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Fig. 1 Brain MRI on admission.
Axial diffusion weighted images (A-C, 1.5 T) revealed multiple high intensity area and spot in bilateral temporal lobes, occipital
lobes, and left anterior lobe. These legions exhibited high intensity on axial FLAIR images (D-E 1.5 T). T,*-weighted images
(G-I, 1.5 T) showed a low intensity area in cortical sulci.
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Fig. 2 Multiple intracranial arterial stenosis on MRA.
MRA image on admission (A, 1.5 T) showed multiple intracranial arterial stenosis (arrow heads). MRA image on the 37th hospital day (B, 1.5 T),

which was performed after starting treatment with corticosteroids, showed improvement of multiple intracranial arterial stenosis (arrow heads).

Fig. 3 Spinal hemorrhage and hematoma on T, weighted MRI.
Cervical MRI (T, weighted image) on admission (A, B, 3.0 T) showed subarachnoid space hyperintensity at C5 level and below (arrow). Thoracic MRI
(T, fat-suppressed image) on admission (C-F 3.0 T) showed diffuse hyperintensity in the subarachnoid space. It also revealed hematomas at
the Th3 and Th11 level (C-E arrows). Cervical MRI on the 52nd hospital day and thoracic MRI on the 50th hospital day (T,-weighted image) (G-L,
3.0 T) showed that hyperintensity lesions on admission resolved over time. Abbreviations: C, cervical vertebral body. Th, thoracic vertebral body.
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Table 1

Features of PACNS and RCVS” ™.

PACNS

RCVS

Clinical features
Sex

Associated situations

Past history of migraine
TCH
Neurological deficits

Systolic blood pressure on admission

Imaging and laboratory features
MRI

No significant difference

Rare

Rare
Rare
Hemiparesis, Aphasia

Lower than RCVS

* Abnormal initial brain imaging
e Acute intracranial hemorrhage
* Widely destributed small, deep infarcts

Female

Vasoactive drug, Psychological stressors, Postpar-
tum

Sometimes
Especially recurrent TCH
Visual symptoms

> 140 mmHg

* Normal initial brain imaging
* Convexal SAH
* Reversible vasogenic edema

* Extensive deep white matter lesion

¢ Tumor-like lesions

* FLAIR dot sign
¢ Border-zone infarction

* Multiple gadolinium-enhanced lesions

Angiogram ¢ Irregular notched appearance
Pathology Inflammation on vessel walls
CSF Higher white blood cell counts and protein

levels

Treatment and clinical outcomes

Treatment
Fewer lesions
High

Follow-up neurovascular assessment

mRS on discharge

Glucocorticoids and immunosuppressant

* Widespread, symmetric and severe abnormali-
ties in proximal arteries
* Smooth tapering constriction and dilation

No inflammation

Normal

Calcium channel blockers
Reversibility of cerebral vasoconstriction

Low

Abbreviations: PACNS, primary angiitis of the central nervous system. RCVS, reversible cerebral vasoconstriction syndrome. TCH, thunderclap
headache. CSE cerebrospinal fluid. mRS, modified Rankin Scale.
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Abstract

Primary angiitis of the central nervous system with cerebral infarction and spinal hemorrhage

Takafumi Wada, M.D.", Hiroshi Kitaguchi, M.D., Ph.D.” and Katsuro Shindo, M.D., Ph.D.”

YDepartment of Neurology, Kurashiki Central Hospital

A 61-year-old woman presented with acute intense lower back pain and weakness in her left leg. She also presented
with throbbing headache on the same day. On admission, muscle weakness in her left leg, lower left quadrantanopia and
left lower extremity deep sensory disturbance were observed. Laboratory data showed no coagulopathy and autoimmune
antibody was negative. Cerebrospinal fluid examination showed bloody and inflammatory findings. Brain MRI revealed
cerebral infarction with multiple intracranial arterial stenosis and convexal subarachnoid hemorrhage. Spinal MRI
revealed spinal hemorrhage in the cervical, thoracic, and part of the lumbar spine. Because these lesions occurred
simultaneously, we made a diagnosis of vasculitis. After high dose corticosteroids therapy was undertaken, the multiple
arterial stenosis improved. Primary angiitis of the central nervous system is sometimes difficult to distinguish from
reversible cerebral vasoconstriction syndrome in its initial stage; although symptoms, examination findings and
treatment differ in both.

(Rinsho Shinkeigaku (Clin Neurol) 2019;59:268-273)
Key words: primary angiitis of the central nervous system, spinal hemorrhage, reversible cerebral vasoconstriction syndrome




