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Lupus erythromatosus (LE)
is a classic example of an immunologically mediated condition and is the most common of  the so-called "collagen vascular" or "connective tissue". It may exhibit any one of several clinicopathologic forms. Systemic lupus erythematosus (SLE) is a serious multisystem disease with a variety of cutaneous and oral manifestations. 
There is an increase in the activity of the humoral B-lymphocytes of the immune system in conjunction with abnormal function of the T lymphocytes. Although genetic factors probably play a role in the pathogenesis of SLE, the precise cause is unknown.
Clinical Features
Systemic lupus erythematosus: SLE can be a very difficult disease to diagnose  in  its  early  stages  because  it  often  appears  in  a  nonspecific, vague fashion, frequently with periods of remission or disease inactivity. Women are affected nearly 8 to 10 times more frequently than men. The average age at diagnosis is 31 years. Common findings include fever, weight loss, arthritis, fatigue, and general malaise.  In 40% to 50% of affected patients, a characteristic rash, having the pattern of a butterfly, develops over the malar area and nose. Sunlight often makes the lesions worse. The kidneys are affected in approximately 40% to 50% of SLE patients. This complication may ultimately lead to kidney failure; thus it is typically the most significant aspect of the disease. Cardiac involvement is also common with pericarditis being the most frequent complication.
Oral lesions of SLE develop in 5% to 25% of these patients. The lesions usually affect the palate, buccal mucosa, and gingivae.  Sometimes  they appear  as  lichenoid  areas,  but  they  may  also  look  nonspecific  or  even somewhat granulomatous. Involvement of the vermilion zone of the lower lip (lupus cheilitis) is sometimes seen. Varying degrees of ulceration, pain, erythema, and hyperkeratosis may be present. Other oral complaints such as xerostomia, candidiasis, periodontal disease, and dysgeusia have been described, but the direct association of these problems with SLE remains to be proven.
Histopathologic Features:
The skin and oral lesions of the various forms of lupus erythematosus show some features in common but are different enough to warrant separate discussions. 
The skin lesions of SLE are characterized by hyperkeratosis, often displaying keratin packed into the openings of hair follicles ("follicular plugging"). 
In all forms of lupus erythematosus, degeneration of the basal cell layer is frequently observed, and the underlying connective tissue supports patchy to dense aggregates of chronic inflammatory cells in the deeper connective tissue, the inflammatory infiltrate often surrounds the small blood vessels. The oral lesions demonstrate hyperkeratosis, alternating atrophy and thickening of the spinous cell layer, degeneration of the basal cell layer, and subepithelial lymphocytic infiltration.
Treatment and Prognosis
Patients with SLE should avoid excessive exposure to sunlight because ultraviolet light may precipitate disease activity. Mild active disease may be effectively managed using non-steroidal anti-inflammatory agents combined with antimalarial drugs, such as hydroxychloroquine. 
For more severe, acute episodes that involve arthritis, pericarditis, thrombocytopenia, or nephritis, systemic corticosteroids are generally indicated.
Discoid Lupus Erythematosus (DLE) 
 is characteristically seen in middle age, especially in women. Lesions commonly appear solely on the skin, most commonly on the face and scalp. Oral and vermilion lesions are commonly seen, but usually in the company of cutaneous lesions. On the skin,   lesions   appear   as   disc-shaped   erythematous   plaques   with hyperpigmented margins. As the lesion expands peripherally, the center heals, and formation of scar and loss of pigment are noted. Involvement of hair follicles results in permanent hair loss (alopecia).
Mucous membrane lesions appear in about 3% to 25% of patients with cutaneous DLE. The buccal mucosa, gingiva, and vermilion are most commonly affected. Lesions may be erythematous or ulcerative with delicate white, keratotic striae radiating from the periphery. The diagnosis of oral lesions may not be evident on the basis of clinical appearance. Progression of DLE to SLE is very unlikely, although the potential does exist.
Pemphigus Vulgaris
Is a group of autoimmune mucocutaneous diseases characterized by intraepithelial blister formation. It results from a breakdown or loss of intercellular adhesion, thus producing epithelial cell separation known as acantholysis. 
Widespread superficial ulceration following rupture of the blisters leads to painful debilitation, fluid loss, and electrolyte imbalance. Before the use of corticosteroids, death was not an uncommon outcome for patients.



