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Analysis of clinical characteristics of anti-neutrophil cytoplasmic antibody associated vasculitis with non-respiratory
tract hemorrhage ZHANG Jun, ZHANG Heng-yuan, SUN Xue-juan, LI Yi-nan, CHEN Xin, CHEN Shi-zhi, YAO Li-jing,
SHAO Si-nan, ZHANG Yan-lin™. The First Affiliated Hospital of Xiamen University, Xiamen 361003 , China

Abstract Objective: To summarize the clinical features, diagnosis and prognosis of anti-neutrophil cytoplasmic anti-
body (ANCA) associated vasculitis ( AAV) with non-respiratory tract hemorrhage. Methods: A total of 47 cases of AAV
treated in our hospital in the recent 5 years were searched, and the diagnosis and treatment of those with non-respiratory
bleeding were reviewed. Results: Six patients (12.7% ) with non-respiratory hemorrhage were found in 47 patients with
AAV. The median age was 58 years. Bleeding occurred in 2 sites in 2 cases and a total of 8 sites of bleeding were seen.
There were 2 cases of gastrointestinal bleeding (4.2% ), 3 cases of cerebral hemorrhage (6.4% ), 1 case of renal hemor-
rhage, 1 case of retroperitoneal hematoma and 1 case of muscle hematoma. The clinical phenotypes of 6 cases of AAV includ-
ed 4 cases of MPA and 2 cases of GPA (2 cases of intracerebral hemorrhage and 1 case of renal hemorrhage). In 6 cases,
haemorrhage occurred in 5 cases during the initial active stage of AAV, accompanied by rapidly progressive glomerulonephri-
tis. Thoracic CT showed interstitial lungs but no hemoptysis. Muscle hematoma occurred in one case during the recurrence of
vasculitis. Four cases were strongly positive for MPO-ANCA, 1 was moderately positive for MPO-ANCA and 1 was strongly
positive for PR3-ANCA. Five bleeding episodes have been treated with glucocorticoid, and the clinical manifestations were
sudden and critical, such as headache, abdominal pain and bloody stools, often accompanied by rapid decline in hemoglo-
bin. There were 3 cases of shock blood pressure. The counts of platelets and indexes of coagulation function were normal ex-
cept one case of slightly low blood calcium level. Six patients were given methylprednisolone combined with cyclophospha-
mide treatment continuously, and 3 given intravenous gamma globulin infusion and plasma exchange, hemodialysis, com-
bined with hemostatic treatment ( selective transarterial embolization or surgery). After treatment, 2 patients died. Four sur-
vivors were administrated immunosuppressive therapy continuously to induce remission, and two patients who were subjected
to plasma exchange were not given maintenance hemodialysis any more. Conclusions: The proportion of AAV with non-respir-
atory hemorrhage is up to 12. 7% , mainly presenting with cerebral hemorrhage and gastrointestinal bleeding, which is related
to the vascular damage caused by AAV and also a serious life-threatening complication. By immunosuppressive therapy com-
bined with plasma exchange, intravenous gamma globulin infusion, hemostatic treatment ( selective transarterial embolization
or surgery) , some AAV patients with non-respiratory hemorrhage could be rescued and achieve remission.

Key words  Anti-neutrophil cytoplasmic antibody associated vasculitis; Gastrointestinal bleeding; Cerebral hemor-
rhage; Clinical analysis
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