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Abstract

Introduction: Systemic lupus erythematosus is a systemic autoimmune disease that can affect multiple
organs, including vascular structures, although this involvement is not the most common. Leukocytoclastic
vasculitis is a rare form of small vessel vasculitis, characterized by inflammation of the dermal venules, which
clinically manifests as palpable purpura. Its association with myocarditis, hypertension, and lupus nephritis
is uncommon and poses a diagnostic and therapeutic challenge.

Case Report: A 53-year-old female patient presented with purpuric lesions on the lower extremities, pre-
tibial edema, and joint symptoms. The condition was complicated by severe arterial hypertension, myocar-
ditis, and lupus nephritis. Skin and kidney biopsies confirmed the diagnosis of leukocytoclastic vasculitis and
lupus nephritis, respectively.

Evolution: The patient was managed with intravenous methylprednisolone and subsequently with pre-
dnisolone, with significant improvement in clinical manifestations and laboratory parameters.

Conclusion: This case highlights the diversity of SLE presentations, particularly its association with leu-
kocytoclastic vasculitis, a rare but relevant manifestation. Early management with immunosuppressants led
to a favorable clinical outcome. This report emphasizes the importance of suspecting SLE in patients with
atypical vasculitis and adopting a multidisciplinary approach to achieve timely diagnosis and treatment.

Keywords: Systemic Lupus Erythematosus, Leukocytoclastic Vasculitis, Myocarditis, Lupus Nephritis,
Arterial Hypertension, Immunosuppressants.
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Introduction

Systemic lupus erythematosus (SLE) represents the paradigm of systemic autoimmune diseases,
characterized by a complex etiopathogenesis that allows involvement of virtually any
parenchyma or organ [1]. Its global incidence ranges between 0.3 and 23.2 cases per 100,000
person-years, with marked predilection for the female sex and specific ethnic groups, among
which Hispanic and African American populations stand out [2].

Although skin and joint manifestations are the most common, vascular involvement due to
vasculitis is a critical complication, with a reported prevalence between 1% and 36%, primarily
affecting small and medium-sized vessels 3, 4. Pathophysiologically, lupus vasculitis involves an
inflammatory response of the vascular wall leading to tissue necrosis and potential organ damage
5. While it presents as the initial manifestation in 20% of SLE cases—90% of these being cutaneous
type—its coexistence with severe multiorgan failure is less common and represents a diagnostic
and therapeutic challenge 4.

Within the cutaneous spectrum, leukocytoclastic vasculitis stands out as a small vessel
(dermal capillaries and venules) condition mediated by immune complex deposition. Clinically, it
typically presents as palpable purpura on the lower extremities 6. However, variability in the
presentation of skin lesions may mask underlying aggressive lupus activity.

In this report, we describe the case of a patient whose SLE onset manifested as an atypical
dermal lesion, which rapidly progressed to severe multiorgan involvement including
nephropathy, myocarditis, pleuritis, and severe systemic hypertension. The importance of early
recognition of unusual cutaneous manifestations as predictors of systemic activity and the
favorable response to intensive immunosuppressive management are highlighted.

Case Report

Clinical History

A 53-year-old female patient, residing in Barranquilla, Colombia, whose illness begins with the
appearance of purpuric skin lesions (Figura 1) affecting the lower limbs, associated with pretibial
edema, malar erythema, oral ulcers, alopecia, and arthralgias, predominantly in the proximal
interphalangeal, distal interphalangeal, and metacarpophalangeal joints, accompanied by
morning stiffness. The manifestations worsen one month later, with an increase in purpuric

lesions and functional limitation of mobility.
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Figure 1. Purpuric lesions on the lower limbs.

Purpuric lesions on the lower limbs.

