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SDL Objectives

• Have an understanding of conditions that are associated with oral 
mucosal ulceration and a basic understanding of the management of 
these conditions

• Have a basic understanding of the epidemiology, aetiology and 
pathogenesis, clinical features, pathological features, investigations, 
behaviour and prognosis of skin diseases that may affect the oral 
mucosa
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Dermatoses with a 
Hereditary Basis

Laura Hoffner



Q: What is this condition?

Clinical presentation:
- Child 

- Extensive ulceration of skin and oral mucosa 

- Dental hypoplasia 

Histological findings:

- Sub epidermal blister with variable 
inflammation
- Superficial dermis is fibrotic
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emedicine.medscape.com medcell.med.yale.edu

http://emedicine.medscape.com/article/1062939-clinical
http://medcell.med.yale.edu/histology/skin_lab/epidermolysis_bullosa.php


A: Epidermolysis Bullosa
Definition: a group of rare genetic  connective tissue disorders caused by a mutation 
in the keratin gene resulting in 

Epidemiology:  10.3 cases per million in Australia, epidermolysis simplex the most 
common form, followed by dystrophic epidermolysis bullosa and junctional 
epidermolysis bullosa respectively. 

Aetiology/ Pathogenesis: the mutation of keratin genes causes a lack of formation 
and maintainenance of intraepidermal adhesion and dermoepidermal anchoring 
complex within the basement membrane zone that connects the epidermis to the 
dermis, resulting in blister formation in response to minor trauma 

Clinical features:  skin and oral blisters, erosions and scarring, as well as dental 
hypoplasia. Some subtypes also linked to systemic conditions and the increased risk 
of squamous cells carcinoma, basal cell carcinoma or melanoma. 
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A: Epidermolysis Bullosa

Diagnosis: Skin biopsy using immunoflurescence,  genetic testing, prenatal 
testing (10th week of pregnancy)

Treatment: no curative treatment available, therefore treatment is aimed at 
reducing the severity of the symptoms such as: wearing soft fabrics, applying 
skin lubricants, topical analgesics and dressings for the blisters, nutritional 
advice if the ulceration is making eating difficult 

Further information:

National Institute of Arthritis and Musculoskeletal and Skin Diseases

http://www.niams.nih.gov/Health_Info/Epidermolysis_Bullosa
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Dermatoses With an 
Immunological basis
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Q: What is this condition?

Clinical Findings:

- Corrugated nails

- White striae of the buccal mucosa

- Red/purple papules on arms

Histological findings:

- Hyperkeratosis

- Epithelial basal cell degeneration

- Band-like infiltration of inflammatory 
cells 
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www.riversideonline.com escholarship.org

http://www.riversideonline.com/health_reference/dental-care/ds00784.cfm
http://www.google.com.au/url?sa=i&rct=j&q=&esrc=s&source=images&cd=&ved=0CAYQjB1qFQoTCMCLnPqu8McCFWXlpgodDPoEUg&url=http://escholarship.org/uc/item/4bt854wp&bvm=bv.102537793,d.dGY&psig=AFQjCNFpSUge8XdfgMlr93ahI3Xc-oPSFQ&ust=1442108498132976


A: Lichen Planus
Definition: Oral lichen planus is a common chronic inflammatory muco-cutaneous disorder that 
typically affects the skin and/or mouth.

Epidemiology: relatively common (2% population), F>M, 40+ years of age

Aetiology/pathogenesis: not fully understood, thought to be a manifestation of a  initiating agent 
inducing cell-mediated immunity  against epithelial basal cells

Clinical features: slightly reddish-purple papules on arms/legs, nail lesions, oral lesions can be classified 
as follows:
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A: Lichen Planus

Diagnosis: clinical features, histopathological examination, direct 
immunofluorescence

Treatment: supportive treatment when the patient is symptomatic, such as 
topical corticosteroids (fluclorolone acetonide 0.025%), antifungal 
medications or systemic corticosteroids, regular review to assess dysplastic 
changes which may progress to squamous cell carcinoma 

More information:

Australian Dental Association

http://www.ada.org.au/app_cmslib/media/lib/0610/m28552_v1_63297297
7214191250.pdf
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Q: What is this Condition?

Clinical  Findings:

- Upper respiratory tract infection

- Red/blue lesions of the dorsal 
surface of the hands

- Blood crusting of the lips

Histopathological findings:

- intra-epithelial oedema

- Necrotic prickle cells
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www.dentistry.uiowa.edu www.dentistry.uiowa.edu

https://www.dentistry.uiowa.edu/oprm-erythema-multiforme
https://www.dentistry.uiowa.edu/oprm-erythema-multiforme


A: Erythema Multiforme 

Definition: acute, self-limiting, and sometimes recurring skin condition 
that is considered to be a type IV hypersensitivity

Epidemiology: uncommon, M>F, 20+ years

Aetiology/ Pathogenesis: immunological reaction mediated by immune 
complex formation to drugs, infection and other agents

Clinical features: prodromal headache, malaise and fever. Red/blur 
annular “target” skin lesions then form on hands and feet followed by oral 
ulcerationand blood crusting of the lips
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A: Erythema Multiforme

Diagnosis: biopsy/histopathological examination

Treatment: usually self-limiting, resolves within two weeks, supportive 
treatment of lesions/ulceration with topical analgesics and antiviral therapy 
(acyclovir) may be required if Herpes Simplex is identified as an initial 
allergen

Further Information: 
The Australian College of Dermatologists
https://www.dermcoll.edu.au/atoz/erythema-multiforme/
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Q: What is This Condition?

