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Incidence Acquired Hemophilia A

* 1in 1 million ’\
* Two peaks of age — peri-pregnancy and >60 , . .
years 0

Immune system Impaired Excessive
attacks clotting blood clotting bleeding
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Why the two peaks?

* Pregnancy is a state of immunosuppression

* Age related effects on the immune system
* Inflammaging
* Immunosenescence

Immunosenescence
Ageing of the Immune System

Young Ageing
immune sytem immune system

o0

Quick and strong Fewer new
response to immune cells,

infections slower response

Consequences

*,4"6)

More infections,
slower healing,
weaker vaccines




Presentation

Bleeding phenotype varies from
life-threatening bleeds to mild or
no bleeding

Subcutaneous haematomas are
characteristic of AHA (80%)

Muscle, GIT, GUT and
retroperitoneal bleeding (45%,
21%, 9% and 9%






5, Consider pharmacological anticoagulants

Diagnosis

Isolated prolonged APTT
I

If unexplained or patient bleeding

l

Corrected . e . .
APTT mixing study Consider intrinsic factor deficiency
(VI 1X, X1, X11) or von Willebrand syndrome
Prolonged
A\ 4
Normal ) _
FVIII:C > 'Cor‘15|.der lupus anticoagulant or other
inhibitor
Reduced l

Non-bleeding Consider lupus anticoagulant
> Confirm FVIII deficiency by chromogenic assay

patient

Bleeding If FVIII deficiency confirmed
patient

Consult expert
Confirm AHA by Bethesda assay or anti-FVIII ELISA
Test for anti-rpFVIll inhibitors, if susoctocog alfa is an option




Cause of AHA

* 50% of cases of no cause found (idiopathic)

e 20% of cases — Autoimmune disorders

o SLE, RA, Sjogren s(.}/ndrome, connective tissue diseases, autoimmune thyroiditis,
Grave disease and more autoimmune disorders

* 10% - Cancer — solid and haematological cancers

* 8% - Obstetric, up to 12 months post-partum

e 1-2% - Medication or COVID-19 vaccination associated



Diagnostic delays

* Rare disease
* Unusual presenting features

* Overlap with ageing community being on anti-platelet and or anti-
thrombotic therapy already



Treatment

CONTROL THE BLEEDING - FIX THE PROBLEM -
HAEMOSTASIS INHIBITOR ERADICATION



Bleeding control

- Bypassing agents —
- Novoseven® - Recombinant rVlla

- FEIBA® - Activate prothrombin complex concentrate (aPCC)
- pFVIIl = N/A in Australia

* If low titre — can use recombinant FVIII and overwhelm the inhibitor

* Emicizumab — no formal arrangement in Australia for supply



Fix the problem

* Immunosuppression

2020 Recommendation

FVIII 21% and
<20 BU/ml

Steroids alone
for 3-4 weeks

FVIII <1% or
>20 BU/ml

Steroids +
CTX or rituximab
for 3-4 weeks

Add CTX or

rituximab if not
responding

Add CTX or

rituximab if not
responding




Follow up

~20% relapse
within 1 year of
diagnosis

Advisable to have
follow up for at
least 2 years post
diagnosis




Predicting the future for AHA




Future

* AHCDO has submitted to NBA for funding emicizumab for acquired
haemophilia A

* If available nationally — this would allow equitable access to a very
efficacious and safe haemostatic agent — and reduce
Immunosuppression requirements

e Clinical trials in AHA



Questions
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