Diagnostic tests
The initial paraclinical tests were notable for marked hypocomplementemia (C3 and Cg4
consumed) and a positive direct Coombs test, confirming the systemic autoimmune nature. Renal
involvement was critical, manifesting with massive proteinuria of 38,772 mg in 24 hours and a
progressive elevation of nitrogenous waste products (Urea 109 mg/dl on day 11). The infectious
profile was negative, allowing the entire clinical picture to be attributed to SLE activity. The
finding of concomitant primary hypothyroidism (TSH 20.9 mIU/L) is noteworthy. During follow-
up, reactive leukocytosis to immunosuppressive treatment was observed, without other
significant hydroelectrolytic imbalances, except for a mild tendency toward hyperkalemia at the
end of follow-up (K+ 5.3 mEqg/L) (Tabla 1).

Imaging studies were performed to rule out neoplasms that could cause vasculitis. The chest

X-ray showed cardiomegaly (Figura 2); the transthoracic echocardiogram reported a left ventricle
of normal size with preserved contractility and a left ventricular ejection fraction (LVEF) of 65%,
as well as a mild pericardial effusion. The chest tomography (Figura 3) revealed a diffuse reticular
pattern, with no evidence of pneumonic consolidations or atelectasis, and no pleural effusion.
The simple skull tomography showed idiopathic gangliobasal calcifications, with no signs of
inflammatory activity (Figure 4). The complete abdominal ultrasound showed no abnormalities;
the renal ultrasound showed kidneys of normal size and echostructure, with a preserved
corticomedullary ratio; the thyroid ultrasound revealed diffuse goiter without focal lesions; and
the transvaginal ultrasound showed no abnormalities. Finally, a Doppler arteriovenous
ultrasound of the lower limbs was performed, which was negative for deep vein thrombosis.
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Table 1. Laboratory tests

Paraclinical Day1 Day 3 Day 6 Dian Dia 14
Leucocitos 10”3 u/mm3 59 6.1 10.1 14.9 17.1
Neutrophils (%) 543 55 40.8 543 44-4
Lymphocytes (%) 39.4 39.2 50 38.5 48.8
Hemoglobin (g/dL) 12 12.1 12.8 13.9 12.6
Plaquetas 10”3 x mm3 322 316 442 592 558
ESR (mm/h) 22 NR NR NR NR
PT (Seconds) 11.1 NR 10.3 10.1 9.3
INR 1 NR 0.9 0.8 0.8
PTT (Seconds) 26.6 NR 24.9 23.4 25.7
Blood glucose (mg/dL) o1 NR NR 151 NR
Creatinine (mg/dL) 0.9 NR 1 0.8 NR
BUN (mg/dL) 19 NR 36 51 NR
Urea (mg/dL) 40.66 NR 7704 109.14 NR
Sodium (mEg/L) 137 NR NR 140 134
Potassium (mEq/L) 4.4 NR 4.4 4.7 53
Chloride (mEq/L) 106 NR NR 109 110
Calcium (mg/dL) NR NR NR 9.5 8.5
Magnesium (mg/dL) NR NR NR NR 2.4
AST (IU/L) 55 42 NR NR NR
ALT (IU/L) 28 26 NR NR NR
Total Bilirubin (mg/dL) 0.6 mg/dl 0.5 mg/dl NR NR NR
Direct Bilirubin (mg/dL) o mg/dl o mg/dl NR NR NR
Indirect bilirubin (mg/dL) 0.2 0.1 NR NR NR
Alkaline phosphatase (U/L) 64 NR NR NR NR
Lactate dehydrogenase (U/L) NR 318 NR NR NR
Albumin (gr/dL) 35 34 NR NR NR
C-reactive protein (mg/dL) 1.9 NR NR NR NR
Urine proteins (mg/dL) 600 NR NR NR NR
Complement C3 (mg/dL) NR 40 <40 NR NR
Complement C4 (mg/dL) NR 8 <8 NR NR
VDRL NR Non-reactive NR NR NR
HIV NR NR Negative NR NR
Cytomegalovirus NR NR Negative NR NR
Epstein-Barr Virus NR NR Negative NR NR
Polyomavirus NR NR Negative NR NR
Hepatitis B NR NR Negative NR NR
Hepatitis C NR NR Negative NR NR
Free T4 (pmol/L) NR 12 NR NR NR
TSH (mlIU/L) NR 20.9 NR NR NR
Rheumatoid factor (IU/ml) NR 10.2 10.3 NR NR
24-hour urine protein (mg) NR 38.772 NR NR NR
Direct Coombs NR Positive NR NR NR
Cryoglobulins NR NR Negative NR NR
Cyclic citrullinated antibodies NR NR <0.40 NR NR

