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Abstract

Skin is involved in 80% of systemic lupus erythematosus (SLE) and the second most af-
fected after joint disease. Lupus-specific lesions include (a) acute ones viz. malar rash
(80%), (b) subacute ones viz. photosensitive maculopapular dermatitis (50%), and (c) chron-
ic ones viz. discoid rash. The lupus nonspecific lesions include; (a) nonscarring alopecia
(86.67%), oral ulcers (56.67%), vasculitic lesions (33.34%), bullous lesions (10%), and Raynaud's
phenomenon (6.67%). In this case report, we describe a patient with SLE and antiphospho-
lipid antibodies that had developed a transient facial form of Raynaud’s phenomenon that
was not associated with disease activity and digital changes. Its association with SLE is
discussed.
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Introduction

Systemic lupus erythematsus (SLE) is a chronic autoimmune disease characterized by
autoantibody production, inflammation, and tissue damage in multiple organs resulting from
the activation of numerous pro-inflammatory pathways [1]. The etiology of SLE is not fully
understood, but both genetic predisposition and environmental triggers are believed to be
involved [2]. Women are more frequently affected than men for every age and ethnic group
[3]- The disease is more common in Northern America and especially in blacks and Asian
ethnicity with an incidence at 23.2/100,000 person/years and prevalence at 241/100,000
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Fig. 1. Front-view of the patient with the initial self-limited Raynaud’s rash (a) and hours later (b).

people [4]. Clinical manifestations vary widely among patients and commonly include rash,
arthritis, and nephritis, but the central nervous system and other major organ systems can
also be affected [5]. Skin and mucous membrane are involved in over 80% of patients with
SLE and hence are the second most commonly affected organ after joint involvement [6].
Lupus-specific lesions include (a) acute ones viz. malar rash (80%), (b) subacute ones viz.
photosensitive maculopapular dermatitis (50%), and (c) chronic ones viz. discoid rash. The
lupus nonspecific lesions include (a) nonscarring alopecia (86.67%), oral ulcers (56.67%),
vasculitic lesions (33.34%), bullous lesions (10%), and Raynaud’s phenomenon (6.67%) [7].
Cutaneous lesions are important as a diagnostic aid as these account for 4 out of 11 revised
ARA criteria for disease classification. Moreover, lupus-specific skin lesions indicate severe
systemic involvement, whereas nonspecific ones are associated with disease flare [8]. In this
case report, we describe a patient with SLE and antiphospholipid antibodies that had
developed a transient facial form of Raynaud’s phenomenon that was not associated with
disease activity and digital changes.

The Case

A 28-year-old woman presented with nonpruritic yet painful reddish rash over her
face immediately after having a warm shower in autumn. The rash persisted for few hours
then disappeared completely (Fig. 1-3). Past history was significant for systemic lupus
erythematosis that started 13 years ago. She had fever, arthritis, maculopapular facial
skin rash, and pancytopenia, renal failure with hypertension, fluid overload, azotemia,
and proteinuria. Moreover, she had pericardiomyocarditis and neuropsychiatric abnor-
malities with abnormal EEG spikes in the frontotemporal lobes. Diagnosis of SLE was
established with high ANA and anti-dsDNA titers and low serum complements 3 and 4.
Moreover, she had high IgG anticardiolipin antibodies. Her kidney biopsy was consistent
with grade 4 lupus nephritis. ANCA, anti Scl-70 (topoisomerase I), anti-Ro (SSA) and anti-La
(SSB), anti-GBM antibodies, hepatitis B surface antigen, and anti-hepatitis C antibodies
were negative. She was treated with 3 consecutive days of 1 g of Solumedrol followed by
Prednisone 60 mgdailyinaddition to Mycophenolate mofetil 1 g twice daily. She improved
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Fig. 3. Right side view of the patient with the initial self-limited Raynaud’s rash (a) and hours later (b).

U
Karger <



Case Rep Dermatol 2021;13:366-371
Case Re ports DOI: 10.1159/000517553 © 2021 The Author(s). Published by S. Karger AG, Basel

in DermatOIOgy www.karger.com/cde
El-Reshaid et al.: Raynaud’s and SLE

over the past 3 months and was maintenance dose of Mycophenolate 1 g twice daily with
P 5 mg daily since then. For her neuropsychiatric manifestations and positive antiphos-
pholipids, she was kept on Kepra 500 mg twice daily and Warfarin 5 mg daily for 2 years.
On evaluation, she was asymptomatic and did not have any changes in her hands. Vital
signs, general examination, and systemic ones did not show abnormality. Laboratory
investigations were within normal ranges with regards complete blood counts as well as
renal, liver, and lipid profile. Urine routine and microscopy were normal. ANA, anti-
dsDNA, and serum complements were normal. Capillaroscopy did not show abnormal-
ities in nail-bed vessels. Subsequently, and up to 6 months, she did not have similar
attacks or hand changes.

Discussion

Raynaud’s phenomenon is a cutaneous vascular disorder which presents with inter-
mittent triphasic changes in the color of the extremities (fingers, toes, nose, cheeks, and ears),
usually triggered by cold exposure or emotional stress. They change from white (owing to
vasoconstriction) to blue (tissue hypoxia) and red on rewarming (reperfusion). This may last
for minutes to hours and can be painful, particularly in the rewarming phase [9]. Raynaud’s
is a common disorder. About 1 in 20 people develop Raynaud’s phenomenon. In 80-90%
of patients with Raynaud’s phenomenon, there is no underlying cause established [10].
Secondary causes include (a) compression by a cervical rib in unilateral cases, (b) SLE and
scleroderma, (c) systemic vasculitis and leukocytoclastic and urticarial ones, (d) thrombotic
vasculopathy, (e) erythromelalgia, (f) hands over-use or vibration tools, and (g) medications
viz. beta blockers, ergotamine, sumatriptan, and chemotherapeutics [11]. Primary Raynaud’s
usually first develops in teenagers and young adults, but it can develop at any age. Secondary
Raynaud’s can develop at any age when the underlying condition develops. Features that may
suggest secondary Raynaud’s include (a) onset of symptoms after 30 years of age, (b) abrupt
onset with rapid progression and worsening of symptoms, (c) severe symptoms that may
include an ulcer or gangrene of part of a finger or toe, (d) abnormal nail-bed vessels on capil-
laroscopy [12]. The latter is an indicator of chronic sclerotic vasculopathy rather than short-
lived arterial spasm in the primary form [11]. In SLE, such sclerotic changes have been
attributed to IgG skin deposits where macrophages and signaling of TNFa/TNFR1 and IFN/
IFNR play an important role. The intracellular molecules including Syk and calcium/
calmodulin 4 and NFAT are involved in the manifestation of skin damage in lupus-prone mice.
UV is the most typical environmental factor to trigger skin injury in areas of IgG deposition in
SLE [13]. Interestingly, the proposed mechanism of RF is mediated by autoimmune deregu-
lation involving cytokeratin 10 (K10) as a candidate autoantigen; their study in mice showed
that anti-K10 antibodies can mediate ischemia similar to that seen in Raynaud phenomenon
[14]. Hence, its association with serious autoimmune disease should not be considered a
cause and an effect or an indication of its activity. Our patient had a single self-limited attack
of RF without disease activity and without capillaroscopic defects. The presentation favors
primary RF rather than secondary to her SLE disease. In conclusion, our case report is unique
with (a) primary form of RF in a patient with autoimmune disease and (b) facial manifestation
without digits disease.
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