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Autoimmune Blistering Disease Diagnostic Algorithm

*�Supported by Meijer JM, Diercks GFH, de Lang EWG, Pas HH, Jonkman MF. Assessment of Diagnostic Strategy for Early Recognition of Bullous 
and Nonbullous Variants of Pemphigoid. JAMA Dermatol. 2019;155(2):158-165. doi:10.1001/jamadermatol.2018.4390

Clinical suspicion for:
 ■ Bullous pemphigoid 
 ■ Linear IgA bullous dermatosis
 ■ Pemphigus 
 ■ Paraneoplastic pemphigus 
 ■ Dermatitis herpetiformis

Order 
 ■ DSGAB / Desmoglein 1 (DSG1) 
and Desmoglein 3 (DSG3), IgG 
Antibodies, Serum

 ■ PNPAB / Paraneoplastic 
Pemphigus Antibody, IgG, Serum

Consider a diagnosis 
of IgA pemphigus

Order CIFA / Cutaneous Immunofluorescence 
Antibodies, IgA, Serum

Consider the following diagnoses:
 ■ Pemphigus foliaceus 
(desmoglein 1)

 ■ Pemphigus vulgaris 
(desmoglein 3)

 ■ Paraneoplastic pemphigus

Order BPAB / Bullous 
Pemphigoid, BP180 
and BP230, IgG 
Antibodies, Serum

Consider the following diagnoses:
 ■ Linear IgA bullous dermatosis 
(LABD)

 ■ Chronic bullous dermatosis of 
childhood

Consider a diagnosis 
of bullous pemphigoid

Order all of the following: 
 ■ BPAB 
 ■ RSBV / Rare Subepithelial 
Autoimmune Blistering 
Disease Variants, Serum

 ■ COL7 / Anti-Collagen type 
VII, IgG Antibodies, Serum

Consider the following diagnoses:
 ■ Dermal LABD
 ■ IgA-predominant epidermolysis 
bullosa acquisita

 ■ IgA bullous lupus erythematosus

Order CDSP / Celiac Disease 
Serology Cascade, Serum

Consider a diagnosis of 
dermatitis herpetiformis 
and/or celiac disease

Consider the following diagnoses:
 ■ Anti-laminin 322 pemphigoid
 ■ Anti-p200 pemphigoid
 ■ Epidermolysis bullosa acquisita
 ■ Bullous lupus erythematosus

Order the following*:
 ■ DEXT / Dermatopathology Consultation, Wet Tissue
 ■ CIB / Cutaneous Direct Immunofluorescence Assay, Varies
 ■ CIFS / Cutaneous Immunofluorescence Antibodies, IgG and IgG4, Serum

Clinical findings of:
 ■ Skin blister or erosions 
 ■ Non-infectious pustules 
 ■ Mouth sores
 ■ Dermatitis or hives, not 
responding to first-line treatments

IgG/IgG4-predominant disease

Cell-surface IgG/IgG4 pattern 
(direct immunofluorescence 
[DIF]/indirect IF [IIF])

Cell-surface IgA pattern 
(DIF/IIF)

Cell-surface IgA pattern 
(DIF only)

Linear IgG/IgG4 pattern 
(DIF/IIF) with mixed or 
dermal pattern (IIF)

Linear IgA pattern 
(DIF/IIF) with mixed or 
dermal IgA pattern (IIF)

Granular dermal papillary 
± basement membrane 
zome pattern (DIF only)

Linear IgG/IgG4 pattern 
(DIF/IIF) with epidermal 
pattern (IIF)

Linear IgA pattern (DIF/IIF) with 
epidermal IgA pattern (IIF)

Linear IgA pattern 
(DIF only)

IgA-predominant disease

POSITIVE
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