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Case Report

Chilblain Lupus Erythematosus in
an Adult Female: A Case Report
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Abstract

Background: Chilblain Lupus Erythematosus (CHLE) is a rare, chronic subtype
of Cutaneous Lupus Erythematosus (CLE), typically affecting acral sites during cold
weather. Its clinical and histopathological overlap with other conditions often leads
to misdiagnosis.

Case presentation: We report a case of a 35-year-old Middle Eastern female
from Syria, who presented with recurrent erythematous lesions on the face and
acral areas exacerbated during winter. Initial diagnosis suggested Discoid Lupus
Erythematous (DLE) based on skin biopsy. Further clinical evaluation and laboratory
investigation confirmed CHLE. The patient responded remarkably to topical
corticosteroids and cold protection measures.

Conclusion: This condition should be considered in patients with recurrent
acral lesions triggered by cold exposure. This case underscores the importance
of distinguishing CHLE from perniosis and other CLE subtypes through thorough
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clinical and histopathological assessment.

Introduction

Chilblain Lupus Erythematosus (CHLE) is a rare, chronic
subtype of Cutaneous Lupus Erythematosus (CLE), typically
manifests on acral sites during cold weather [1]. CHLE lesions
closely resemble those of perniosis, which represents the
main differential diagnosis [1]. However, due to its rarity, it
may be misdiagnosed as perniosis, especially since the lesions
are predominately located on acral sites and tend to worsen in
winter. Misdiagnosing with other forms of Cutaneous Lupus
Erythematosus in particular Discoid Lupus Erythematosus
(DLE) is also possible because of the overlapping cutaneous
manifestations and histopathological features. Hence, we
highlight the importance of detailed examination as well as
histopathological and laboratory investigations in suspicious
cases to make the accurate diagnosis. Here, we present a case
of CHLE in an adult female who fulfilled both the major and
minor diagnostic criteria for this disorder.

Case presentation

A 35-year-old middle eastern woman from Syria, presented
with a recurrent skin rash located on the face, hands, and feet.
The patient reported that this rash appeared spontaneously
in winter and regressed during summer and hot weather
and these lesions were pruritic and painful. She reported
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no systemic symptoms, had no significant medical or family
history, except for she had previously been misdiagnosed with
DLE and was treated accordingly with hydroxychloroquine
200 mg daily.

On physical examination, the patient had an asymptomatic
malar rash on the face, which was subtle due to her darker
skin tone, along with multiple erythematous papular lesions
on the hands and chilblain-like lesions on the feet (Figure 1).

Laboratory  investigations revealed  hematologic
investigations anemia and an elevated erythrocyte
sedimentation rate. Biochemical tests for hepatic and renal
functions, as well as chest radiograph were normal. Anti-
nuclear antibodies (ANA) were positive. Whereas Anti SSA/
RO-SSB/LA antibodies were negative. Complement levels (C3,
C4) were low. Cryoglobulin testing was negative. Skin biopsy
showed hyperkeratosis, degeneration of the basal area, fibrin
deposition along the basement membrane, and a superficial
and deep lymphocytic vascular reaction (Figure 2). These
findings were compatible with the diagnosis of CHLE.

Our Treatment plan included cold protection in addition
to topical corticosteroids twice daily, which led to significant
improvement after two weeks (Figure 3).
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Figure 2: A-histological finding of CHLE: hyperkeratosis, degeneration
of the basal areq, fibrin deposition on the basement membrane, and a
superficial and deep lymphocytic vascular reaction.

Figure 3: A, B, C- All lesions almost cleared after two weeks of treatment.

Discussion

Chilblain Lupus is an uncommon subtype of Cutaneous
Lupus Erythematosus, occurring in both sporadic and
inherited forms [2,3]. It is characterized by tender, pruritic
red or dusky patches, papules, plaques, and nodules, which
may sometimes show central erosion or ulceration. Lesions
typically affect acral regions of the body that are most exposed
to cold, such as the toes, fingers, ears, and other extremities
[4-6]. CHLE is triggered by exposure to cold and moisture
in a cool climate, which stimulates vascular thrombosis,
blood stasis, and impaired microcirculation [3]. It is often
associated with immunological markers, including antinuclear
antibodies, rheumatoid factor, and anti-Ro \SSA antibodies
[7]- Histopathological findings reveal a lymphocytic vascular
reaction in both the superficial and deep layers of the skin,
along with interface dermatitis. Direct immunofluorescence
studies show linear deposits of IgM, IgA, or C3 at the
dermal-epidermal junction [8,9]. The Differential diagnosis
of chilblain lupus erythematosus includes perniosis, lupus
pernio, Raynaud’s phenomenon, and livedo reticularis [6].
Differentiating CHLE from perniosis is particularly challenging
due to overlapping clinical features. However, CHLE is more
likely to be associated with systemic autoimmune markers
and histological features of lupus. The ‘Mayo Clinic Diagnostic
Criteria ‘for diagnosing chilblain lupus erythematosus are
outlined in Table 1 [10].

In our case the patient fulfilled all the major and
minor criteria, including acral distribution of the lesions,
histopathological findings consistent with lupus erythematous,
and the presence of a malar rash, as well as negative cold
agglutinin test and improvement of the lesions with anti-
Lupus Erythematosus therapy.

In general, the treatment of Chilblain Lupus Erythematosus
includes the following approaches:

e Preventive Measures such as avoiding cold exposure
and smoking cessation.

e Antibiotics used in cases of secondary bacterial skin
infections.

e Topical treatments such as topical steroids and
calcineurin inhibitors.

e Systemictreatmentsincluding calcium channel blockers
to improve circulation, systemic corticosteroids and
immunosuppressive agents like mycophenolate mofetil
and antimalarial drugs [3,11-13].

Table 1: Diagnostic Criteria for Chilblain Lupus Erythematosus adapted from Mayo
Clinic criteria [10].

Major Criteria
1. Skin lesions located in acral areas induced by cold weather and aggravated by
cold
2. Histopathology consistent with lupus erythematous.

Minor criteria
1. Coexistence of systemic or discoid lupus erythematosus
2. Response to anti-LE therapy.
3. Negative cryoglobulin and cold agglutinin studies.

Diagnosing a patient requires two major and at least one minor criterion
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Our patient applied topical corticosteroids twice daily in
addition to cold protection measures. We noticed remarkable
improvement after just two weeks of treatment. We proposed
initiating calcium channel blockers during winter if the lesions
become symptomatic. Since the risk for Systemic Lupus
Erythematosus (SLE) in such cases is about 18%, regular
follow-up every six months is recommended to monitor for
evidence of progression to SLE.

Conclusion

To conclude, CHLE lesions could be challenging for
clinicians, which is why they should always be bear in mind-
especially in lesions that are triggered or aggravated by cold
weather, therefore, thorough evaluations and appropriate
investigations are essential in suspicious cases. Hence, early
recognition and appropriate management can lead to excellent
outcomes and may prevent progression to systemic disease.

Informed consent

Written informed consent was obtained from the patient
for publication of this case report and any accompanying
images. A copy of the written consent is available for review
by the Editor-in-Chief of this journal.
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