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INTRODUCTION

Systemic vasculopathies represent multifocal
vascular disorders that occur either in isolation
(of unknown etiology) or are associated with sys-
temic inflammatory/infective/neoplastic condi-
tions, connective tissue disorders, or chemical
toxicity (Box 1).1 These vasculopathies are often
classified according to the size of the vessels
involved (Box 2) to facilitate practical approach
for diagnosis and management.2 Despite varied
etiologies and vessels involved, the pathologic
manifestations of various systemic vasculopathies
remain similar, making it difficult to diagnose these
conditions solely on imaging morphology. Associ-
ated clinical manifestations, involvement of other
organs, laboratory findings, and other radiologic
tests help distinguish these entities. Some condi-
tions require histopathologic confirmation for
definitive diagnosis. Imaging plays an important
role in the management of systemic vasculopa-
thies by identifying the involved vessels
and vascular abnormalities, assessing disease

progression and the risk of complications, local-
izing active areas of vascular inflammation, and
recognizing end organ damage. This review briefly
discusses various common systemic vasculopa-
thies emphasizing the salient vascular imaging
findings and the role of endovascular therapy for
management of these conditions.

LARGE-VESSEL VASCULITIS
Takayasu Arteritis

Also known as pulseless disease and aortic arch
syndrome, Takayasu arteritis is an idiopathic
large-vessel arteritis that involves the aorta and
its major branches, pulmonary arteries, and coro-
nary arteries. The disease often manifests before
the age of 40 years with a distinct female prepon-
derance. Patients typically present with nonspe-
cific constitutional symptoms during initial phase
of the disease. Active inflammatory phase is asso-
ciated with elevated erythrocyte sedimentation
rate (ESR) and C-reactive protein (CRP) levels.
Chronic granulomatous and lymphocytic
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KEY POINTS

� Systemic vasculopathies represent a wide variety of vascular disorders characterized by vessel
wall thickening, luminal irregularities, stenosis, occlusion, dissection, and aneurysm formation.

� Imaging plays an important role in the management of systemic vasculopathies by identifying the
involved vessels and vascular abnormalities, assessing disease progression and the risk of compli-
cations, localizing active areas of vascular inflammation, and recognizing end organ damage.

� This article discusses various common systemic vasculopathies emphasizing the salient vascular
imaging findings and the role of endovascular therapy for management of these conditions.
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Box 1
Systemic vasculopathies

Inflammatory/immune complex conditions

Takayasu arteritis

GCA

Systemic lupus erythematosus

Sjögren’s syndrome and scleroderma

Rheumatoid arthritis

Seronegative arthritis

Behçet disease–associated vasculitis

PAN

Kawasaki disease

Thromboangiitis obliterans

Churg Strauss syndrome

Leukocytoclastic vasculitis

Henoch-Schonlein purpura

Wegener granulomatosis (granulomatosis with polyangiitis)

Connective tissue disorders

Marfan syndrome

LDS

EDS

Infective

Septic emboli

Viral infections (eg, herpes, hepatitis B and C, human immunodeficiency virus)

Bacterial infections

Neoplastic

Hematologic malignancies

Solid organ malignancies

Unknown etiology

Fibromuscular dysplasia

Segmental arterial mediolysis

Chemical toxicity

Antimicrobials (penicillins, cephalosporins, tetracyclines, gentamicin, sulfasalazine, quinolones)

Antithyroid medications (Propylthiouracil, methimazole)

Drugs of abuse (cocaine, heroin, methamphetamine, ecstasy)

Psychotropic medications (olanzapine, trazodone, clozapine)

Analgesics (naproxen, ketorolac, sulindac, indomethacin)

Cardiovascular drugs (Digitalis, Hydralazine, Methyldopa, Thiazides)

Anticonvulsants (Phenytoin, Carbamazepine)

Anti–tumor necrosis factor–a agents (infliximab, etanercept, adalimumab)

Others (phenylpropanolamine, sulfonamides, leukotriene inhibitors)
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