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ABSTRACT 

 

 
 ARTICLE DETAILS 

 
Wegener's disease, also known as Granulomatosis with Polyangiitis (GPA), is a rare autoimmune 

disorder that affects small- to medium-sized blood vessels, causing inflammation and damage to 

various organs. The disease commonly involves the respiratory tract, kidneys, and the skin. In terms of 

dermatological symptoms, patients may develop purpura, which are small red or purple spots on the 

skin caused by bleeding under the skin, or nodules or ulcers that may be painful or non-painful. These 

lesions can occur anywhere on the body but are often found on the lower legs. Vascular involvement 

can lead to necrotizing vasculitis, which can be life-threatening if not treated promptly. Early diagnosis 

and treatment with immunosuppressive therapy can help manage the symptoms and prevent organ 

damage.
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INTRODUCTION 

Wegener's granulomatosis (WG) also known as 

granulomatosis with polyangiitis is a rare autoimmune 

disease that affects multiple body systems, including the 

upper respiratory tract, lungs, kidneys and blood vessels. It 

was first described in 1936 by the German pathologist 

Friedrich Wegener and is characterized by the presence of 

necrotic granulomas and vasculitis. The disease is most 

common in middle-aged people and a prevalence of 3 to 15 

cases per million population has been found. WG affects men 

and women equally and occurs more frequently in people of 

Caucasian descent. Although WG is a rare disease, it can have 

serious health consequences for patients, especially when it 

presents in severe forms or when it is not adequately 

treated.1,2 

 

EPIDEMIOLOGY 

WG is a rare disease with a low incidence and prevalence. 

The annual incidence of WG in the United States is estimated 

to be 1-2 cases per million people. The disease affects men 

and women equally, with a median age of disease onset of 

about 40 years. WG has also been associated with a higher 

prevalence in people of Caucasian descent compared to other 

ethnicities. In addition, an increase in the incidence of WG 

has been observed in recent years, suggesting a possible 

increase in awareness and diagnosis of the disease.3 

 

CARDIAC MANIFESTATIONS 

WG can affect the heart in different ways, and manifestations 

can vary widely among patients. Some patients may have 

subclinical cardiac involvement, with no obvious symptoms, 

while others may develop severe symptoms of heart failure or 

arrhythmias.4 Cardiac manifestations of WG may include: 

Pericarditis: inflammation of the pericardium. It can cause 

chest pain, shortness of breath, and fluid accumulation around 

the heart (pericardial effusion).5 

Myocarditis: inflammation of the heart muscle. May cause 

chest pain, fatigue, shortness of breath and arrhythmias.5 

Endocarditis: inflammation of the heart valves. May cause 

heart murmurs, fever and other symptoms of infection.5 

Aortic aneurysm: abnormal dilatation of the aorta. May cause 

chest pain, dyspnea and risk of rupture.5 

 

Coronary artery disease: inflammation of the coronary 

arteries can cause narrowing or blockage of the coronary 
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arteries, which can lead to angina pectoris, myocardial 

infarction and other cardiovascular complications.6 

Heart failure: chronic inflammation of the heart can cause 

heart muscle weakness and ventricular dysfunction, which 

can lead to fatigue, dyspnea, lower limb edema and other 

symptoms of heart failure.6 

 

DIAGNOSIS OF THE CARDIAC MANIFESTATIONS 

OF WEGENER'S GRANULOMATOSIS 

Diagnosis of the cardiac manifestations of WG can be 

difficult, as symptoms may be nonspecific and the disease 

may mimic other cardiac pathologies. Diagnosis is based on 

a combination of clinical evaluation, imaging tests, and 

laboratory tests.7 Diagnostic tests may include: 

-Electrocardiogram (ECG): may show changes in heart 

rhythm or ventricular function.8 

-Echocardiography: may show the presence of pericardial 

effusion, alterations in cardiac function or valvular 

abnormalities.8 

-Computed tomography (CT) or magnetic resonance imaging 

(MRI) of the thorax: may show the presence of aortic 

aneurysms.8 

Cardiac catheterization: may be necessary to evaluate the 

presence of aortic aneurysms or to obtain an endomyocardial 

biopsy in cases of myocarditis or endocarditis.8 

Blood tests: Laboratory tests can help identify signs of 

systemic inflammation and rule out other causes of cardiac 

symptoms. Blood tests may include measurement of C-

reactive protein (CRP) levels, erythrocyte sedimentation rate 

(ESR), anti-neutrophil cytoplasmic antibodies (ANCA) and 

other markers of inflammation.9 

 

TREATMENT OF CARDIAC MANIFESTATIONS OF 

WEGENER'S GRANULOMATOSIS 

Treatment of the cardiac manifestations of WG depends on 

the type and severity of cardiac lesions and may include a 

combination of medical therapies and invasive procedures.9 

Some treatment options may include: 

Corticosteroids: Corticosteroids are an immunosuppressive 

therapy commonly used to control inflammation in WG. 9 

Immunosuppressants: immunosuppressants, such as 

methotrexate, azathioprine or mycophenolate mofetil, can be 

used in combination with corticosteroids to control 

inflammation and prevent disease relapse.9 

Antithrombotic therapy: patients with aortic aneurysms 

may require antithrombotic therapy to prevent the formation 

of blood clots in the aorta.9 

Surgical procedures: in severe cases, cardiac surgery may 

be necessary to repair or replace heart valves or to correct 

aortic aneurysms.9 

 

