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Pregnancy-related acquired hemophilia A initially
manifesting as pleural hemorrhage
A case report
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Abstract
Rationale: Acquired hemophilia A is a rare hemorrhagic disease in which the body produces specific antibodies that attack factor
VIII, resulting in bleeding that is mainly mucocutaneous and associated with soft tissue and the gastrointestinal system.
Approximately 50% of this disease derives from basic diseases, such as autoimmune diseases, cancer, and pregnancy.

Patient concerns: We report a 35-year-old postpartum female with acquired hemophilia A who initially presented with pleural
hemorrhage.

Diagnoses: In this patient activated prothrombin time (PT) and activated partial thromboplastin time (APTT) were found, and the
factor VIII activity was 12.6%, furthermore Bethesda assay showed a FVIII antibody titer of 7.4 Bethesda units (BUs).

Interventions: The treatment requires a 2-pronged approach: treatment of the bleeding and elimination of the inhibitor.

Outcomes: After hemostatic agents were used and inhibitors were eradicated, the patient achieved complete remission without
relapse.

Lessons: It is essential to recognize the development of disease earlier in pregnant woman.

Abbreviations: AHA = acquired hemophilia A, aPCC = activated prothrombin complex concentrate, APTT = activated partial
thromboplastin time, BUs = Bethesda units, hFVIII = human factor VIII, PT = prothrombin time, rFVIIa = recombinant factor VIIa.
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1. Introduction

The incidence of acquired hemophilia A (AHA) is approximately
1 to 3 per million per year.[1,2] Bleeding in AHA is often severe,
with reported mortalities of 9% to 27%.[3,4] Autoimmune
diseases or postpartum conditions are most often associated with
AHA in young individuals. In the elderly, a link between cancer
and/or concomitant drug use and AHA has been recognized. A
35-year-old postpartum woman presented with pleural hemor-
rhage and was finally diagnosed with AHA. The patient achieved
complete remission after treatment with activated prothrombin
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complex concentrate (aPCC), human factor VIII (hFVIII)
concentrates, corticosteroids, and plasma. She is currently
undergoing a 6-month follow-up and has shown no recurrence.
2. Case

A 35-year-old woman who presented with a 5-day history of
chest tightness and right leg pain was admitted to our emergency
department on October 22, 2017. The patient had delivered (first
pregnancy) 48 days prior and had an unremarkable medical
history. Upon physical examination, dullness to percussion was
noted over her right lower lung. Swelling, tenderness, and
ecchymosis were present in the right medial thigh. The
circumference of the right thigh was 53.5cm, while that of the
left thigh was 49cm. Computed tomography angiography of the
aorta showed a large amount of pleural effusion in the right
thoracic cavity and partial right pulmonary collapse (see Fig. 1A).
Under B-mode ultrasound guidance, thoracentesis was per-
formed, and bloody pleural effusions were drained. Her white
blood cell count was 17.9 (109/L), with 75.8% neutrophils;
hemoglobin was 70(g/L), and platelets were 238(109/L).
Prothrombin time (PT) was 15.20s, and activated partial
thromboplastin time (APTT) was 68.40s. An APTT mixing
study showed that her APTTs were 70.12s, 30.45s, and 60.40s
at 0, 1, and 2h, respectively. Factor IX activity was 107.8 (%),
factor XI activity was 66.9%, and factor VIII activity was 12.6%.
The Bethesda assay showed a FVIII antibody titer of 7.4 Bethesda
units (BUs). The diagnosis of AHA was confirmed.
The regimen for this patient included aPCC (10U/kg

intravenously 3 times daily), hFVIII (20 IU/kg intravenously
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Figure 1. The changes of pulmonary computed tomography images. A: Computed tomography angiography of the aorta showed a large amount of pleural
effusion in the right thoracic cavity and partial right pulmonary collapse; B: At the 2-month follow-up visit, her pulmonary computed tomography revealed that the
pleural hemorrhage had subsided.
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twice daily), prednisone (1mg/kg orally once daily), and plasma
(400mL intravenously once daily). Two weeks later, the
ecchymosis in her medial thigh improved, and PT and APTT
were 17.70 s and 20.30 s, respectively. FVIII activity was
127.30%, and the FVIII antibody titer was 0 BU. After
prednisone was tapered to 10mg orally once daily, the patient
was discharged. At the 2-month follow-up visit, her pulmonary
computed tomography revealed that the pleural hemorrhage had
subsided (see Fig. 1B). Prednisone was withdrawn at a rate of
20% every 2 weeks. The patient is now undergoing 6-month
follow-up and has shown no recurrence.
3. Discussion

Pregnancy-related AHA accounts for 7% to 11% of cases of this
disease and is most common within 1 to 4 months after
delivery.[5,6] In very few cases, an inhibitor appears during
pregnancy.[7] The potency of the antibody is rather low in the
majority of cases, and the overall prognosis of pregnancy-related
AHA is good; however, future pregnancies may lead to a
recurrence of AHA.[8] AHA mainly manifests as hemorrhages in
the skin, mucous membranes, muscles, joints and gastrointestinal
tract. In our case, the patient had delivered (first pregnancy) 48
days prior, and with an initial presentation of pleural effusion as
the main manifestation, which is rarely reported in other cases.
Therefore in future clinical work, the diagnosis of secondary
hemophilia should be taken into consideration in women with
abnormal coagulation function accompanied by pleural effusion
and pregnancy history.
The goals of AHA treatment are to control the bleeding and

suppress the inhibitor. First-line hemostatic treatment includes
bypassing agents: recombinant factor VIIa (rFVIIa) and
aPCC.[9,10] In case of low-titer inhibitors, hFVIII concentrates
2

can also be used. The methods for removing antibodies
include administration of corticosteroids, cyclophosphamide,
rituximab, intravenous immunoglobulin, and plasmapheresis/
immunoadsorption and the induction of immune tolerance.[12,13]

Treatment regimens should aim to balance the need to quickly
eradicate the inhibitor and reduce exposure to the side effects of
immunosuppressive therapy.[14] Thus, we used prednisone alone,
and no evidence is needed to confirm that cyclophosphamide and
steroids are superior to steroids alone.[15,16] Unfortunately, our
patient did not receive treatment with rFVIIa but, rather, with
aPCC and hFVIII concentrates due to costs. This case study will
help to raise our awareness of the diagnosis and early treatment
of AHA.
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