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History of Present Illness

• Previously healthy 10-year-old girl developed generalized 
pruritus during summer after frequently going to pool

• Then developed intermittent rash on face, trunk, and 
extremities over following months – painful and pruritic

• Painful oral lesions began months after initial rash onset

• Failed treatments: oral antihistamines and topical steroids

• Review of systems: positive for bilateral leg pain at rest; 
negative for fever/chills, night sweats, weight loss, URI 
symptoms, chest pain, SOB, abdominal pain, hematuria
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Subsequent Clinical Course

• Two weeks later, rash was still persistent and 
patient had developed new symptoms:
– Worsening bilateral knee pain and stiffness 

effectively preventing ambulation
– Generalized fatigue
– Poor PO intake

• Recommended to go to ED for IV hydration 
and further workup
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Further Workup

CBC
WBC WNL

Hemoglobin 9.4
Platelets WNL

CMP
Creatinine 0.39

AST 58
ALT 54

Microbiology

Autoimmune labs

SARS-CoV-2 
PCR Negative

Hepatitis panel Negative
Blood cultures Negative

ESR 104
CRP 6.6

ANA screen Positive (1:2560)

Autoimmune 
panel

Strongly positive:
Anti-dsDNA

Anti-Sm
Anti-RNP

HLA-B51 Negative
C3/C4 Decreased
LDH 447

Basic labs

Imaging

Bilateral knee
x-rays

Bilateral small 
suprapatellar 

knee joint 
effusions

Urine studies

Urinalysis Nephrotic-range 
proteinuria
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Diagnosis

Neutrophilic dermatosis of 
systemic lupus erythematosus
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Bullous SLE (BSLE)
• Neutrophilic lupus: bullous, non-

bullous, or vasculitic disease
– Some argue this is a spectrum
– All associated with underlying SLE

• BSLE: caused by autoantibodies 
against type VII collagen found in 
anchoring fibrils in BMZ

• Most common in young women 
with previously diagnosed SLE
– Can be presenting manifestation of 

SLE, particularly in children and 
adolescents

– Strongly a/w development of lupus 
nephritis and hematologic disease 
(incidence of both ~50%)

8



9/21/22

5

Clinical Presentation of BSLE

• Vesiculobullous, erythematous macular, and/or urticarial 
eruption favoring trunk and extensor extremities
– Can overlie erythema and affect orogenital mucosa, particularly 

border of vermilion lip
– Milia may be present in up to ¼ of patients (less than in EBA)
– Pruritus is usually absent/mild
– Dyspigmentation is common but scarring is not (unlike EBA)
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Workup and Treatment of BSLE

• Workup: skin biopsy for H&E and DIF, SLE serologies if no 
prior diagnosis, and anti-type VII collagen antibody testing
– H&E: subepidermal blistering and superficial neutrophil-rich 

infiltrate with or without associated dermal edema
– Mucin deposition can be seen on colloidal iron staining
– DIF (often): granular or linear immunoglobulin (IgG > others) and 

complement deposition

• First-line treatment = dapsone (rapid response characteristic)
– Refractory cases: add prednisone, colchicine, HCQ, steroid-

sparing immunosuppressants (e.g. MMF, MTX, or rituximab)

• Prognosis is excellent (most patients off treatment at 1 year)
– Recurrences rare but possible
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Non-Bullous Neutrophilic SLE (NBNLE)

• Even rarer manifestation of SLE (~10 case 
reports/series in literature)

• Clinically resembles BSLE, but is often 
more pruritic and NOT associated with 
anti-type VII collagen antibodies

• Histopathology: perivascular neutrophil-
rich infiltrate associated with variable 
vacuolar interface change and 
leukocytoclasia but without vasculitis
– DIF can show immunoglobulin and/or 

complement deposition along BMZ

• Treatment: dapsone + immunosuppression
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Back to Our Patient

• Our patient showed features of neutrophilic lupus (unclear if 
she has bullous SLE or NBNLE given anti-type VII collagen 
antibody studies have not been obtained yet)

• Admitted for further workup and management

• Hospital course complicated by acute hypoxic respiratory 
failure due to pleuritis and pericardial effusion

• Renal biopsy revealed class III lupus nephritis

• Symptoms improved on IV steroids – discharged on oral 
prednisone taper and mycophenolate mofetil (not dapsone)
– Currently doing well on hydroxychloroquine and mycophenolate mofetil
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Take Home Points
• Neutrophilic dermatosis of SLE appears to be a spectral condition 

which we are still learning about

• Consider neutrophilic dermatosis of SLE in differential diagnosis of 
patients with SLE who develop vesiculobullous, papulonodular, 
and/or urticarial eruptions (especially in those with concurrent 
systemic symptoms)

• Albeit rare, also consider in patients without diagnosed SLE, 
particularly pediatric patients, as it may be initial manifestation of 
underlying SLE

• Once diagnosis is made, evaluate patient for renal and hematologic 
SLE involvement

• Rapid response to dapsone is expected
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