Dermatological manifestations 

WG can also affect the skin in a number of ways, including 

the appearance of nodules, ulcers and vasculitis. Skin 

involvement in WG occurs in about 50% of patients and can 

be an early sign of the disease. Nodules and ulcers can occur 

anywhere on the body, but are most common on the face, 

hands and feet. Cutaneous vasculitis may present as a rash or 

as lesions that look like blisters or ulcers.10 

Dermatologic manifestations of Wegener's 

granulomatosis 

Wegener's granulomatosis (WG) is an autoimmune disease 

that can affect multiple organs and body systems, including 

the skin. The dermatologic manifestations of WG can vary in 

clinical presentation and may be one of the earliest signs of 

the disease. 11 Some of the most common dermatologic 

manifestations of WG include: 

Cutaneous nodules: Cutaneous nodules are a common 

manifestation of WG and can vary in size and shape. Nodules 

can be painful or painless and can be single or multiple. Skin 

nodules can ulcerate and form chronic ulcers that are difficult 

to heal.11 

Palpable purpura: Palpable purpura is a type of skin lesion 

that presents as purplish spots on the skin. Palpable purpura 

is the result of inflammation of blood vessels in the skin and 

can be an early sign of WG.12 

Cutaneous vasculitis: Cutaneous vasculitis is an 

inflammation of blood vessels in the skin and can be a 

cutaneous manifestation of WG. Cutaneous vasculitis may 

present as papular or nodular lesions, ulcers, or areas of 

cutaneous ischemia.12 

Vesicular lesions: Vesicular lesions may present as small 

blisters on the skin and may be a cutaneous manifestation of 

WG. Vesicular lesions can be painful and may rupture, 

leaving ulcerated areas on the skin.12 

Purpuric lesions: Purpuric lesions are a rare cutaneous 

manifestation of WG and present as purpuric lesions on the 

skin. Purpuric lesions are the result of inflammation of blood 

vessels in the skin and may be associated with more severe 

systemic vasculitis.12 

The diagnosis of cutaneous involvement in WG can be 

difficult due to the similarity of the lesions with other 

diseases. Biopsies of skin lesions are recommended to 

establish the diagnosis.  Imaging, such as computed 

tomography (CT) and magnetic resonance imaging (MRI), 

can help identify subcutaneous skin lesions and rule out other 

diseases that may cause similar symptoms. 

In addition, it is important to perform laboratory tests for the 

presence of anti-neutrophil cytoplasmic antibodies (ANCA), 

which are found in the majority of patients with WG.12,13,14 
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TREATMENT OF DERMATOLOGICAL 

MANIFESTATIONS OF WEGENER'S 

GRANULOMATOSIS 

Photodynamic therapy: Photodynamic therapy (PDT) is a 

treatment that uses a combination of a photosensitizer and a 

light source to destroy abnormal cells. Some studies have 

found that PDT can be effective in the treatment of cutaneous 

lesions of WG.15 

Cryotherapy: Cryotherapy is a treatment that uses liquid 

nitrogen to freeze and destroy skin lesions. Cryotherapy can 

be effective in the treatment of WG skin lesions, although it 

can be painful and leave scars.16 

Laser therapy: Laser therapy is a treatment that uses high-

energy light to destroy abnormal cells. Laser therapy can be 

effective in the treatment of WG skin lesions, although it can 

be expensive and may require multiple treatment sessions.17 

 

In addition to these treatment options, it is important to treat 

the dermatologic manifestations of WG in the context of 

overall disease management. Immunosuppressive therapy 

and biologic therapy can be effective in the treatment of the 

dermatologic manifestations of WG, as well as in the 

prevention of systemic complications of the disease. 

Treatment of cutaneous involvement in WG depends on the 

severity of the disease. Patients with mild disease may receive 

NSAIDs or topical glucocorticoids. Patients with more severe 

disease.18,19 

 

CONCLUSIONS 

Dermatologic manifestations: Cutaneous manifestations of 

WG can vary in severity and may include ulcers, nodules, and 

vasculitis. Diagnosis is based on a combination of clinical and 

laboratory findings, such as skin biopsy and serum ANCA 

levels. Treatment includes a variety of options, such as 

corticosteroids, immunosuppressants, biological therapy, 

photodynamic therapy, cryotherapy and laser therapy. It is 

important to treat the dermatologic manifestations of WG in 

the context of overall disease management to prevent 

systemic complications. 

Cardiac manifestations: Cardiac manifestations of WG may 

include pericarditis, myocarditis, endocarditis and vasculitis. 

Diagnosis is based on a combination of clinical and 

laboratory findings, such as echocardiography and serum 

ANCA levels. Treatment includes a variety of options, such 

as corticosteroids, immunosuppressants, biologic therapy and 

specific treatment for the underlying cardiac condition. It is 

important to treat the cardiac manifestations of WG early and 

aggressively to prevent serious complications, such as heart 

failure. 

In general, Wegener's granulomatosis is a systemic disease 

that can affect several organs and systems, including the skin 

and heart. Diagnosis is based on a combination of clinical and 

laboratory findings, and treatment depends on the severity 

and extent of the disease. It is important to treat the 

dermatologic and cardiac manifestations of WG aggressively 

and in the context of overall disease management to prevent 

serious complications and improve patients' quality of life. 

Continued research into the pathogenesis and treatment of 

WG may help to improve the understanding and management 

of this complex disease. 
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