Clinical Findings:
- Rash of the nose and malar eminences

- Atrophic oral lesions with a white periphery

- Oral lesions are asymptomatic

Histological findings:
- Epithelial hyperplasia

- Atrophy

- Perivascular invasion in underlying CT
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A: Lupus Erythematosus

Definition: An autoimmune disease which may have oral manifestations, 
classified as either discoid (mild Localised) or systemic (severe generalised)

Epidemiology: F>M, 30+ years

Aetiology/pathogenesis: Lupus is usually influenced by gene polymorphisms, 
there have been 30 gene polymorphisms that have now been established as 
linked with the disorder.

Clinical features: 

1. Discoid – confined to the skin, rash of the nose and malar eminences, 
intraoral atrophic lesions with a white periphery 

2. Systemic – multisystem involvement with joint, skin and haematological 
changes as well as discoid presentation

Laura Hoffner



A: Lupus Erythematosus

Diagnosis: biopsy/histopathological examination, direct 
immunofluorescence

Treatment: referral to a dermatologist, supportive treatment for atrophic 
oral lesions such as topical analgesics and review of lesions for malignant 
changes

Further reading:

Australasian Society of Clinical Immunology and Allergy

http://www.allergy.org.au/patients/autoimmunity/systemic-lupus-
erythematosus-sle
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Q: What is This Condition?

Clinical Findings:
- 52 yo, female

- Blood filled bullae on oral mucosa

- Gingival erythema 

Histological findings:
- Sub-epithelial split: separation of epithelium 

from connective tissue in basement 
membrane zone 

- Diffuse chronic inflammatory cell infiltrate in 
underlying connective tissue 

https://books.google.com.au/books?hl=en&lr=&id=K035mlSXAAsC&oi=fnd&pg=PP1&dq=cawson+oral+p
atho&ots=LSIMC1Xjuh&sig=_Tnns7jhyTdfq4cv0EpDmddt_mE#v=onepage&q=cawson%20oral%20patho&f
=false

https://books.google.com.au/books?hl=en&lr=&id=K035mlSXAAsC&oi=fnd&pg=PP1&dq=cawson+oral+p
atho&ots=LSIMC1Xjuh&sig=_Tnns7jhyTdfq4cv0EpDmddt_mE#v=onepage&q=cawson%20oral%20patho&f
=false
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A: Mucous Membrane Pemphigoid
Definition: Vesicullo-bullous autoimmune disease causing sub-epithelial bulla formation affecting the oral mucosa, most 
often the gingiva. Usually confined to mucous membrane but rarely may affect skin. 

Epidemiology: Uncommon, F>M, 40-60yo

Aetiology/pathogenesis: autoimmune disease. Autoantibodies react with proteins found in mucous membrane (thought to 
be bullous pemphigoid antigen BP-180, found in hemidesmosomes of stratified squamous epithelium). Ab-Ag complex 
results in complement cascade, with tissue damage mediated by immune cells. 

Clinical features: 

• Oral lesions: thick-walled, often blood-filled bullae which may reach up to 2cm in diameter.

• Skin lesions may occur but are uncommon 

• Nikolsky’s sign: bullae remain intact for 1-2 days, may break down in response to gentle rubbing, leaving irregular shallow 
ulcers Any area of the mouth may be affected, particularly the gingiva, palate and buccal mucosa.

• Desquamative gingivitis: gingivae may be red, with epithelial desquamation and oedema

• Cicatricial pemphigoid (ocular scarring involvement): prominent scarring, impairs eyesight 
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A: Mucous Membrane Pemphigoid
Diagnosis: biopsy with histopathological examination, direct and indirect immunofluorescence

Treatment:

• Specialist referral: because of the possibility of ocular involvement an ophthalmological consultation 
should be organised.

• The oral lesions can usually be managed with topical corticosteroids such as flucinonide gel 

• The long term use of may encourage the development of oral candidiasis, in which case anti-fungals may 
be required 

• Systemic corticosteroids may be necessary in cases of mild or severe disease e.g. azathioprine  or 
cyclosporine 

• Long term monitoring required:  MMP is a chronic disease with periods of exacerbation and remission

Further Information: 

• http://dermnetnz.org/immune/cicatricial-pemphigoid.html

• https://rarediseases.org/rare-diseases/mucous-membrane-pemphigoid/
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Q: What is This Condition?

