	
	PEMPHIGUS VULGARIS
	BULLOUS PEMPHIGOID

	
	· AutoAb mediated (pathogenic not just surrogate markers)

· AutoAb production and deposition necessary for blister formation
· Lamina densa remains intact so no scaring if treated.

	EPIDEMIOLOGY
	· Peak 30-50 yo
· W/o tx 50-100% mortality and 0% w/ tx
· MHC II association DR4/DQ1
	· Peak 60-80 yo
· Better prognosis w/o tx


	BLISTER
	· PAINFUL & EROSIVE

· Oral and progress to cutaneous

· Often infection and sepsis b/c epithelial cells can’t regenerate fast enough
	· NOT PAINFUL
· Large, red, erythematous, plaques with hemorrhagic blisters
· Rare infection; no sepsis
· Acute onset

	SPECIAL FEATURES
	· IgG deposition in epithelium
· Acantholysis: separation of epithelial keratinocytes from eachother and intact basal layer
	· C’ deposition near basement membrane

· Disease of cornified epithelium; not intact basal layer

	AUTOANTIBODIES
	· Desmosome components

· Desmogleins (glue)

· Then epitope expansion 

· Plaque proteins
	· Hemidesmosomes
· BP180 Ag (noncollagenous region)

	CASCADE OF EVENTS
	AutoAb binding -> C’ -> protease 

-> cell detachment

AutoAb are only necessary factor for cell detachment.
	AutoAb -> C’ -> eosinophils and neutrophils -> protease -> subepidermal blister formation

Need entire cascade w/ C’ & PMNs to cause detachment

	TREATMENT
	Drug that reduces Ab synthesis (NOT immunosuppressants)

· IVIG, RITUXIMAB

· Mycophenolate, azathioprine, cyclophosphamide, plasmapharesis

Remission in 12-24 months
	Drugs that reduce inflammation

· Topical steroids

· Tetracycline

· Dapsone

· Prednisone

Remission sooner , itching better in days


