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Abstract

Autoinflammatory diseases are a category of inflammatory conditions characterized
by a disruption in the regulation of the myeloid lineage. Unlike autoimmune diseases,
which involve dysregulation of the lymphoid lineage and are associated with antibody
production, these conditions typically do not involve antibodies. Vasculitides and
vasculopathies are observed in this category of inflammatory diseases, manifesting
through various mechanisms. These manifestations may be due to the direct effects of
the cytotoxicity of IL-1p, type 1 interferon, or the formation of inflammatory immune
complexes on endothelial cells. Autoinflammatory diseases include conditions such as
inflammasomopathies, DADAZ2 (deficiency of adenosine deaminase 2), and
interferonopathies. Additionally, Behget's disease and, in children, genetic disorders
that present similar symptoms to Behcget's may also exhibit signs of vasculitis and
vasculopathy. In treating these diseases, targeting the pathological pathways can
provide better assistance to patients, and in some cases, a multi-drug approach may be
utilized to control the condition. For genetic deficiencies and monogenic patients,
bone marrow transplantation may ultimately benefit these individuals.
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