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AN ACUTE VASCULITIS RESEMBLING POLYARTERITIS NODOSA™
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SUMMARY: Unsal E, Uguz A, Cevik N. {Division of Pediatric Rheumatology, Department
of Pediatrics, Dokuz Eyliil University Faculty of Medicine, izmir, Turkey), An acute
vasculitis resembling polyarteritis nodosa. Turk J Pediatr 1898; 40: 261-265.

Peripheral vascular diseases are structural and functional abnormalities of the
peripheral blood vessels that produce blood flow irregularities. The signs and
symptoms relate either to ischemia or inflammatlon of the involved vessels, or to
hoth. A previously healthy 4.5-year-old girl was referred to our hospital with bruises
on fingers and toes. She had no history of environmental causes, including drug intake,
Symptoms of abdomlinal pain, fever, and a swollen face preceded the symptoms of
her extremities. On physical examination, her blood pressure, which could be obtalned
only on the thighs, was high. There were no pulses on the upper extremities or on
elther the a. dorsalis pedis or the a. tibialis anterior dextra. There was massive necrosis
on fingers which led to dry gangrens. A rise In acute phase reactants accompanied
the physical flndings, and a seagmental obstruction was found proximally to a,
brachiales, and distally to a. radialis dextra and a. dorsalfs pedis dextra on digltai
subtraction angiography (DSA). High-dose methylprednisolone, cyclophosphamide,
sallcylates and dipyridamole were glven; as these medications did not relieve the
symptoms, a thoracal sympathatectomy was performed. The peripheral circulation
improved, but a demarcation zons developed on the fingertips, leading to amputation.

This patient Is presented because she had an acute vascular spasm, of unknown
etlclogy, resembling pelyarteritls nodosa. Ksy words: inflammatory vasculitides,
polyarteritis nodosa, etiology, therapy.

Inflammatory vasculitides are syndromes in which the various patterns depend
on the size and location of the affected vessels. Vasculitis may be a primary
disease or may be secondary to connective tissue disorder, infection, or other
processes'. Peripheral vascular diseases are structural and functional
abnormalities of the peripheral blood vessels that produce blood flow
irregularities. The signs and symptoms relate to ischemia or inflammation of the
involved vessels, or to both (changes in local temperature and skin color, as
well as trophic changes that may be prone to uiceration, diminished arterial
pulsations and local gangrene)?. When the injury is severe and prolonged enough
that the cells cannot survive, various ultrastructural and histologic changes can
be recognized. Tissue necrosis is obvious both histologically and clinically. There
are two broad types of tissue necrosis, coagulative and liquefactive. Coagulative
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The digital subtraction angiography of the entire aorta and its major branches
showed no pathological changes, and helped to rule out this entity. The
polyarteritis nodosa (PAN), though rare in a young pediatric age group, exhibits
no single pattern of clinical presentation. However, abdominal pain, peripheral
or central nervous system disease, arthritis and skin lesions occur in most children
with PAN. Cutaneous involvement includes purpura, edema, peripheral gangrene,
and nodular vasculitis. Although it can be suspected from a typical clinical
presentation, diagnosis can be confirmed only by pathologic demonstration of
characteristic lesions, or by radiologic documentation of aneurysms’®. This
patient had no typical lesions for a diagnostic biopsy. Digital subtraction
angiography was done to determine the presence of abnormalities of the vascular
system. There were obliterations in brachial arteries, but no aneurysm was
detected, which is typical for polyarteritis nodosa. Ergotism is an acute or chronic
poisoning caused by the ingestion of grain, or its products, infected by the ergot
fungus, Clavicep purpurea. Patients may experience colic, coldness and cyanosis
of the extremities, Raynaud's phenomenon, absence of peripheral pulsations,
and gangrene of the digits®. As it is known that toxins are one of the factors
triggering vasculitis, the symptoms and findings suggesting peripheral
vasoconstriction in this patient could, presumably, be attributed to an ingestion
of food or plant containing ergot or its derivatives, as the child's symptoms
developed following three months spent in a village, where she might have been
in close contact with the substances mentioned above.
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