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Key Slide

Computed tomography (CT) images before the first operation
show a large tumor with bone destruction of the right occipital

region (A). Fig. 2]
Coil embolization of these tumor feeders was
performed before the second operation (D)
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Background

Intracranial pseudotumor associated with
hemophilia rarely occurs, with only 11 cases
reported to date. Herein, we report a case of a
patient with intracranial hemophiliac
pseudotumor who underwent gross total tumor
removal after a coil embolization of multiple
tumor feeding arteries.

Case description

A 32-year-old man had a history of head trauma
at 2 years old, which was managed with
craniotomy. At that time, he was diagnosed with
moderate hemophilia A. Approximately 4 months
ago, right mild occipital headache developed and
did not improved. A cranial MRI showed a large
intracranial mass occupying the right occipital
region. We suspected that he had an intracranial
hemophiliac pseudotumor and therefore
performed craniotomy and tumor removal.
Despite the sufficient supplementation of factor
VIII, maintaining hemostasis was difficult and
some tumors were not resected. Approximately 1
year postoperatively, MRI showed tumor re-
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growth from the residual lesion. Tumor stains
from the right multiple external carotid artery
were found, and thus coil embolization was
performed. Thereafter, the pseudotumor could be
completely removed with controlled intraoperative
hemostasis. He was discharged without
complications and had no recurrence 1 year and 4
months after the second operation.

Conclusion

If an intracranial tumor is found in a patient
with hemophilia, a hemophilic pseudotumor
should be considered. Preoperative embolization
of tumor feeding arteries also helps control
bleeding during tumor removal.
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Fig. 1

Computed tomography (CT) images before the first operation show a large tumor with bone destruction of the right occipital
region (A). The T1-weighted image (T1WI) (B) and the gadolinium-enhanced T1-weighted image (Gd-T1) (C) show a
huge tumor mass with heterogeneous enhancement and enhanced capsular mass before the first operation.

The CT (D), and the TIWI (E) show the residual region near mastoid cells after the first operation.

The CT (F), the TIWI (G), and the Gd-T1 (H) show a tumor re-growth from the residual region before second operation.

The CT (I) show the gross total tumor removal. The TIWI (J), and the Gd-T1 (K) show the high intensity area filled with

adipose tissues after the gross total removal of tumor.
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Fig. 2

Right-sided external carotid artery angiography (lateral view) before the first operation showing tumor stain (arrow) from the
middle meningeal and ascending pharyngeal arteries (A).

Right-sided internal carotid artery angiography (anteroposterior view) before the first operation showing occlusion of the right
side transverse and sigmoid sinuses (B).

Right-sided external carotid artery angiography (lateral view) performed before the second operation showing multiple tumor
stain (arrow) from the middle meningeal, ascending pharyngeal, posterior auricular, and occipital arteries (C).

Coil embolization of these tumor feeders was performed before the second operation (D).
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Fig. 3

Hematoxylin and eosin (HE) staining of the surgical specimen obtained from the tumor
parenchyma (A, X 20), and the tumor capsule (B, X 400).

HE staining (A) showing fibrin clot, and (B) showing fibrous connective tissue containing
neovascularization, calcification (arrow) and hemosiderin (arrow head).
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Reports of intracranial pseudotumor related with hemophilia.

Hemophilia type  History of head

Case (Reference) Asge Sex (severity) ST Location Management
Hanimoglu " 14y Male A (mild) yes frontal ~parietal surgical resection
Horton ? 12m Male A (mild) yes parietal surgical resection
Xu? 42y Male A (mild) no parietal~occipital surgical resection
wu @ 12y Male A (mild) NA parietal surgical resection
Inoue ° 24y Male B (mild) no frontal surgical resection
Zafar © 27y Male A (moderate) yes frontal factor VII replacement
Kilby Z 24y Male A (moderate) yes temporal surgical resection
Anderson © 13m Male A (moderate) yes occipital factor VI replacement
Conde ° 21y Male A (moderate) NA parietal surgical resection
Sim 1% 29y Male A (severe) yes parietal surgical resection
Kashiwazaki ' 46y  Male A (severe) no temporal surgical resection
own case 32y Male A (moderate) yes occipital preoperative embolization

=+ surgical resection
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