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Abstract Case Description Case Discussion 

We describe the first reported presentation of spontaneous 
subdural haematoma developing in a patient with Evans 
syndrome compounded by Acquired Haemophilia (AH). This 
report highlights the importance of time-critical recognition, 
diagnosis and prompt therapeutic intervention. 

Herein, we present the successful conservative management 
with Factor VIII inhibitor binding agent (FEIBA), 
immunosuppressive agents and Rituximab, with subsequent 
disease remission.  

Figure 1: Computerised Tomography (CT) scan of the brain on 
admission showing an acute right subdural haemorrhage with 
associated mass effect and midline shift.  

• AH is a rare bleeding disorder with an incidence of 
approximately 1.5 cases/million/year1  

 characterized by autoantibodies directed against 
circulating coagulation factor (F) VIII. 

• Evans syndrome is an autoimmune disease 
characterized by  

 simultaneous or sequential development of immune 
thrombocytopenia (ITP) and autoimmune hemolytic 
anemia (AIHA), and/or immune neutropenia  

 in the absence of any underlying causes2Discuss how 
this case fits in with the literature or newly  interprets 
old data. 

• we present a case of patient with Evans syndrome 
developing spontaneous subdural hematoma (SDH), 
which was successfully treated conservatively with 
corticosteroids, immune-modulation therapy as well as 
factor eight inhibitor bypass activity (FEIBA). 

 

Case Description 

References 

Introduction 

• The role of surgery has been limited by the risk of perioperative 
bleeding and potential worsening of intracranial hemorrhage 

 In the setting of persistent coagulopathy, there is also a high 
risk of recurrence requiring repeated surgical intervention 

 patients needing surgery should be identified upon close 
monitoring of neurological and hemodynamic parameters, 
including level of consciousness, pupillary size and subsequent 
development of new neurological deficits as well as change of 
hematoma size in imaging 

• Involvement of relevant specialists 

 no comparative studies exist to support treatment 
recommendations for patients with AH 

 treatment guidance must rely on the expertise and clinical 
experience of specialists from fields like neurosurgery, 
hematology, neurointensive care and anaesthesia 

 In this case, surgical management might have been 
catastrophic if his underlying haematological pathology was 
not managed properly 

 The role of the haematologist was critical to the good outcome 
of this patient, where accurate and prompt diagnosis, then 
timely intervention made a difference to his outcome 
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Conclusion 

• A 44-year-old gentleman, with a history of Evan’s Syndrome, 
presented with a sudden onset of headache and Glasgow 
Coma Score (GCS) of 14 (E3V5M6) 

• On physical examination, left pupil was 5mm in diameter and 
sluggish to light while the right eye was 3mm in diameter and 
brisk to light 

• A left-sided pronator drift was present associated with left-
sided weakness  

• CT scan of his brain demonstrated an acute right subdural 
haemorrhage with associated mass effect and midline shift; 
with a hypodense region within the clot suggestive of active 
bleeding 

• This case highlights the role of multi-disciplinary approach in the 
management of a patient with Evans’syndrome and acquired 
haemophilia presenting with acute SDH 

• The promopt diagnosis of AH was critical to the success of his 
treatmentL 

• It is also important to weight the benefits of surgical and 
conservative treatment with inputs from different disciplines 
when no treatment guidelines exist for such a rare disease.  

• Blood investigations revealed bicytopenia with haemoglobin 
(Hb) 10.4g/dl and platelet count of 7 x 10^9/L. The coagulation 
test result showed prothrombin time (PT) of 10.7s and 
activated partial prothrombin time (aPTT) of 125.4s 

• Further investigations revealed Factor VIII Assay to be < 1% of 
normal population and Factor VIII inhibitor level >700 
Bethesdal Unit (BU)/ml. Lupus anticoagulant was also tested 
positive 

• Intravenous Mannitol, Hydrocortisone and Tranexamic acid 
were given in the emergency department upon diagnosis. 
Cryosupernatant plasma (CSP) transfusion was started as well 

• Patient was transferred to the Neuroscience Intensive Care 
Unit for closer monitoring 

• In view of these results, FEIBA, Rituximab and 
Cyclophosphamide were started 

• CT Brain repeated 2 days later revealed resolving  SDH with 
neurological improvement 

 

Figure 2: Clinical timeline of events versus laboratory trend  

Case Discussion 

 

• Diagnosis of AH should be considered whenever an acute or 
recent onset of bleeding is accompanied by an unexplained 
prolonged 

 AH manifests subcutaneously, within deep muscle or 
retroperitoneally, mucosal bleeding (respiratory, gastro-
intestinal, urogenital) or intracranial hemorrhageIncidence  

 An unexplained isolated prolongation of aPTT, not corrected 
by in vitro addition of 1:1 ratio of patient’s plasma to normal 
plasma i.e. mixing test, is the typical laboratory presentation 
of AH 

 This should be confirmed by specific factor assays of FVIII, 
IX,XI, XII that would reveal reduced FVIII level and the 
presence of an inhibitor 

• Laboratory trends can complement clinical assessment and 
guide patient management by acting as a reliable indicator of 
worsening intracranial bleeding 

• Treatment of AH involves the two-pronged approach: (1) Control 
of acute bleeding and (2) immunosuppressive therapy to 
eradicate FVIII inhibitors 

 

 


