
 

 

 

PEMPHIGUS VULGARIS 

 

“Woman on a Paris Street at Evening”, (oil on canvas) Lionello Balestrieri 

 

“The lamps are going out all over Europe, I fear we shall not see them lit again in our 

life-time”   

 

British Foreign Secretary Sir Edward Grey, on the eve of the outbreak of the  

First World War, 3rd August 1914 

 

For those unfortunate patients who contract pemphigus vulgaris, the lights are certainly 

diminished, perhaps never to be lit again for the duration of their lifetime.   

 



PEMPHIGUS VULGARIS 

 

In pemphigus vulgaris immunoglobulin type G (IgG) autoantibodies bind to a protein 

called desmoglein 3, which is found in desmosomes in the keratinocytes near the bottom 

of the epidermis. The result is the keratinocytes separate from each other, and are 

replaced by fluid, the blister. Above is seen immunofluorescent staining of keratinocyte 

desmosomes.    

 

Introduction 

 

Pemphigus vulgaris is an uncommon acquired vesiculobullous autoimmune disease that 

results in mucocutaneous lesions. 

 

Before the introduction of corticosteroids and immunosuppressive agents, this 

condition was associated with virtually 100 % mortality.   

 

Any patient suspected of having this condition, must be urgently referred to a 

Dermatologist. 

 

 



Mnemonic: 

 

The serious condition of pemphigus should not be confused with the more benign 

condition pemphigoid 

 

To remember the difference between pemphigus and pemphigoid a useful mnemonic is 

to use the final letter of the two conditions: 

 

S: = “superficial” - i.e the superficial fragile Nikolsky positive bullae that result in 

 widespread skin loss and so high mortality.   

 

D: = “deep” - i.e the deep stable Nikolsky negative bullae that do not generally lead to 

 widespread skin loss and so has a more benign prognosis.   

 

Epidemiology 

 

Pemphigus vulgaris can affect people of all races, age and sex, however it appears most 

commonly between the ages of 30-60 years. 

 

Pathology 

 

Pemphigus vulgaris is an acquired autoimmune disease in which IgG antibodies target 

desmosomal proteins to produce intraepithelial, mucocutaneous blistering. 

 

The main cells of the epidermis are the keratinocytes.  

 

These cells are cemented together by specialized structures called desmosomes.  

 

In pemphigus vulgaris immunoglobulin type G (IgG) autoantibodies bind to a protein 

called desmoglein 3, which is found in the desmosomes in the keratinocytes near the 

bottom of the epidermis.  

 

The result is that the keratinocytes separate from each other, (i.e normal cell attachment is 

lost - a process known as acantholysis) and the spaces are replaced by fluid, creating 

intra-epidermal bullae or blisters, (as opposed to the subepidermal blistering which is 

seen in the case of pemphigoid). 

 

Pemphigus variants 

 

Other variants of pemphigus are also seen, but pemphigus vulgaris is the most common 

subtype of, accounting for at least 70% of all pemphigus cases worldwide. 

 

The other two main subtypes of pemphigus are pemphigus foliaceus and paraneoplastic 

pemphigus.  

 

Pemphigus foliaceus results in acantholysis at a more superficial level and therefore the 

usual clinical picture is one of crusted scaling rather than visible bullae formation. 

Mucous membrane lesions do not occur. 4 



 

Clinical features 
 

 

Examples of Pemphigus Vulgaris (from DermNetNZ) 

 

1 The onset can be acute. 

 

● The diagnosis of pemphigus vulgaris should be suspected in any patient 

 with mucocutaneous erosions or blisters without obvious cause. 

 

2. Mucous membrane involvement:  

 

● Most patients first present with lesions on the mucous membranes such as 

 the mouth or  genitals 

 

The oral mucosa is the first site of involvement in the majority of cases, 

and the majority of cases will have oral involvement, (up to 70%). 

 

3. Skin involvement: 

 

Around 6 or more months later blisters on the skin may develop but in some cases 

mucosal lesions remain the only manifestation of the disease.  

 

A minority will present with cutaneous erosions.  

 

Lesions may be localized for many months, but then become generalized. 

 

Blistering characteristics include: 

 

● Superficial and fragile, (Positive Nikolsky’s sign) often merely appears as 

 erosions  



 

 ♥ Intact blisters are in fact rare 

 

● Clear fluid, (as opposed to those seen in pemphigoid where blisters may 

 be hemorrhagic) 

 

●  Relatively smaller, compared to those seen in cases of pemphigoid. 

