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Abstract
The coexistence of acquired hemophilia A with a secondary retropharyngeal hematoma is an extremely unusual condition with important clinical implications. The purpose of this paper is to
present a case involving a patient whose first clinical manifestation, namely dysphagia, along with
specific clinical examination and imaging findings, led to an incorrect initial diagnosis of a retropharyngeal abscess. However, performance of a more thorough clinical examination led to the
correct diagnosis of a hematoma secondary to acquired hemophilia A. This allowed surgery to be
avoided in a patient at a high risk of bleeding. Conclusions: Acute neck masses require meticulous
differential diagnosis assessing the possible presence of various causative systemic diseases before the most appropriate therapy can be determined.
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1. Introduction
The acute or subacute development of a neck mass usually indicates an infectious or congenital problem. When
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acute evolution, poor mass demarcation, and dysphagia develop simultaneously in a patient with a neck mass,
the first clinical diagnosis considered is a cervical abscess. One of the less common causes of such a mass is a
retropharyngeal hematoma, which is a rare clinical entity [1]. Acquired hemophilia A is an uncommon autoimmune disorder characterized by the presence of autoantibodies to circulating factor VIII [2]. The coexistence of
acquired hemophilia A with a secondary retropharyngeal hematoma is an extremely unusual condition with important clinical implications. A literature search of PubMed revealed only one such published case; however, the
clinical manifestation involved airway obstruction [3].
The purpose of this paper is to present a case involving a patient whose first clinical manifestation, namely
dysphagia, along with specific clinical examination and imaging findings, led to an incorrect initial diagnosis of
a retropharyngeal abscess. However, the atypical evolution of the patient’s clinical condition and the subsequent
performance of a more thorough clinical examination led to the correct diagnosis of a hematoma secondary to
acquired hemophilia A. This allowed surgery to be avoided in a patient at a high risk of bleeding.

2. Case Report
A 45-year-old woman with no medical history presented to the emergency department with a 48-h history of
dysphagia and malaise without other symptoms. Clinical examination revealed thickened lateral and posterior
pharyngeal walls extending to the larynx. MRI revealed an extensive inflammatory cervical retropharyngeal abscess extending to the parapharyngeal spaces and upper mediastinum without objectified images of an abscess
(Figure 1).
Laboratory examination revealed no signs of infection. The only laboratory abnormalities were a high activated partial thromboplastin time (APTT) (64.2 s; reference range, 24 - 36 s) and a low hemoglobin level of 8.3
g/dL. However, these findings were not considered to be significant at that point in time. Considering these data,
the patient was diagnosed with a retropharyngeal abscess with extension to the parapharyngeal spaces. She was
hospitalized for intravenous antibiotic treatment and monitoring.
At 48 h after admission, the patient had developed bruises on her cervical and upper thoracic skin as well as in
the posterior pharyngeal wall (Figure 2). Such clinical findings were associated with the previously recognized
laboratory abnormality (the prolonged APTT). The Department of Hematology initiated clinical investigation of
a possible coagulopathy. The patient had a significantly low level of coagulation factor VIII (4.5%; reference

Figure 1. Magnetic resonance imaging: A space-occupying lesion exhibiting diffuse and extensive signal
alterations was present in the parapharyngeal, retropharyngeal (A, arrows), and periesophageal spaces (B, arrow).
The lesion caused enlargement of the prevertebral space, which extended to all fat cervical planes. These
findings were suggestive of an extensive inflammatory cervical abscess extending to the upper mediastinum.
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Figure 2. Clinical examination 48 h after admission. Bruises on the cervical and upper thoracic skin (A,
arrow) and in the posterior pharyngeal wall (B, arrow) were suggestive of subcutaneous and submucosal
hematomas.

range, 70% - 150%). Immunologically, the Bethesda test was positive for inhibitors of coagulation factor VIII
(1.5 IU Bethesda).
The patient was diagnosed with acquired hemophilia A, and “factor eight inhibitor bypassing activity”
(FEIBA) was administered for 24 h. Adjunctive treatment was commenced (corticosteroids and cyclophosphamide). The hemoglobin level increased, and the factor VIII concentration rose to 25%. The patient’s clinical
symptoms rapidly diminished. A CT scan taken at 48 h after diagnosis showed a significant reduction in the size
of the retropharyngeal hematoma.
After 3 months of monitoring, the APTT and hemoglobin level had normalized, and the factor VIII inhibitory
factors had disappeared. She remains clinically asymptomatic at the time of writing.

3. Discussion
Diagnosis of acquired hemophilia A is established by the presence of low levels of coagulation factor VIII together with inhibitors of this factor, as determined by the Bethesda test. Our patient met both criteria. In these
patients there may be a prolonged activated partial thromboplastin time [4]. Acquired hemophilia A is a serious
disease with a mortality rate of up to 9%, mainly because of the development of severe digestive tract and pulmonary hemorrhage (2.5).
Acquired hemophilia A is rare, with an estimated incidence of 1.5 cases per million people per year [5]. The
typical manifestation of the disease is development of multiple small foci of spontaneous subcutaneous bleeding
[6]. However, manifestation as dysphagia secondary to a retropharyngeal and parapharyngeal hematoma is rare [7].
This case is notable because, initially, our clinical suspicion was a retropharyngeal and parapharyngeal abscess possibly requiring surgical treatment. If an otolaryngologist had decided to perform surgical drainage of
the mass based on this initial diagnosis, serious harm to the patient may have resulted from uncontrollable
bleeding.
Acute neck masses require meticulous differential diagnosis assessing the possible presence of various causative systemic diseases before the most appropriate therapy can be determined. If the clinical course is not typical
and the patient’s general condition is not serious, we can delay the surgery a few hours after establishing a medical treatment. During this time we must review all the diagnostic tests carried out to reach a more accurate diagnosis.
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