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Fig. 1 Brain CT and MRI findings.
Head CT scans revealed high-intensity right tentorium cerebella three years before admission (A) that gradually became more
prominent one and a half years before admission (B) and at admission (C). Axial T, weighted images (D-G) (1.5 T; TR, 660 ms, TE
15 ms) from the head MRI scan revealed thick dura mater with abnormal enhancement, predominantly on the right cerebral

hemisphere, tentorium cerebella and partially along with the cerebral sulci. Axial diffusion weighted images (DWI) (1.5 T; TR,
7,000 ms, TE 95 ms, b value = 1,000 s/mm?) (H-K) from the head MRI scan revealed high-intensity lesions in the right parietal
lobe and centrum semiovale. These lesions showed low intensity in apparent diffusion coefficient (ADC) map (1.5 T; TR, 7,000 ms,
TE 95ms) (L-0), which indicated cytotoxic edema. Axial fluid attenuation inversion recovery (FLAIR) images (P-S) (1.5T;
TR, 6,000 ms, TE 105 ms) from the head MRI scan revealed high-intensity lesions in the occipital, parietal, and temporal lobes of
the right cerebral hemisphere. These lesions showed high intensity in ADC map and faint high intensity in DWI, which indicated
vasogenic edema. The right cerebral hemisphere was edematous. The cerebral sulci were narrow. MR venography (MRV) (T, U)
detected stenosis of venous sinus including confluence of sinuses, right transverse sinus, and straight sinus (arrows). MRV (V, W)
revealed improved blood flow of the confluence of sinuses and right transverse sinus and unchanged blood flow of the straight sinus
on hospital day 22 (arrows). R denotes the right side of the brain; L denotes the left side.
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Fig. 2 Clinical course of the patient.

The patient was admitted with headache, high fever, consciousness disturbance, blurred vision and bladder disturbance.

Subsequent treatment with corticosteroids, an immunosuppressant, an antibiotic, and an anticoagulant led to recovery. PSL:

prednisolone, mPSL: methylprednisolone, CTRX: ceftriaxone sodium.
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Abstract

Case of cerebral venous thrombosis caused by MPO-ANCA associated
hypertrophic pachymeningitis
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This report describes a 72-year-old woman presenting MPO-ANCA-associated hypertrophic pachymeningitis and
venous thrombosis. Five years prior, positive MPO-ANCA and renal dysfunction had been indicated. At that time, oral
steroids and tacrolimus were given to treat systemic vasculitis. During the course of the disease, she repeated otitis
media. Saddle nose appeared. She was suspected of having localized type granulomatosis with polyangiitis (GPA).
She was hospitalized because of consciousness disturbance and was diagnosed as having MPO-ANCA-associated
hypertrophic pachymenigitis and venous thrombosis. Brain MRI detected thick dura mater with abnormal enhancement,
predominantly on the right cerebral hemisphere, and tentorium cerebella partially along with the cerebral sulci. MRI
revealed vasogenic brain edema lesions in the right occipital, parietal, and temporal lobes and cytotoxic edema lesions
in the right parietal lobe and centrum semiovale. MR venography revealed stenosis of the venous sinus including
confluence of sinuses, straight sinus, and right transverse sinus. Subsequent treatment with corticosteroids, an immuno-
suppressant, and an anticoagulant led to recovery. No patient with MPO-ANCA-associated hypertrophic pachymenigitis
and venous thrombosis that developed alternation of consciousness has ever been reported. This is therefore regarded
as a rare case.

(Clin Neurol 2014;54:827-830)
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