Clinical Features
Present as painful ulcers preceded by bullae. The first signs of the disease appear in the oral mucosa in approximately 60% of cases. Such lesions may precede the onset of cutaneous lesions by periods of up to 1 year. Bullae rapidly rupture, leaving a red, painful, ulcerated base. Ulcers range in appearance from small aphthous-like lesions to large maplike lesions. Gentle traction on clinically unaffected mucosa may produce stripping of epithelium, a positive Nikolsky’s sign. A great deal of discomfort often occurs with confluence and ulceration of smaller vesicles of the soft palate, buccal mucosa, and floor of the mouth.
Histopathology and Immunopathology
appears as intraepithelial clefting with keratinocyte acantholysis Loss of desmosomal attachments and retraction of tonofilaments  result  in free-floating,  or  acantholytic,  Tzanck  cells.  Bullae are  suprabasal,  and  the  basal  layer  remains  attached  to  the  basement membrane.
Treatment and Prognosis
The high morbidity and mortality rates previously associated with pemphigus vulgaris have been reduced radically since the introduction of systemic corticosteroids.  Topical Steroids: Topical corticosteroids may be used intraorally as an adjunct to systemic therapy, with a possible concomitant lower dose of systemic corticosteroid.
Mucous Membrane Pemphigoid
Is a chronic blistering or vesiculobullous disease that affects predominantly oral and ocular mucous membranes  .It  is  also  known  as  cicatricial  pemphigoid,  benign  mucous membrane  pemphigoid,  ocular  pemphigus,  childhood  pemphigoid,  and mucosal pemphigoid; when it affects gingiva exclusively, it is referred to clinically as gingivosis or desquamative gingivitis, although these terms are imprecise and not specific in that desquamative gingival alterations are common to other oral mucosal diseases as well.
Clinical Features
This is a disease of adults and the elderly and tends to affect women more than men. MMP has rarely been reported in children. Other mucosal sites that   may   be   involved   include   the   conjunctiva,   nasopharynx,   larynx, esophagus, and anogenital region. 
Oral mucosal lesions typically present as superficial ulcers, sometimes limited to attached gingiva. Bullae are not commonly seen because the blisters are fragile and short lived. 



Lesions are chronic and persistent and may heal with a scar (cicatrix)—particularly lesions of the eye. Risks include scarring of the canthus (symblepharon), inversion of the eyelashes (entropion), and resultant trauma to the cornea (trichiasis).   To   prevent   corneal   damage,   many   patients   with   ocular pemphigoid have their eyelashes permanently removed by electrolysis. 
With laryngeal involvement, voice alterations may result from supraglottic stenosis. Cutaneous lesions are uncommon and usually appear in the head and neck and extremities. Gingival lesions often present as bright red patches or confluent ulcers extending to unattached gingival mucosa with mild to moderate discomfort. Concomitant ulcers and erosions may be seen on marginal and attached gingiva. Additionally, lesions may be seen on the buccal mucosa, palate, labial mucosa, and lips.  With chronicity, the pain associated with oral MMP typically diminishes in intensity. Intact epithelium, especially adjacent to ulcers, can often be stripped away with ease, leaving denuded submucosa. This is one of several mucocutaneous diseases in which a positive Nikolsky’s sign may be elicited. Because of patient discomfort, routine oral hygiene is often compromised. This results in dental plaque accumulation, which  in  turn superimposes  an  additional,  but  nonspecific,  inflammatory response.
Histopathology and Immunopathology:
is a subepithelial clefting disorder with no acantholysis. In early stages, few lymphocytes  are  seen,  but  over  time,  the  infiltrate  becomes more dense and  mixed.
Treatment and Prognosis
Corticosteroids are typically used to control MMP ,Prednisone is used for moderate  to  severe  disease,  and  topical  steroids  for  mild  disease  and maintenance. Very high systemic doses occasionally are required to achieve significant results in some cases of recalcitrant gingival MMP. Because  side  effects  of  therapy  may  outweigh  benefits, high-potency topical  steroids  are  often  used  instead  (e.g.,  clobetasol,  betamethasone dipropionate, desoximetasone).
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Etiology and Pathogenesis:
is a general term that encompasses one acquired and as many as 20 genetic or hereditary varieties (dystrophic, junctional, simplex) of diseases that basically are characterized by the formation of blisters at sites of minor trauma.




Clinical Features
The feature common to all subtypes is bulla formation from minor trauma, usually over areas of stress such as the elbows and the knees. Onset of disease is seen during infancy or early childhood for the hereditary forms, and greater with the inherited recessive forms. Blisters may be widespread and severe and may result in scarring and atrophy. Nails may be dystrophic in some forms of this disease.
Oral lesions are particularly common and severe in the recessive forms of this group of diseases and uncommon in the acquired form. Oral manifestations include bullae that heal with scar formation, a constricted oral orifice resulting from scar contracture, and hypoplastic teeth. These changes are most pronounced in the type known as recessive dystrophic epidermolysis bullosa.
Treatment and Prognosis
The prognosis is dependent on the subtype. Behavior ranges from life threatening in one of the recessive forms, known as junctional epidermolysis bullosa, to debilitating in most other forms. Therapy   includes   avoidance   of   trauma,   supportive   measures,   and chemotherapeutic agents (none of which is consistently effective). 
Corticosteroids,     vitamin     E,     phenytoin, retinoids, dapsone, and immunosuppressive agents all have been suggested as providing some benefit to patients. More recently, IVIg and the monoclonal biologic agent, infliximab, have been associated with some therapeutic success. 
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