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The discontinuity theory of immunity
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Pathogenic anti-FVIII immune response:  exacerbated response or 
failed tolerance?
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BAFF  modulates anti-FVIII immune responses in hemophilia A 

Case report: AHA after SARS-CoV-2 infection

November 2020: asymptomatic /mild COVID-19; 

March 2021: - large and deep bruises; fatigue;
- prolonged aPTT (1st NV; 2nd  78 sec; prolonged mixing test;) 
- hospital admission; (March 20, 2021) 

diagnosis of AHA



Diagnostic pathway for  AHA 
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Knight JS, et al., J Clin Invest. 2021 Oct 28:e154886. 

Tiede A et al., Haematologica. 2020 Jul;105(7):1791-1801. 

Choice and monitoring of hemostatic therapy in AHA



Hemostatic Tx only

Immunosuppressive Tx only

Hemostatic & Immunosuppressive Tx

Immunosuppressive Tx

• Steroids only

• CTX only

• Rituximab only

• Combination of steroids and rituximab or CTX

• Combination of rituximab and  CTX

• Triplet  (steroids/rituximab/CTX)
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Visita  2 Settembre 2021 
Stop steroidi.

Per quanto riguarda la vaccinazione
Covid, al momento si ritiene che sia
controindicata perche' vi e' il sospetto
che la patologia autoimmune sia
insorta dopo l'infezione e non si puo'
escludere che la vaccinazione
determini una recidiva che sarebbe
altamente pericolosa per la vita; inoltre,
i nostri dati e quelli di letteratura dicono
che per molti mesi dopo la terapia con
Rituximab non vi e’ risposta alla
vaccinazione. La paziente agli esami
del 03/08 aveva peraltro ancora un
discreto titolo anticorpale (8.7).



Future perspectives:

• Hemostatic Tx

• Immunosuppressive Tx

• Emicizumab has good hemostatic 
efficacy in AHA: within a few days after 
the first injection, less bypassing 
therapy is needed.

• Low emicizumab concentrations can 
prevent breakthrough bleeding: 
outpatient patient management with 
visits every 1 to 3 weeks is feasible.
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Therapeutic approaches to target B cells in autoimmunity


