents

Use of appropriate whether manual or electric toothbrush 

Regular dental reviews
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Treatment Planning

Evaluation of oral health; Which must include the gums ,teeth ,soft tissues

Evaluation of treatment 

needs: number of fillings, 

extractions etc

Extent of treatment required: 

complex or simple

Understand the relationship 

of the medical condition to 

the treatment plan



Individuals with EB

Are RARE

Are BRAVE

And Deserve Optimum Dental Care




