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PEMPHIGUS VULGARIS 

 

 

Clinical features 

 

• Large, flaccid, painful bullae:  break easily and leave denuded areas. 

• Increase in size by peripheral detachment of the epidermis. 

• Oral lesions always present;  may be first manifestation of disease. 

• Other areas:  scalp, face, chest, groin, pressure points. 

• Nikolsky sign present:  intact epidermis can be torn away from underlying dermis with 

a twist of the finger. 

• In older individuals;  commonest in people of Jewish or Mediterranean ancestry. 

• Potentially lethal, before the advent of systemic steroids. 

 

Pathogenesis 

 

IgG autoantibodies against desmoglein 3 and desmoglein 1 of the desmosome complex 

(desmosomes:  adhesion junctions in stratisfied squamous epithelium). 

 

Histopathology 

 

Intraepidermal blister formed by suprabasilar acantholysis.  Acantholytic cells are round, 

without intercellular bridges. 

 

Immunofluorescence testing 

 

Direct immunofluorescence:  very sensitive.   IgG deposited in intercellular spaces of 

lower epidermis. 

 

Treatment 

 

Systemic 

 

• High dose of systemic corticosteroids (ie prednisone up to 100 – 150mg daily). 

• Adjuvant therapy, so that prednisone can be tapered. 

 

Mycophenolate mofetil (1 – 1,5 mg bd) 

Azathioprine 

Cyclophosphamide (refractory cases) 

 

• Intravenous immunoglobulins. 

• Plasmapheresis. 
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 Topical 

 

• Prolonged baths, to remove painful crusts. 

• Silver sulphadiazine dressings (limited disease). 

• Silver nitrate impregnated cotton batting (extensive disease). 

• Oral and lip lesions:  triamcinolone or betamethasone oral applications;  elixir of 

Benadryl and Maalox;  viscous xylocaine. 

 

 

OTHER TYPES OF PEMPHIGUS 

 

 

Pemphigus Vegetans 

 

Uncommon variant of pemphigus vulgaris;  initial blisters lead to the formation of slowly 

enlarging verrucous vegetations, especially in skin-folds. 

 

 

Pemphigus Foliaceus 

 

Blisters more superficial than in pemphigus vulgaris, leaving shallow erosions rather than 

denuded areas. 

May present as scaly crusts without visible blisters, and can resemble exfoliative dermatitis.  

No oral lesions. 

Fogo selvagem is an endemic type of pemphigus foliaceus in Brazil, precipitated by environ- 

mental factors, with seasonal fluctuations. 

 

 

Pemphigus Erythematosus 

 

Also called Senear-Usher syndrome:  a variant of pemphigus foliaceus, with erythematous 

plaques in a butterfly distribution, resembling lupus erythematosus. 

 

 

Pemphigus Herpetiformis 
 

Immunologically and histologically a type of pemphigus foliaceus, but with the clinical 

appearance of dermatitis herpetiformis. 

 

 

Drug-Induced Pemphigus 

 

Mostly caused by penicillamine, captopril, and penicillin derivates.   An initial morbilliform 

or urticarial eruption is followed by typical pemphigus lesions. 
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IgA Pemphigus 

 

A pruritic eruption, resembling pemphigus foliaceus clinically, but showing squamous 

intercellular IgA deposits on direct immunofluorescence, and intraepidermal neutrophils on 

histology. 

 

 

Paraneoplastic Autoimmune Multi-Organ Syndrome 

 

Previously known as paraneoplastic  pemphigus, and associated with an underlying 

malignancy.   Commonly presents with chronic oral and lip ulceration.   IgG autoantibodies 

are also deposited in internal organs. 

 

 

BULLOUS PEMPHIGOID (BP) 

 

Clinical Features 

 

• Large, tense bullae on urticarial erythematous or nonerythematous skin. 

• When bullae break, the denuded areas do not increase in size as in pemphigus, but 

heal. 

• Nikolsky sign negative. 

• Trunk, extremities, and intertriginous areas involved;  oral mucosa in third of cases. 

• Commonly in elderly persons;  occasionally in young adults and children.   Course 

more benign than pemphigus vulgaris, self-limited over five to six years. 

 

 

Pathogenesis 

 

Circulating basement membrane zone antibodies (IgG) in 70% of patients.   Bind to BP 

antigen 1 and BP antigen 2 in lamina lucida;  antibody to BP antigen 2 is the main 

pathogenic factor. 