VSG: Erythrocyte Sedimentation Rate, PT: Prothrombin Time, INR: International Normalized Ratio, PTT: Par-
tial Thromboplastin Time, AST: Aspartate Aminotransferase, ALT: Alanine Aminotransferase, BUN: Blood
Urea Nitrogen, HIV: Human Immunodeficiency Virus, T4: Free Thyroxine, TSH: Thyroid-Stimulating Hormone,
VDRL: Laboratory Test for Syphilis Detection, NR: Not Reported, PT: Prothrombin Time, PTT: Partial Throm-
boplastin Time.
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Evolution

The placement of a urinary catheter was decided with partial resolution of the condition;
however, uremic symptoms were added with a progressive increase in nitrogenous compounds,
reaching urea values of 284 mg/dl and creatinine of 19.2 mg/dl, requiring the placement of a
dialysis catheter and initiation of dialysis therapy (Tabla 1). Given the diagnosis of TBGU,
antituberculous treatment was initiated and surgical resolution by urology was awaited; however,
it progressed to chronic kidney disease stage V requiring chronic dialysis and surgical treatment
was not possible.

Figure 2. Chest X-ray

Cardiomegaly is present on the chest X-ray.

Figure 3. Chest tomography

Cardiomegaly is present on the chest X-ray.
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Figure 4. Simple skull tomography

Cardiomegaly is present on the chest X-ray.

An initial diagnosis of systemic vasculitis was made, and among the differential diagnostic possi-
bilities, severe hypocomplementemic leukocytoclastic vasculitis and vasculitis secondary to sys-
temic lupus erythematosus were considered, ruling out an infectious or immunological etiology
other than lupus. Initial management included intravenous methylprednisolone at a dose of 750
mg for 3 days, followed by oral prednisolone at 1 mg/kg/day. Additionally, antihypertensive treat-
ment was administered with oral amlodipine 10 mg daily and oral losartan 50 mg every 12 hours.

Skin biopsies of the purpuric lesions and a renal biopsy were performed, the findings of which are

presented in the Figura 5 and Figura 6 respectively.

Flgure 5 Skm blopsy
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Figure 6. Renal biopsy.

The skin biopsy showed a dermis with marked extravasation of erythrocytes due to purpura,
small-caliber vessels with endothelial edema and fibrinous exudate in the vascular walls, associa-
ted with acute and chronic inflammatory phenomena, with the presence of neutrophils and leu-
kocytoclasis. These findings suggest leukocytoclastic vasculitis (Figura g).

In the renal biopsy, 14 glomeruli were studied, of which one showed global sclerosis. The
remaining glomeruli exhibited enlargement in size, a reduction in Bowman's space, and the pre-
sence of crescents in two of them. Additionally, mesangial proliferation was identified in more
than 50% of the glomeruli, with slight focal irregularities. The tubules showed mild atrophy. The
interstitium was edematous, with lymphocytic inflammatory changes affecting 5% of its surface.
Immunofluorescence reported positivity with a mesangial granular pattern for IgA, IgG, IgM, C3,
C4, lambda, and kappa (Figura 6).

Electron microscopy confirmed the presence of immune complex deposits; at the level of
the membrane, numerous subepithelial electron-dense deposits were observed, some of them in-
tramembranous. Immune complex deposits were also evident at the mesangial level. In podo-
cytes, loss and fusion of pedicels were observed, as well as subendothelial immune complexes. It
was concluded that the patient had immune-mediated glomerulonephritis in the different com-
partments of the glomerulus, supporting the diagnosis of ISN/RPS class IV lupus nephritis (Figura
6). A diagnosis of class IV G (A/C) lupus nephritis was established, with an activity index of 8/24
and a chronicity index of 2/12. Additionally, extensive podocytopathy secondary to subepithelial
deposits was identified, with reactive changes in podocytes, including villous transformation, hy-

pertrophy, and detachment.
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Considering the clinical, imaging, and biopsy findings, the patient received immunosuppressive
treatment with cyclophosphamide, starting with an induction dose of 500 mg every 15 days for 6
doses, along with corticosteroids. An adequate response was observed, with disappearance of
the skin lesions and reduction of proteinuria, allowing partial remission 2 months after the start
of treatment.

