Pemphigus vulgaris
What is pemphigus vulgaris?
Pemphigus vulgaris is a rare autoimmune blistering disease which is characterised by
listers, erosio s a d rusts i the outh a d o the ski . Vulgaris ea s o
o
this type of pemphigus is the most common form of the condition. Other forms of
pemphigus include pemphigus foliaceus and paraneoplastic pemphigus.

so

What causes pemphigus vulgaris?
Pe phigus ulgaris o urs he ells of the ody’s i
u e syste produ e protei s
(autoantibodies) that damage the adhesion points between the skin cells. These adhesion
points act like press studs holding the top layer of the skin cells (epidermis) together. If they
are damaged, the skin cells break apart and are unable to form a proper barrier.
The cause of the immune attack on the skin is unknown. Genetic factors are thought to play
a role. Pemphigus vulgaris has been reported to occur worldwide but is more prevalent in
people of Ashkenazi Jewish descent and those of Mediterranean origin.
Thiol containing drugs, vaccines and radiotherapy may trigger the development of the
blisters of pemphigus vulgaris.
What does pemphigus vulgaris look like?
Pemphigus vulgaris usually first manifests in adulthood (average 50 to 60 years) but
childhood cases can occur.
The condition often first presents with mouth ulcers or tenderness, redness and bleeding of
the gums, which make it difficult to eat or drink. This phase may progress unrecognised for
many months. It may not be until blistering or erosions on the skin develop, that the
diagnosis may be considered.
Mucosal areas such as inside of mouth are most commonly affected but other sites include
the conjunctiva, oesophagus, labia, vagina, cervix, penis, urethra and anus. If the condition
has spread to the larynx, it may cause hoarseness when talking.
Blistering is superficial and often appears as erosions. Skin lesions appear as thin walled
flaccid blisters filled with clear fluid that easily rupture causing painful erosions.
In rare cases, pemphigus vulgaris can present with skin-only lesions.
Oral erosions are often an initial sign of pemphigus vulgaris.
What other problems can occur with pemphigus vulgaris?
People with pemphigus vulgaris, together with members of their family, have an increased
risk of developing other autoimmune diseases. The most common of these is autoimmune
thyroid disease.
How is pemphigus vulgaris diagnosed?
Skin biopsies are usually required to confirm the diagnosis. Two kinds of biopsies will be
needed – one biopsy involving the edge of a blister for routine histology in formalin and a
second perilesional (normal skin) biopsy for direct immunofluorescence on frozen
sections i Mi hel’s tra sport edia or or al sali e if the la is o site.
A blood test may show evidence of circulating autoantibodies.

How is pemphigus vulgaris treated?
The pemphigus group of diseases are rare and treatment regimens have developed over
years based on smaller case studies and physician experience rather than large controlled
studies.
Some people affected with pemphigus vulgaris may require admission to hospital to stabilise
their condition initially.
Rest, reducing stress levels and attention to oral hygiene are important. The involvement of
a dentist and hygienist is often needed. Following a soft diet is important to avoid trauma to
the fragile skin of the mouth. Appropriate wound healing dressings are needed and
antibiotics are given to prevent infection.
Oral prednisolone at doses around 1mg/kg/day is generally used as first line therapy to gain
control of disease activity. Intermittent doses of intravenous methylprednisolone are used in
some cases.
High doses of prednisolone for prolonged periods can cause side effects which need to be
anticipated and managed.
Steroid sparing agents are generally introduced early in the course of the disease. These are
additional medications used to reduce the dose of prednisone needed to control the
disease. No single medication has been shown to be routinely superior. The choice of agent
ill depe d o the se erity of the o ditio a d the perso ’s other edi al pro le s,
medications and blood test results.
Options include:
Anti-inflammatory agents (such as minocycline/doxycycline and dapsone)
Immunosuppressive agents(such as azathioprine, mycophenolate mofetil, cyclosporine,
methotrexate and cyclophosphamide both oral and intravenous)
Immunomodulators (such as human IVIG and plasmapheresis)
Biologic response modifiers (such as intravenous rituximab)
What is the likely outcome of pemphigus vulgaris?
Pemphigus is a serious condition which had a 90% mortality rate before the advent of
steroids. Currently the mortality rate is 5-10%. Death is mainly due to infections that may
result from the immunosuppression caused by the medications given to control the disease.
It is important, therefore, to tailor the regimen to minimise side effects.
Currently there is no cure for pemphigus but it can be managed successfully. The aim of
treat e t is to put the disease i to re issio so that it has i i al i pa t o the perso ’s
quality of life.