 

 

Histopathology 

 

Eosinophils accumulate at dermal-epidermal junction, and in the dermis, followed by the 

formation of a subepidermal blister. 

 

 

Immunofluorescence Testing 

 

Direct immunofluorescence:  linear deposition of IgG in basement membrane zone. 
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Clinical Variants 

 

• Drug associated bullous pemphigoid:  furosemide, phenacetin, and various penicillins. 

• Pemphigoid localized to lower extremities. 

• Vesicular pemphigoid:  small grouped blisters, resembling dermatitis herpetiformis.\ 

 

 

Treatment 
 

• Systemic corticosteroids, in lower doses than for pemphigus vulgaris. 

• Adjuvant therapy, when necessary:  azathioprine, mycophenolate mofetil, cyclo-

phosphamide, plasma exchange, or intravenous immunoglobulins. 

• Methotrexate, ciclosporin, dapsone, or tetracycline (combined with niacin), effective 

in some cases. 

• Strong topical corticosteroid (clobetasol propionate) for localized disease. 

 

 

OTHER BP-LIKE CONDITIONS 

 

 

Cicatricial Pemphigoid 

 

• Characterized by chronic course, scarring nature, and predilection for mucosal 

surfaces. 

• Mostly in the elderly. 

• Oral blisters present in all cases;  ocular involvement in 75%;  cutaneous involve- 

ment in 33%.   Other mucosal surfaces (larynx, oesophagus, nose, vulva, anus) may be 

involved. 

• Most important complication:  conjunctival involvement, where erythema leads 

directly to scarring:  unilateral blindness in 20% of cases. 

 

 

Pemphigoid (Herpes) Gestationis 

 

• Blistering disorder that develops in second or third trimester of pregnancy. 

• Intensely pruritic, urticarial lesions develop on abdomen, and spread to extremities. 

• Progress to tense vesicles and bullae. 

• May recur with subsequent pregnancies. 

• Course benign for mother. 

• No increased risk for foetal morbidity and mortality, but some association with 

prematurity. 
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SUBEPIDERMAL IgA-MEDIATED BULLOUS DERMATOSES 

 

 

Dermatitis Herpetiformis 

 

Clinical Features 
 

• Intensely pruritic, chronic recurrent dermatitis. 

• Symmetrically grouped, excoriated erythematous papulovesicles, vesicles, or crusts. 

• Elbows, knees, buttocks, scapulae, and scalp involved. 

• Oral lesions absent. 

• Usually in young to middle-aged adults. 

• Associated with gluten-sensitive enteropathy. 

 

 

Pathogenesis 

 

Patients with gluten-sensitive enteropathy develop IgA autoantibodies to endomysium, and 

to tissue transglutaminase (which degrades gliadin).   IgA then deposited in the dermal 

papillae. 

 

 

Histopathology 
 

Neutrophils accumulate in tips of dermal papillae, forming micro-abcesses;  subepidermal 

bullae then develop. 

 

 

Immunofluorescence Testing 

 

Direct immunofluorescence:  granular deposits of IgA in dermal papillae. 

 

 

Treatment 
 

• Dapsone 

• Sulphapyridine 

• Gluten-free diet 

 

 

LINEAR IgA DERMATOSIS 

 

 

Bullous disorders mediated by IgA antibodies against epidermal basement zone antigens. 
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Adult linear IgA disease 

 

• May resemble dermatitis herpetiformis (although less pruritic), or bullous pemphi- 

goid. 

• Mucous membrane involvement in 50%. 

• No association with enteropathy in majority of cases. 

• May occur as a drug-induced disease (vancomycin, lithium, diclofenac, captopril, etc). 

 

 

Histopathology 

 

Similar to dermatitis herpetiformis. 

 

 

Immunofluorescence testing 

 

Direct immunofluorescence:  linear IgA among basement membrane zone. 

 

 

Treatment 
 

• Drug must be stopped in drug-induced cases. 

• Systemic corticosteroids. 

• Dapsone 

 

 

Childhood linear IgA disease 

(Chronic bullous disease of childhood) 

 

• Prepubertal children. 

• Peripheral vesicles on polycyclic plaque (“cluster of jewels”). 

• Lower abdomen, buttocks, genitalia, face. 

 

 

Histopathology and immunofluorescence testing 

 

Similar to adult linear IgA disease. 

 

 

 

 