Discussion

Systemic lupus erythematosus (SLE) is a complex autoimmune disease, characterized by variable
clinical manifestations, associated with multiple autoantibodies and the formation and
deposition of immune complexes. This results in a clinical presentation that is difficult to define.
Taking these considerations into account, the diagnosis of SLE in this case was made using the
criteria proposed by the European League Against Rheumatism (EULAR) and the American
College of Rheumatology (ACR) [7].

Skin lesions in patients with SLE appear in more than 70% of cases during the course of the
disease, with the most frequent being malar rash (40%), alopecia (24%), and oral ulcers (19%) 8.
Additionally, up to 36% of cases present with associated vasculitis, of which 29% manifest with
skin lesions g, which have typically been associated with active disease and a poor prognosis 10.

Histopathologically, lupus-associated vasculitis is primarily characterized by affecting small
vessels, although it can also involve medium-sized vessels. Morphologically, vasculitic lesions in
small vessels can present in lupus as well as in other autoimmune entities, with palpable purpuric
areas and findings of leukocytoclastic vasculitis in the pathology [11].

Cutaneous leukocytoclastic vasculitis is a non-specific manifestation of SLE, which can
occur in 6.3% of cases. Its clinical presentation forms vary and include palpable purpura,
petechiae, urticaria, splinter hemorrhages, necrosis, ulceration, livedo reticularis, microinfarcts,
fingertip nodules, and Janeway spots g, 12, 13. In this case, it typically presented as palpable
purpuric lesions localized to the lower extremities.

Since leukocytoclastic vasculitis can arise in the context of infections by Mycobacterium,
Staphylococcus aureus, Chlamydia, Neisseria, and HIV, as well as malignant diseases and the use
of certain medications, these etiologies were ruled out, as was done in this case. Similarly,
immunological tests were performed to exclude other secondary causes, leading to the diagnosis
of SLE 14, 15.

On the other hand, in this case, an active urinary sediment was identified, suggestive of lupus
nephritis, which was confirmed by renal biopsy showing class IV lupus nephritis. This is consistent
with the natural progression of the disease, in which up to 50-70% of patients with SLE may
develop lupus nephritis, with a high incidence of proliferative nephritis that can sometimes be
associated with vasculitic phenomena [3, 17, 18].

Regarding management, it should be individualized based on the severity of the cutaneous
episode. However, there are no specific treatment regimens for leukocytoclastic vasculitis.

Currently, the use of systemic steroids in combination with immunosuppressive and steroid-
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sparing drugs is proposed. In cases of visceral involvement, the use of cyclophosphamide and

azathioprine has been suggested 19, 20. In this case, it was managed with cyclophosphamide,
using the EUROLUPUS regimen for the treatment of class IV lupus nephritis and leukocytoclastic
vasculitis, achieving a satisfactory response 21.

Conclusions

This case describes a patient who presented with late-onset lupus. The clinical presentation sug-
gests an overproduction of circulating immune complexes that severely affected the microvascu-
lature of the skin, kidneys, and heart, with nephritis and carditis accompanied by pericardial and
pleural effusion. SLE is a disease with variable presentation, and cutaneous manifestations, such
as the atypical lesions presented in this case, often appear during the course of the disease.
Among these manifestations, vasculitis of medium and small vessels should be suspected, as it
carries an increased risk of morbidity and mortality. Given its association with lupus activity, it is
necessary to rule out involvement of other organs. In this case, the timely diagnosis of class IV
lupus nephritis allowed for appropriate treatment and an initially satisfactory response.
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