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1. Case Report 

Acquired A haemophilia (AHA) is a rare disease resulting from autoantibodies (inhibitors) against 

coagulation factor VIII that leads to bleeding. It occurs mostly in elderly but can be associated 

with pregnancy and autoimmune disease in youngsters (1), about 50% of cases are considered 

idiopathic, but AHA is also correlated with other conditions including malignancies and infections 

[1]. 

We report the case of a thirty-one years old caucasic woman at her first pregnancy, she had a 

spontaneous delivery at 39th weeks without complications, but eleven days later she was admitted 

to ophthalmologic evaluation for slight pain without visual loss in the left eye started 24 hours 

before. The only clinical finding was a subconjunctival bleeding (Figure 1). The ophthalmologist 

prescribed an evaluation of platelet count, prothrombin time (PT), partial thromboplastin time 

(PTT) and fibrinogen due to a small haematoma in the left arm, at the site of venous venipuncture 

performed after delivery. The clinical history was negative for spontaneous hemorrhages also in 

infantile age and at previous surgery. No bleeding tendency was observed in the main relatives. 

The patient was lost at the prescribed ophthalmologic follow-up, but twelve days later she was 

admitted to urgent haemathologic evaluation due to large multiple cutaneous hematomas in the 

four extremities, an extremely painful right leg, asthenia, and moderate dyspnea. The blood pressure 

was 105/65 mmHg, regular heart rate 100/min, SpO2 94% without oxygen supplementation. 

Ultrasound evaluation of right leg showed a massive deep muscle haematoma. The circumference 

of the right leg was 48 cm while the left leg was 38 cm. 

Laboratory evaluation showed hemoglobin level of 6.3 g/dl, platelet count of 234 x109/l, PT 91% 

(INR 1.04), PTT 66 seconds (ratio 2.33), fibrinogen 324 mg/dl, D-dimer 445 ng/dl. Twelve days 

before haemoglobin was 11 g/dl, platelets 241 x109/l, PT 93% (INR 1.03), PTT 44 seconds (ratio 

1.41), fibrinogen 336 mg/dl. 

An extensive study of blood coagulation was prescribed and the mixing test suggested the presence 

of a circulating inhibitor against factor VIII (0.4 IU/dl, inhibitor title Bethesda Unit level of 20) [2, 

3]. The diagnosis of AHA was confirmed and the patient was treated with a bypassing agent (rVIIa 

factor) at the dosage of 90 ug/kg i.v. initially every four hours and blood transfusions. Although  

it has been explained as a post-pregancy case, that is considered sometimes self-limiting [4], the 

eradication of the inhibitor was obtained only with prednisone and cyclophospamide (both 1 mg/ 

kg/day orally). 
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rVIIa (activated recombinant factor seven), APCC (activatd prothrombin concentrate), PTT (partial thromboplastin time), PDN 

(Prednisone orally 1 mg/kg/die), CY (Cyclophosphamide orally 1 mg/kg/die), Rituximab (375 mg/m2 intravenously once weekly x 4 

doses), GI (gastro-intestinal). 
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In our opinion, what’s relevant in this case is that attention to the 

isolated PTT prolongation in the first examinations, although 

with a minimal and not common bleeding picture, could have 

allowed a more rapid diagnosis exposing the patient to a minor 

clinical picture and probably to the need of a less intensive 

therapeutic approach [5]. 

Furthermore the present is one of the eleven cases evaluated at 

our Centre in a period ranging from February 2017 to August 

2019 (three in 2017, four in 2018, four up to august 2019) in a 

geographic area, taking into account the residence of patients, of 

about 2.8 millions of citizens (Table 1). 

 

Figure 1: The only clinical finding was a subconjunctival bleeding 
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This suggests that AHA is really not so rare in the general 

population and probably most cases are lost for underdiagnosis 

[6]. Due to the type of relevant clinical picture encountered in 

our experience (eight requiring blood transfusions, ten with 

large muscular haematomas very near to a compartimental 

syndrome, two with uncommon joint bleeding, and one fatal 

case with massive gastrointestinal and cerebral bleeding), we 

encourage all putative involved clinicians and laboratorists to 

immediately suspect this no so really uncommon clinical picture 

when bleeding signs are related also to minimal laboratory 

alteration and not clearly influenced by specific clinical pictures 

and/or antithrombotic treatments. This could allow a rapid 

diagnosis and the start of a relative specific treatment, otherwise 

patients can be excessively exposed to a relevant bleeding risk 

that sometimes can be fatal [7]. 
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