Clinical Findings:

- Female, 47yo 

- Blistering on skin and oral 
mucosa 

- Difficulty eating 

Histological findings:

- Intra-epithelial split, acanthylosis
(loss of cohesion of prickle cells)

- Chronic inflammatory cell 
infiltrate in CT

https://books.google.com.au/books?hl=en&lr=&id=K035mlSXAAsC&oi=fnd&pg=PP1&dq=cawson+oral+p
atho&ots=LSIMC1Xjuh&sig=_Tnns7jhyTdfq4cv0EpDmddt_mE#v=onepage&q=cawson%20oral%20patho&f
=false

https://books.google.com.au/books?hl=en&lr=&id=K035mlSXAAsC&oi=fnd&pg=PP1&dq=cawson+oral+p
atho&ots=LSIMC1Xjuh&sig=_Tnns7jhyTdfq4cv0EpDmddt_mE#v=onepage&q=cawson%20oral%20patho&f
=false
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A: Pemphigus Vulgaris

Definition: Autoimmune vesciullo-bullous disorder causing intra-epithelial bulla formation affecting mucosa and skin 

Epidemiology: Uncommon however is the most common subtype of pemphigus, F>M, 40-60yo

Aetiology/pathogenesis: autoimmune disease. Autoantibodies (IgG) are formed and bind to desmoglein 3(Dsg3) antigen in 
desmosomes of basal cells of stratified squamous epithelium. Complement activation and tissue damage affecting cellular 
adherence by proteolytic enzymes. 

Clinical features: 

• Oral mucosa affected first

• Cutaneous lesions may succeed oral lesions, mayinvolve other mucosal surfaces (ocular, genital)

• Oral lesions: thin-walled bulla which rupture easily leaving areas of ragged ulceration or erosion, often with a red, granular 
base (prone to secondary infection- life threatening) 

• Any region of mouth, particularly the buccal mucosa, palate and gingivae.

• Nikolsky’s sign: lateral pressure will cause separation from underlying tissue  

• Painful, difficulty eating 
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A: Pemphigus Vulgaris

Diagnosis: biopsy with histopathological examination, direct and indirect immunofluorescence

Treatment:

• The condition is chronic and patients will need long-term systemic corticosteroids in conjunction 
with immunosuppressive agents such as azathioprine.

• Topical steroids may be a useful adjunct to treatment

• Antimicrobials to treat secondary infection of lesions may be necessary  

Further Information: 

• http://www.dermnetnz.org/immune/pemphigus-vulgaris.html

• https://www.nlm.nih.gov/medlineplus/ency/article/000882.htm 
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Mucous Membrane Pemphigoid Pemphigus Vulgaris 

Affects mucous membrane only, rarely 
skin 

Can affect mucous membrane and skin 

Sub-epithelial bullae Intra-epithelial bullae 

Thick walled vesicles & bullae, blood 
filled 

Thin walled vesicles and bullae 

May have cicatricial pemphigoid Will not lead to cicatricial pemphigoid

Nikolsky’s sign may be present Nikolsky’s sign may be present 

Mucous Membrane Pemphigoid
vs
Pemphigus Vulgaris
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Q: What is This Condition?

Clinical Findings:

- 25yo male

- Fissured tongue

- Widespread pustules on skin 

Histological findings:

- Thickened epithelium

- Elongation of the rete ridges and 
dermal papillae and intra-
epithelial abscesses ("Monro
abscesses”)

- Similar to geographic tongue.

http://search.proquest.com.ez.library.latrobe.edu.au/docview/913168631?OpenUrlRefId=i
nfo:xri/sid:primo&accountid=12001 
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A: Oral Psoriasis
Definition: Chronic inflammatory condition of the skin, causing red, scaly plaques with oral involvement

Epidemiology: rare, affects 1-3% of population, M & F, 20s and 30s

Aetiology/pathogenesis: Immunologically mediated, expect to see features as seen in histological findings 

Clinical features: 

• Red, scaly plaques with silvery scale, symmetrically distributed 

• Commonly occur on scalp, elbows, knees but any part of skin can be involved 

• Mild itching

• Painful cracks or fissures 

• Different types exist, each with a unique presentation in terms of location, size and disease pattern 

• Scalp, nail or palmoplantar psoriasis

• Chronic plaque psoriasis which is persistant and treatment resistance with plaques greater than 3cm

• Intra-oral: uncommon, more likely in those with more severe psoriasis particularly pustular psoriasis 

• Oral manifestations: irregular red patches, fissured tongue, raised yellow or white borders (similar to geographic 
tongue), redness of oral mucosa, ulcers, pustules 
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A: Oral Psoriasis

Diagnosis: Clinical appearance and history (known psoriasis), biopsy

Treatment:

• Topical corticosteroids

• Systemic immunosupressants

Further Information: 

• http://www.dermnetnz.org/scaly/intraoral-psoriasis.html
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