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Introduction

Lupus Erythematosus (LE) is an inflammatory connective tis-
sue disease with variable manifestations. Several types of LE 
can be distinguished, including Chronic Discoid LE (CDLE), Sub-
acute Cutaneous LE (SCLE), bullous LE, and Systemic LE (SLE). 
The latter variant might affect various organ systems, such as 
the heart, joints, kidneys, nervous system, and skin [1]. In pa-
tients with lupus erythematosus, Erythema multiforme-like skin 
lesions and specific immunological laboratory deviations can 
occur, an association that is referred to as Rowell’s syndrome 
[2]. Several authors believe that this rare syndrome is a distinct 
clinicoimmunological entity [3]. We report a case of a child diag-
nosed for systemic lupus, with lesions erythema multiforme like 
pointing to rowell’s syndrome.

Case report

A 9-year-old previously healthy boy was admitted to our hos-
pital with a 3-week history of eruption on the face, trunk and 
upper extremities associated with fever (38.5°C) and arthralgia.
Physical examination revealed significant Centro facial oedema 
with confluent infiltrated erythematous plaques in a cocarde 
surmounted by crusts on the face (forehead, eyelid, cheeks, 
nose, and ear pinna) (Figure 1), trunk and palmar surface of 
both hands. Mucosal examination revealed multiple erosions 
over hard palate, hemorrhagic crust over lips and nasal mucosa 
(Figure 1), genital mucosa is intact. On the scalp, there are alo-
pecic plaques with erythematous background of variable diam-
eter. Systemic examination revealed no significant abnormali-
ties. Investigation reports revealed anemia with hemoglobin 
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ofvv 10.3 g/dL, lymphopenia 1000/ ml, neutropenia 1500 /mL 
and an erythrocyte sedimentation rate of 65 mm/h. A positive 
direct coombs test. The immunological tests showed a positive 
speckled ANA 1280, positive anti-DNA antibodies 80 and RF of 
64 UI/mL, C4<0, 06 g/L (0, 13–0, 57 g/L), C3 0, 38 g/L (0, 80–1, 90 
g/L) and positive anti-Ro/SS-A. Kidney function was normal and 
proteinuria was negative; Epstein–Barr virus, cytomegalovirus, 
parvovirus B19, human immunodeficiency virus, and hepatitis 
B and C virus infections were ruled out. A skin biopsy was taken 
from one of the lesions and showed interface dermatitis with 
apoptotic keratinocytes, superficial and deep perivascular and 
periadnexal lymphoid infiltrate, with mucin deposition. Direct 
immunofluorescence was negative. Based on the clinical symp-
toms, laboratory tests, and histopathological examination, we 
made the diagnosis of Rowell’s syndrome. Therapy was started 
with prednisone 30 mg/day and hydroxychloroquine 200 mg/
day with improvement. 

Figure 1: Centro facial oedema with confluent infiltrated patches 
in a cocardevarying in size from 1 cm–5 cm on the nose, front and 
malar region, associated with crusty erosions of the lower lip.

Discussion

Rowell Syndrome (RS) is an unusual presentation of lupus 
erythematosus with erythema multiforme-like lesions associ-
ated with specific serological changes. Rare syndrome to date, 
there are 95 cases reported in the literature; of these, only sev-
en cases are paediatric patients [4]. The association between LE 
and EM  was described as a distinct feature by Neville Rowell et 
al. in 1963, including: Erythema multiforme lesions associated 
with discoid lupus erythematosus and specific immunological 
abnormalities (antinuclear antibodies in speckled fluorescence, 
serum antibodiesanti-La/SSB antibodies and the presence of a 
rheumatoid factor ) [2]. In 1995, Lee et al. proposed to intro-
duce the presence of frostbite among the diagnostic criteria [5]. 
Over the years, Rowell Syndrome has gradually been described 
in association with all types of lupus [6]. In 2000, Zeitouni pro-
posed precise diagnostic criteria for this entity, including three 
major criteria: presence of lupus erythematosus (systemic, sub-
acute or discoid), erythema polymorphic lesions, presence of 
anti-nuclear speckled fluorescence antibodies, and three minor 
criteria: presence of anti-Ro/SSA or La/SSB antibodies, rheuma-
toid factor (RF) or frostbite [7]. Rowell syndrome is often pre-
ceded by a history of LE, but it has been reported to be its first 
sign [8]. It is important to exclude triggers for EM before con-

sidering a diagnosis of RS. In this case, no triggers for EM were 
identified, and our patient met the major criteria of having sys-
temic lupus erythematosus, erythema multiforme lesions, and 
the presence of speckled fluorescence antinuclear antibodies, 
as well as two other criteria, namely anti-Ro/SSA antibodies and 
a positive ( RF), we consider our case to be a classic RS. The 
histological findings of RS are controversial. For Torchia et al. 
There are no significant histological differences between Cuta-
neous Lupus Erythematosus (CLE) and EM lesions and the pres-
ence of necrotic keratinocytes is not specific to EM as it can also 
be found in CLE lesions [9]. Although diagnostic criteria have 
been established in the literature, the reality of this entity is 
still disputed [10]. The annular and targetoid appearance of the 
skin lesions can be confused with subacute lupus erythemato-
sus and erythema multiforme. Some authors have suggested 
that lupus erythematosus with EM-like rashes designated as RS 
represent a subset of SCLE, rather than a separate entity. Oth-
ers consider Rowell’s syndrome to be a singular entity [7,11]. 
Therapy schemes for Rowell’s disease include oral prednisone 
in medium and high doses, in combination with azathioprine or 
antimalarials such as chloroquine or hydroxychloroquine [13].
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