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Introduction
The pemphigus vulgaris is a disease that causes potential 
blisters and erosions of the skin and mucous membranes. The 
autoantibodies play a role in these epithelial lesions. They 
primarily affect the mucous membranes of patients over the age 
of 50 years, resulting in the formation of intraepithelial bullae 
and mucosal ulceration [1].

Pemphigus vulgaris, a deep form of Pemphigus, represents 80% of 
clinical forms and is characterized by the frequency of associated 
oral manifestations which are often revealing. These lesions are 
sometimes isolated and may precede the skin manifestations by 
several months. Hence the role of the dentist in the diagnosis and 
treatment of the disease [2]

The objective of this work is to review oral pemphigus vulgaris 
and its management in oral medicine. 

Discussion 
Pemphigus is a rare autoimmune condition with elementary lesions 
of intra-epidermal bullae that mainly affect the oral, genital or 
ocular mucous membranes and the epidermis [3].

Figure 1: Intra-Epidermal Bullae Lesions of the Epiderme

There are six types of pemphigus: pemphigus vulgaris, pemphigus 
vegetans, pemphigus erythematosus, pemphigus foliaceus, 
paraneoplastic pemphigus, and IgA pemphigus. Oral mucosal 
changes are one of the first manifestations [4].

Pemphigus vulgaris is the most common form of pemphigus, 
representing almost 80% of cases [5].

The prevalence of this disease is 0.1-0.5 cases per 100,000 
inhabitants per year. It touches especially women with male to 
female ratio of about 1:2 and the fourth to sixth decade of life [6].

The etiology is uncertain. The pemphigus group of diseases are 
classified as autoimmune diseases since they are manifested by 
the development of autoantibodies against intercellular substances. 
Viral infection may also act as predisposing factor in the production 
of autoantibody. The environmental factors such as foods (garlic), 
infections, neoplasms, and drugs could be the cause [7].
 
It is manifested by erosive lesions without a spontaneous tendency 
to heal. Oral lesions most often precede the appearance of skin 
lesions. They are manifested by ubiquitous erosions of the oral 
mucosa.

The bright red color which indicates the erosion is characteristic 
[8].

Figure 2: Bright Red Color Erosion in the Mucosa
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Cutaneous involvement occurs several weeks or months after 
the appearance of mucosal lesions. It is characterized by the 
appearance of flabby bubbles with clear contents. The fragile 
bubbles, quickly ruptured, give way to erosions surrounded by an 
epidermal collar. The pressure of the healthy skin induces either 
a bubble or an erosion: this is the Nikolsky sign [9-11].

Figure 3: Erosions Surrounded by an Epidermal Collar: The 
Nikolsky Sign

Histopathologically PV is characterized by intraepidermal 
acantholysis, with basal keratinocytes still attached to the 
basement membrane zone assuming a characteristic tombstone-
like morphology [12].

A blood test is systematically requested, supplemented by an 
indirect immunofluorescence to search for anti-basal membrane 
antibodies.

Clinical features, histopathology, and immunological tests 
confirm the diagnosis of PV [13]. The differential diagnosis of PV 
includes certain chronic mucodermatoses that present as bullous, 
ulcerative, or erosive lesions. In rare cases, pemphigus lesions can 
be confused with ulcerative lesions of Crohn’s disease or ulcerative 
colitis or ulcerative lesions related to dietary deficiencies, such 
as iron deficiencies (hypochromic iron deficiency anemia), 
zinc (acrodermatitis enteropathica), folic acid or vitamin B12 
(Biermer’s anemia) [14].

The purpose of the treatment is to induce disease remission. 
PV is generally managed with topical, oral, and intralesional 
corticosteroids. Systemic corticosteroids have been used as the 
cornerstone of management for PV since the time of their approval 
in the 1950s [15].

European Dermatology Forum and European Academy of 
Dermatology and Venereology recommended administration of 
a higher prednisolone dose (up to 2 mg/kg) if the control of the 
disease is not achieved with an initial dose of prednisolone of 0.5 
mg-1.5 mg/kg/d within two weeks [16].

Figure 4: Ulceration of the Tongue

Figure 5: Ulceration of Palate
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