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ECTODERMAL 

DYSPLASIA



o Two or more ectodermally derived anatomic structures 

fail to develop

o Hypohidrotic ectodermal dysplasia

 Male 

 Heat intolerance …    eccrine sweat glands

 Infancy … fever of undetermined origin

 Cannot regulate body temperature

 Death … elevated body temperature



 Fine, sparse hair (eyebrow and eyelash hair)

 Periocular skin (fine wrinkling with 

hyperpigmentation)

 Midface hypoplasia

 Protuberant lips

 Hypoplastic salivary glands … xerostomia

 Nails (dystrophic and brittle)



 Oligodontia

 Hypodontia

 Conical tooth

 Anodontia



 Decreased number of sweat glands and hair follicles

 Dental problems … prosthetic replacement

 Older than 6 years of age



WHITE 

SPONGE 

NEVUS



 Defect in the normal keratinization of the oral 

mucosa

 At birth or in early childhood

 Symmetrical, thickened, white, corrugated or 

velvety, diffuse plaques affect the buccal mucosa 

bilaterally

 Asymptomatic

 Treatment 





 Prominent hyperparakeratosis

 Acanthosis

 Clearing of the cytoplasm of the cells in the spinous

layer

 Leukoedema

 Hereditary benign intraepithelial dyskeratosis (hbid)

 Eosinophilic perinuclear condensation (superficial 

layers)

 Papanicolaou



PEUTZ-JEGHERS 

SYNDROME



 Frecklelike lesions of the hands, perioral skin, and oral 

mucosa + intestinal polyposis and predisposition for 

affected patients to develop cancer

 Tumor suppressor gene, STK11 (LKB1)

 Increased frequency of malignancy (10 to 18 times 

greater than normal)

Oral lesions

Perioral freckling

Brown to blue-gray

Vermilion / labial / buccal mucosa / tongue (90%) 



Gastrointestinal polyps 

Overgrowths of intestinal glandular epithelium

Pigmented cutaneous lesions

 Slight acanthosis

 Elongation of the rete ridges

 Melanocyte number

 Dendritic processes 

o Monitoring



EPIDERMOLYSIS 

BULLOSA



o Blistering mucocutaneous disorders

 Each has a specific defect in the attachment mechanisms of 

The epithelial cells, either to each other or to the underlying 

Connective tissue.

Depending on the defective mechanism of cellular 

cohesion :

1. Simplex

2. Junctional

3. Dystrophic

4. Kindler syndrome



Simplex
Mild, annoying forms

Keratin 5 and keratin 14 

Junctional
Death at birth 

Laminin-332, type XVII collagen, or α6β4 integrin

Dystrophic 
Type VII collagen 

Kindler syndrome
Hemidesmosomal attachment protein, kindlin-1



 Oral lesions are most commonly observed in the 

dystrophic forms

Dental abnormalities (junctional type)

 Anodontia

 Enamel hypoplasia

 Pitting of the enamel

 Neonatal teeth

 Severe periodontitis

 Severe dental caries



Dominant dystrophic types

 Oral manifestations are typically mild

 Gingival erythema and tenderness

 Gingival recession 

 Reduction in the depth of the buccal vestibule 

Recessive dystrophic types

 Mittenlike deformity

 Carious destruction of the dentition at an early age is 

common.





Subepith
.

Intraepith.



Simplex

Intraepithelial clefting

Junctional, dystrophic, and kindler 

Subepithelial clefting



Pemphigus



The condition known as pemphigus

represents four related diseases of an 

autoimmune origin:

1) Pemphigus vulgaris

2) Pemphigus vegetans

3) Pemphigus erythematosus

4) Pemphigus foliaceus



 Pemphigus vulgaris is the most common of 

these disorders (vulgaris is Latin for 

common)



The blistering that typifies PV is due to an 

abnormal production of autoantibodies that 

are directed against the epiderrmal cell 

surface glycoproteins : desmoglein 3 (in  

desmosomes)