 

●  Slow to heal. 

 

Prognosis: 

 

Without treatment the disease may become rapidly progressive and fatal. 

 

Spontaneous resolution is rare and so most patients will usually require lifelong 

treatment. 

 

Investigations 

 

Diagnosis is by skin lesion biopsy and immunoflourescent antibody studies. 

 

Diagnosis generally requires a skin biopsy, which shows typical features of rounded-up 

separated keratinocytes (called acantholytic cells) within the blisters just above the basal 

layer of the epidermis.  

 

In most cases, specific circulating antibodies can also be detected by an indirect 

immunofluorescence test.  

 

Management 

 

1. Steroids: 

 

● Oral corticosteroids are the mainstay of medical treatment for 

 controlling the disease.  

 

Since their use, many deaths from pemphigus vulgaris have been 

prevented (mortality rates have dropped from reported rates of 99% prior 

to the 1950s to 5-15% today). 

 

They are not a cure for the disease but can significantly improve a 

patient’s quality of life by reducing disease activity.  

 

The higher doses of corticosteroids generally required however can result 

in serious long term side effects.  

 

2. Wet dressings: 

 



● Wet dressings can be used in combination with the topical corticosteroid 

 to enhance efficacy of treatment.  

 

3. Immunosuppressive agents: 

 

A range of other immune suppressive drugs are used to minimise the need for 

steroids use.  

 

These include:  

 

● Azathioprine  

 

● Cyclosporin\ 

 

4. Further options: 

 

 For certain cases further options may also include: 

 

● Tetracycline  

 

● Plasmapheresis  

 

● Intravenous immunoglobulin  

 

5. Wound care: 

 

Appropriate wound care is particularly important, as this should promote healing 

of blisters and erosions.  

 

Disposition 

 

Pemphigus Vulgaris is a rare, but potentially fatal skin condition. 

 

It still causes significant morbidity and mortality, although this has been greatly reduced 

by modern treatment.  

 

Even at optimal therapy patients may still continue to experience mild disease activity.  

 

Management is complex and protracted requires specialist care and so patient suspected 

of having this condition, must be urgently referred to a Dermatologist. 

 

 

 

 

 

 

 

 



Appendix 1 

 

Comparison of Pemphigus & Pemphigoid:  

 

 

Parameter  

 

 

PEMPHIGUS 

 

PEMPHIGOID 

 

Pathology 

 

Autoimmune disease with auto Abs to cellular 

desmosome Ags within the epidermis. 

 

 

Autoimmune disease with auto Abs to the adhesion 

complex of the basement membrane  

 

 

Age group 

 

 

Typically middle age 

(40s - 50s)  

 

 

Typically elderly  

 

Bullae  

 

Superficial (intra-epidermal). 

 

Fragile - often erosions (Nikolsky’s sign 

positive) 

 

Relatively smaller 

 

Clear fluid 

 

Very slow to heal  

 

Less scaring  

 

 

Deep set (subepidermal) 

 

Tense & stable (Nikolsky’s sign negative) 

 

Relatively larger (up to 5 cm) 

 

Blood stained fluid 

 

Heal more readily 

 

More scarring  

 

Onset  

 

 

Onset may be acute. 

 

 Gradual onset with non specific urticarial or 

eczematous rash on limbs 

 

 

Natural 

History 

 

 

 

 

Lesions may be localized for many months, 

then become generalized. 

 

May become rapidly progressive and fatal. 

 

Spontaneous resolution is rare, most patients 

require lifelong treatment 

 

 

Subsequently, bullae develop which may last 

months to years 

 

Typically abdomen and flexor surfaces; however, 

may be localized or maybe widespread 

 

 

Resolution  

 

 

Spontaneous resolution is rare, most patients 

require lifelong treatment 

 

 

Disease is eventually self limiting 

 

 



 

References 

 

1. Harman K.E et al. British Association of Dermatologist Guidelines for the 

 Management of Pemphigus Vulgaris. British Journal of Dermatology 2003; 149: 

 926 - 937.  

 

2. Vesiculobullous Diseases in Principles & Practice of Dermatology, 3rd ed 1993 de 

 Launey & Land p. 65-79 

 

3. Pemphigus: from the New Zealand Dermatological Society:  

 

 ● dermnetnz.org/ 

 

4. eTG - 2017  

 

 

Dr J. Hayes 

Reviewed June 2017.  


