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259" lasn mmERR | phaon |horEFomE g (STORRE O @A © tom
HmaE
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HODHER( & ) testTAEE #—/ 85— %] BREORFE
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Abstract

Introdection: Autcimmune factor X1 FXII deficency (AIFLI0] doe to anti-FXON
autcantidodies is an extremely rave, We-threatening bleeding disorder that mostly
occurs in the elderty. The rumber of patients dagnosed with AF13D has been ine
creasing in Japon. probably because of the nationwide survey on AIF1ID supported
by the Jaganess Ministry of Heakth, Labour and Welfare,

Alm: To esplore the pathologic charactesistics of cosgulation parameters in AIF13D.
Methods: AIF13D-suspected cases were comsulted, and underwent unified/inte-
grated coagulstion soreening and were definitively dagnosed as AF130 separately.
Resuits: AF130 patients had lower FX00 antipen levels than non-AIF130 patients, but
their values ovedagped. Among a series of 22-item screening tests and their resulting
parameters, the 'FXII inhibitory potential yidided by a 1-1 mixing test of the patient's
and healthy control's plasma and its ‘residual FXI activity’ in 54 AF130 cases were
most distinguishable from 139 non-AIF1ID cases, followed by FXIII activity per se
and FXON-specific activity. While the crossdinked =, -plasmin inhititor leved reduced,
the lewels of D-dimer, fibvin/ibrinogen degradation products and plasmio- plassin in-
Fibitor complex ncreased. probably because the patients’ haematoma nonspecifically
induced secondary fbrinolysis in bath AIF1I0 and non-AIF130 patients,
Condusion: AIF13D appears 20 induce a hypocoagdopathy combined with a hyper
fitwinolytic state secondary to severe FION deficiency caused by anti-FXII autoanti-
bodies. and the consequent bleeding further modifies its pathological conditions. in
addition, the 1:1 mixing test of FXHIl actvity was confirmed to be 3 relable screening
method for AF130, especially when its derivative parameter, such as the 'FX11inhils-
tory potential’ or FXIIl inhiditeey potential ratio, is emgloyed.

KEYWORDS

utoartibady, coagulation factor defickency, coagubation tactorinhiinor, factor X1,
haemamhagic dathess
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First and fatal case of autoimmune acquired factor XIl1/13
deficiency after COVID-19/SARS-CoV-2 vaccination
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