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DESCRIPTION
Vasculitis is a diverse group of disorders characterized by
inflammation of blood vessels, leading to a wide range of clinical
manifestations. These disorders can affect blood vessels of any
size or type, including arteries, veins, and capillaries, and can
occur in various organs throughout the body. Vasculitis can be
categorized based on the size of the affected vessels, clinical
features, and underlying causes. Understanding the different
types, clinical presentations, diagnostic approaches, and
treatment modalities is crucial for managing patients with
vasculitis effectively. Vasculitis can be classified based on various
criteria, including the size of the vessels involved, the presence of
specific autoantibodies, and associated clinical features. The
Chapel Hill Consensus Conference (CHCC) classification
system is commonly used to categorize vasculitis based on vessel
size and predominant histological features. This classification
divides vasculitis into three main groups: small vessel vasculitis,
medium vessel vasculitis, and large vessel vasculitis.

This category includes diseases primarily affecting small vessels
such as arterioles, venules, and capillaries. Examples of small
vessel vasculitis include: Granulomatosis with Polyangiitis (GPA,
formerly known as Wegener's granulomatosis), Microscopic
Polyangiitis (MPA), Eosinophilic Granulomatosis with
Polyangiitis (EGPA, formerly known as Churg-Strauss
syndrome), and immune complex small vessel vasculitis (e.g.,
hypersensitivity vasculitis). The general term for a collection of
uncommon illnesses characterized by inflammation of the
smaller blood vessels, including capillaries, venules, and
arterioles, is small-vessel vasculitis. Vital organs and tissues may
sustain harm from the inflammation as well as reduced blood
flow.

The main visceral arteries and their branches are classified as
medium-sized and tiny arteries, and these arteries are primarily

affected by Medium Vessel Vasculitis (MVV). Diseases in this
category predominantly involve medium-sized arteries. Examples
include, Polyarteritis Nodosa (PAN), Kawasaki disease, and
Buerger's disease (thromboangiitis obliterans).

This group comprises diseases primarily affecting large arteries.
The most prevalent primary vasculitis in adults is known as
Large Vascular Vasculitis (LVV), which presents as inflammation
of the aorta and its major branches. Despite the complexity of
the phenotypic spectrum of primary LVV, Giant Cell Arteritis
(GCA) and Takayasu Arteritis (TAK) are two separate disorders
that make up LVV.

The clinical presentation of vasculitis varies depending on the
type of vasculitis, the organs involved, and the severity of
inflammation. Patients may experience fever, fatigue, malaise,
and weight loss. Skin involvement can range from palpable
purpura and petechiae to ulcers and nodules. Arthralgia,
myalgia, and arthritis are common in many types of vasculitis.
Glomerulonephritis is a significant complication in several forms
of vasculitis, particularly ANCA-associated vasculitis. Vasculitis
can affect the lungs, leading to symptoms such as cough,
dyspnea, hemoptysis, and pulmonary infiltrates. Granulomatous
inflammation may result in pulmonary nodules and cavities.
Depending on the vessels involved, patients may present with
headaches, cranial nerve palsies, peripheral neuropathy,
mononeuritis multiplex, or stroke-like symptoms. Abdominal
pain, gastrointestinal bleeding, and bowel perforation may occur
in vasculitis affecting the gastrointestinal tract.

The diagnosis of vasculitis requires a comprehensive evaluation
that includes clinical assessment, laboratory tests, imaging
studies, and histopathological examination when indicated. A
detailed history focusing on symptoms, onset, progression, and
associated systemic manifestations is essential. Physical
examination may reveal characteristic findings such as skin
lesions, joint abnormalities, or evidence of organ involvement.
Routine laboratory investigations may show nonspecific markers
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of inflammation such as elevated Erythrocyte Sedimentation
Rate (ESR) and C-Reactive Protein (CRP). Specific tests,
including Complete Blood Count (CBC), renal function tests,
urinalysis, and serological markers (e.g., antinuclear antibodies,
ANCA, rheumatoid factor), may help identify underlying
autoimmune or infectious etiologies. Radiological imaging, such
as X-rays, ultrasound, Computed Tomography (CT), Magnetic
Resonance Imaging (MRI), or angiography, may be performed to
assess organ involvement and detect structural abnormalities
suggestive of vasculitis.

Histopathological examination of tissue specimens obtained by
biopsy is often necessary to confirm the diagnosis of vasculitis
and assess the extent of vascular inflammation. Biopsy sites may
include skin lesions, peripheral nerves, muscle, lung, kidney, or
affected organs. Glucocorticoids (e.g., prednisone) are frequently
used as first-line therapy to induce remission in vasculitis.

Immunosuppressive agents such as cyclophosphamide,
methotrexate, azathioprine, mycophenolate mofetil, and
rituximab may be added as steroid-sparing agents or for
maintenance therapy. Biological therapies targeting specific
immune pathways have revolutionized the treatment of
vasculitis. Drugs such as methotrexate, azathioprine, and
hydroxychloroquine may be used as adjunctive therapy in
certain forms of vasculitis to control disease activity and reduce
the need for corticosteroids. Regular monitoring of disease
activity, treatment response, and adverse effects is essential in
patients with vasculitis. Close collaboration between
rheumatologists, nephrologists, pulmonologists, dermatologists,
and other specialists is often necessary to optimize patient care
and outcomes. Early diagnosis, aggressive treatment, and close
follow-up are essential for improving outcomes and reducing the
risk of disease relapse and complications.
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