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Abstract Objective: Acquired thrombotic thrombocytopenic purpura(’T'TP) is a rare and life-threatening mi-
crovascular thrombosis disorder. This study aims to summarize the diagnosis and clinical management of acquired
TTP patients over a 10-year period in our HCU, in order to improve the clinical diagnosis and treatment of this
disease. Methods: A retrospective analysis was conducted on the clinical data of 79 patients with acquired TTP
who were treated in our hospital. Basic clinical information was recorded, and statistical analysis was performed to
observe and evaluate the efficacy and prognostic factors. Results: Among the 79 patients, the male-to-female ratio
was 1 ¢ 2.29, with a median age of onset at 48 years. The abnormal rate of autoimmune-related antibody tests
was 60. 6%, with anti-SSA positivity or weak positivity being the most common. The disease onset was acute,
and the clinical manifestations were mostly the triad, including thrombocytopenia(96. 2%), microangiopathic he-
molytic anemia(93. 1% ), and neurological symptoms(89. 6%). Platelet counts were below 10X 10°/L in 48. 1%
of patients. Among the 59 patients who underwent ADAMTSI3 activity testing at onset, 81. 4% had severely de-
creased activity(<{10%). Among the first-time hospitalized patients, 14 died, with a mortality rate of 17.7%.
Fifty-four patients received plasma exchange(PEX) therapy combined with high-dose glucocorticoids, and 47 im-
proved during treatment, with an effectiveness rate of 87. 03%. The median number of PEX for improved patients
was 10 (range 3-18). PEX frequency(P<C0.001), the addition of rituximab treatment(P =0.012), the absence
of severe neurological symptoms(P =0. 042), and lower bilirubin levels at onset were associated with better treat-
ment outcomes. A total of 45 patients were observed to have platelet counts recover to above 150 <10’ /L, with a
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median of 11 days (range 4-29 days). According to Cox univariate regression analysis, pretreatment LDH levels
(P =0.038), bilirubin levels(P=0.039), the number of PEX(P <C0.001), and the addition of rituximab(P =

0. 05) were independent prognostic factors affecting platelet recovery. Conclusion: Most patients with TTP have

severely decreased ADAMTSI3 activity at onset. PEX is the most important treatment for acquired TTP. Early

initiation of PEX can reduce mortality and normalize platelet counts. Rituximab may improve the prognosis of pa-

tients before second line.
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