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Treatment of Pemphigus 
Foliaceous with Dupilumab

Carlos Vieira, MD

Cooper Medical School of Rowan University

Department of Dermatology 

PGY-3

2018:

80-year-old male with a PMHx significant for hypothyroidism and 
prostate cancer presents to the clinic for a pruritic rash of the proximal 

upper extremities and trunk for 4 weeks.
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Physical exam:
Urticarial pink papules and 
erosions on central trunk and 
proximal upper extremities

DDx:

Acute Urticaria

Bullous Pemphigoid

Atypical Sweet Syndrome

Arthropod Assault
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Serologies revealed:
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Bullous Pemphigoid Pemphigus Foliaceus Pemphigus Vulgaris

Antibody Target BP 180 +/- BP 230 Desmoglein 1 (+/- 3) Desmoglein 3 (+/- 1)

Split? Subepidermal Intraepidermal Intraepidermal

Characteristic Histology Eosinophils Acantholysis in upper epidermis Supra-basilar epidermal 
acantholysis (tombstoning), 
"chicken-wire" IgG and C3 
deposition of lower epidermis of 
DIF

Distribution Flexural or generalized Seborrheic Mucosal sites +/- skin

Morphology Urticarial papules, eczematous 
patches, erosions or tense bullae

Superficial vesicles and bullae, 
erosions, crust

Erosions, mucositis, flaccid bullae

Epidemiology Significant pruritis, older adults, 
history of neurologic disease or 
other autoimmune conditions

Favors adults, history of other 
autoimmune conditions

Favor adults

Associations furosemide, captopril, NSAIDs, 
gliptins, etc.

penicillamine penicillamine

Treatment:

Topical Triamcinolone 0.1% ointment BID

Mycophenolate Mofetil up to 1500 mg/day with improvement:

discontinued 2/2 to recurrent URIs

Doxycycline 100 mg BID + nicotinamide 500 mg TID:

discontinued 2/2 to photosensitivity

Minocycline 100 mg BID:

discontinued 2/2 to drug induced hyperpigmentation
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Interval History (2022): 
New diagnosis of metastatic 

lung adenocarcinoma

• Common treatments for Pemphigus Foliaceus:

• High-potency topical steroids

• Prednisone 1.0 - 1.5 mg/kg/day

• Mycophenolate Mofetil 1-3 g/day

• Azathioprine 2.5 mg/kg/day
• Cyclophosphamide 50-100 mg/day

• Rituximab

• IVIG

Contraindicated in the setting 
of active malignancy
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• Multicenter retrospective analysis of patients treated with anti–
PD-1 monotherapy between 2009 and 2019

• 509 (54%) developed irAEs
• Early-onset irAE (within 8 weeks of anti–PD-1 initiation) with 

high-dose GCC use (≥60-mg prednisone equivalent once a day) 
was independently associated with poorer progression free 
survival and overall survival (HR 5.37 and 5.95, respectively) 
when compared to patients who did not receive high dose 
steroids
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Dupilumab
• Human monoclonal antibody that inhibits IL-4 R 

α subunit which blocks IL-4 and IL-13 signaling 
and dampens Th2 mediated inflammation

• FDA approved for Atopic Dermatitis, Prurigo 
Nodularis, Asthma, Chronic Rhinosinusitis with 
Polyposis and Eosinophilic Esophagitis

• Off-label, dupilumab has demonstrated efficacy 
in treating Bullous Pemphigoid in multiple case 
series (disease clearance or satisfactory response 
was achieved in 92.3% of the patients in one 
multisite case series)

• 41-year-old woman who presented with 
superficial bullae and crusted erosions on 
head, oral mucosa, trunk and extremities.

• Biopsy revealed dermal inflammatory 
infiltrate with scattered eosinophils

• Loading dose 600 mg SC
• Maintenance dose 300 mg SC q 2 weeks 

cleared skin disease. 
• Increasing to weekly 300 mg dose 

cleared mucosal erosions.
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Back to our patient...

• Loaded with 600 mg SC 
dupilumab on day 0

• Maintenance dosing: 300 mg SC q 
2 weeks

• After two months of 
therapy, pruritis resolved and > 
50% decrease in active lesions

Take Home Points

• Use of high dose systemic steroids must be carefully considered in 
patients with irAEs as they may contribute to morbidity.

• Dupilumab has demonstrated efficacy in treating autoimmune bullous 
dermatoses, particularly Bullous Pemphigoid.

• Presence of eosinophils in the dermis may be a useful histological 
marker to gage utility of dupilumab in other autoimmune 
blistering disorders such as Pemphigus Foliaceous.
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Thank you!

Steven M. Manders, MD Warren R. Heymann, MD
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