Clinical features

The initial manifestations of pemphigus

vulgaris often involve the oral mucosa

 The average age at diagnosis is 50 years

 No sex predilection is observed

 Seems to be more common in persons of 

Mediterranean, South Asian, or Jewish heritage



Clinical features

 Patients usually complain of oral soreness



Clinical features
 Examination shows superficial, ragged erosions 

and ulcerations

 Such lesions may affect  any oral mucosal 

location



Clinical features

 More than 50% of the patients have oral 

mucosal lesions before the onset of cutaneous

lesions

 Nearly all patients have intraoral involvement

The skin lesions appear as flaccid vesicles and 

bullae that rupture quickly , leaving an 

erythematous denuded surface



Histopathologic features

 Biopsy specimens of peri lesional tissue show 

characteristic intra epithelial separation, which 

occurs just above the basal cell layer of the 

epithelium



Histopathologic features

 Sometimes the entire superficial layers of the 

epithelium are stripped away, leaving only the 

basal cells, which have been described as 

resembling a "row of tombstones"



Histopathologic features

The cells of the spinous layer of the surface 

epithelium typically appear to fall apart                    

( acantholysis) and the loose cells tend to assume a 

rounded shape (Tzanck cells)



Histopathologic features

The diagnosis of pemphigus vulgaris should be 

con firmed by direct immunofluorescence

(antibodies can be demonstrated in the 

intercellular spaces between the epithelial cells)



PARANEOPLASTIC PEMPHIGUS



Pemphigoid
(Benign mucous membrane pemphigoid) 



 Pemphigoid is chronic, blistering, 

mucocutaneous autoimmune diseases in which 

tissue-bound autoantibodies are directed 

against one or more components of the 

basement membrane

 It is at least twice as common as pemphigus

vulgaris

The term pemphigoid is used because 

clinically it often appears similar to pemphigus



Clinical features

 Usually affects older adults, with an average 

age of 50 to 60 years at the onset of disease

 Females are affected more frequently than 

males by a 2:1 ratio

 Oral lesions are seen in most , but other sites, 

such as conjunctival, nasal, esophageal, laryngeal, 

and vaginal mucosa, as well as the skin may be 

involved



Clinical features

The oral lesions of pemphigoid begin as either 

vesicles or bullae that may occasionally be 

identified clinically



Clinical features

The oral blisters rupture, leaving large , 

superficial, ulcerated, and denuded areas of 

mucosa  which are lusually painful and persist 

for weeks to months if untreated



Clinical features

 Gingival involvement produces a clinical 

reaction pattern termed desquamative

gingivitis



Clinical features

The most significant complication of mucous 

membrane pemphigoid, is ocular involvement 

(up to 25% of patients with oral lesions may 

eventually develop ocular disease)



Histopatholgic features

 Biopsy of perilesional mucosa shows a split 

between the surface epithelium and the 

underlying connective tissue 



Histopatholgic features

A mild chronic inflammatory cell infiltrate is 

present in the superficial submucosa



Histopatholgic features

 Direct immunofluorescence studies of 

perilesional mucosa show a continuous linear 

band of immunoreactants at the basement-

membrane zone in nearly 90% of affected 

patients



BULLOUS 

PEMPHIGOID



Most common of the autoimmune blistering 

conditions

 Autoantibodies directed against components of the 

basement membrane

Mucous membrane pemphigoid

 Oral mucosal involvement is uncommon



Subepithelial separation



ERYTHEMA 

MULTIFORME



 Blistering, ulcerative mucocutaneous condition of 

uncertain etiopathogenesis

Minor

Major(stevens-johnson syndrome) 

 Toxic epidermal necrolysis (lyell disease- TEN)







ERYTHEMA

MIGRANS









LICHEN 

PLANUS 



 Common

Chronic

Dermatologic disease 

Oral mucosa

Hepatitis C infection - genetic – stress 

Middle-aged

Women



SKIN LESIONS: 

Purple, pruritic, polygonal papules

Flexor surfaces of  the extremities

Lacelike network of  white lines(wickham's striae)

ORAL LESIONS:

Reticular and erosive





RETICULAR LICHEN PLANUS

 More common 

 No symptoms 

 Posterior buccal mucosa bilaterally

 Lateral and dorsal tongue,the gingivae, the palate, 

and vermilion border 

 Wickham's striae

 Wax and wane over weeks or months







EROSIVE LICHEN PLANUS

 Symptomatic

 Atrophic

 Erythematous

 Central ulceration 

 Periphery of the atrophic regions is usually 

bordered by fine, white radiating striae

 Severe   bullous lichen planus

















 Characteristic (not be specific)

Orthokeratosis and parakeratosis

 Rete ridges          absent / hyperplastic/"saw-toothed" shape 

 Hydropic degeneration 

 Intense, bandlike infiltrate of predominantly T lymphocytes

 Degenerating keratinocytes (epithelium and connective 

tissue interface) Colloid, cytoid, hyaline, or civatte bodies




