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Introduction 
Bullous lupus erythematosus (BLE) is a rare 
condition, characterized by a subepidermal 
vesicobullous eruption, typically associated with 
other manifestations of systemic lupus 
erythematosus (SLE) 1. Erythema gyratum repens 
(EGR) is a rare disorder, characterized by a concentric, 
serpiginous migrating erythema with some fine 
leading scale, creating a wood grain pattern. Most of 
the cases reported an association with underlying 
malignancy, although there are case reports related 
to benign diseases 2, 3. "Lupus erythematosus 
gyratus repens" is interpreted clinically and 

histologically as an annular variant of subacute 
cutaneous lupus erythematosus and was described 
in 1975 by Helwitt et al. 4. 

 

Case Synopsis 
We present a 21-year-old, previously healthy woman, 
referred to our department owing to a three-day 
history of cutaneous lesions, particularly on acral 
regions. She denied any drug ingestion in the past 
month. On physical examination we observed 
erythematosus polycyclic and annular plaques with 
vesicles and tense blisters on the periphery, most of 
them with a wood grain pattern (Figures 1-3). The 
patient complained of asthenia, arthralgia, as well as 
Raynaud phenomenon symptoms. A skin biopsy was 
performed, which revealed a subepidermal blister 
with extensive inflammatory infiltrate of 
polymorphonuclear cells (Figure 4). Direct 
immunofluorescence showed a granular deposition 
of IgG and IgM at the dermo-epidermal junction. 
Autoimmune serology showed a positive antinuclear 
antibody >1/1280 with speckled pattern, anti-
double-stranded DNA antibody 1/80, anti-Smith 
antibody 33.30 U/ml, anti-ribonucleoprotein 
antibody 114.00 U/ml, and anti-Ro 20.70 U/mL. 
Laboratory analysis revealed: lymphopenia, low 
serum C3 and C4 (33.5 and 1.8mg/dL respectively), 
erythrocyte sedimentation rate 69mm/hr, 
proteinuria, leukocyturia, and erythrocyturia in the 
urine analysis. She was observed by consultants in  

Abstract Bullous lupus erythematosus is a rare 
clinical form of lupus. The diagnosis is challenging 
and involves the exclusion of other subepidermal 
bullous dermatoses. We present a 21-year-old 
woman with erythematosus, polycyclic plaques with 
vesiculobullae along the periphery, creating an 
erythema gyratum repens-like pattern on acral 
regions. The cutaneous biopsy, analytical, and 
autoimmune studies support the diagnosis of 
systemic lupus erythematosus. Dapsone and 
glucocorticosteroids were given with prompt 
resolution of the lesions within two weeks. To our 
knowledge this is the first case of bullous lupus 
erythematosus with this atypical acral presentation. 
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rheumatology and nephrology who confirmed the 
involvement of more than two joints and lupus 
nephritis. Screening for malignancies was negative. 
With all this data the diagnosis of systemic lupus 
erythematosus with an erythema gyratum repens-
like pattern of cutaneous bullous lupus was made. 

A glucose 6-phosphate dehydrogenase deficiency 
was excluded and dapsone 100mg daily with 10mg 
of prednisone was given with rapid improvement of 
the lesions with complete resolution in two weeks 
(Figure 5). 
 

Case Discussion 
Bullous lupus erythematosus is a rare disease, with 
female predominance; it typically begins between 

the second and fourth decade of life. It is 
characterized by an abrupt onset of tense 
vesiculobullae, mainly with a photodistributed 
pattern. Uncommonly the mucous membrane and 
photoprotected skin are involved. Theses lesions 
usually heal without scarring 1, 5. Patients usually 
have other constitutional symptoms of SLE, like 
fever, fatigue, arthralgia, and weight loss. There are 
some case reports that correlate the appearance of 
BLE with lupus nephritis 6, 7. 

In our patient the lesions appeared in parallel with 
constitutional symptoms and it was possible to make 
the diagnosis of SLE by clinical manifestations and 
laboratory testing. 

Figure 3. Cutaneous lesions on the foot with an erythema gyratum 
repens-like pattern 

Figure 1. Polycyclic and annular plaques with vesicles on the 
periphery creating a wood grain pattern in the leg. 

 

Figure 2. Erythematosus plaques with vesicles and tense blisters 
on both hands 

Figure 4. Subepidermal blister filled with erythrocytes and 
numerous neutrophils. H&E, 200×. 
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The histopathology of BLE is described as showing 
subepidermal bullae with a dermal inflammatory 
infiltration that is mainly composed of neutrophils, 
sometimes leading to neutrophilic microabcesses in 
the papillary dermis, a pattern similar to dermatitis 
herpetiform 8, 9. Direct immunofluorescence 
shows a granular and/or linear deposition of IgG; 
sometimes IgA, IgM, and complement components 
are also observed at the dermal-epidermal junction 
9. Most patients have a positive anti-nuclear 
antibody and commonly, anti-double stranded DNA 
and anti-collagen type VII 10. Dapsone is the first-
line treatment that generally produces cessation of 
new blister formation and complete resolution of the 
dermatosis within days, frequently leaving 
postinflammatory hypopigmentation or 
hyperpigmentation 5, 9. Typically, there is minimal 
response with corticosteroids and other 
immunosuppressive drugs 5, 11. Our patient met 
the 2012 Systemic Lupus International Collaboration  

criteria for the diagnosis of SLE and had clinical and 
immunohistopathology evidence of bullous lupus in 
an EGR pattern, with a complete response to 
dapsone. 

Erythema gyratum repens is a rare disease with a 
pathognomonic appearance but a nonspecific 
histology. Mild parakeratosis and perivascular 
lymphocytic infiltrates in the superficial dermis are 
described 3. Most of the cases report an association 
with malignancy, but there are reports of psoriasis, 
limited systemic sclerosis, and lepromatous leprosy 
with an EGR pattern presentation 2, 3, 12. Also, 
there is an entity known as “Lupus erythematosus 
gyratus repens" described by Helwitt et al. 4. The 
lesions are widespread, concentric, erythematous 
plaques, often with double-countered edges; it is 
histologically interpreted as an annular variant of 
subacute cutaneous lupus erythematosus 4, 13. 

There are few previous reports on this issue. One 
showed infiltrated erythematous plaques with EGR 
in a patient with SLE 14. Another report describes a 
patient with SLE and leukocytoclastic vasculits 
clinically mimicking EGR 15. Similarly, to our case, 
there is one case in which the patient developed 
bullous lupus with an EGR pattern, but the lesion 
presentation and localization were quite different 
16. 

 
Conclusion 
Our patient is interesting because her findings 
combine the histological predominance of 
neutrophils with the presence of blisters arranged in 
an EGR pattern, an atypical form of cutaneous lupus. 
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