R BAC L B 22 2016 E 1 HEE 16 555 13 Chin J Contemp Neurol Neurosurg, January 2016, Vol. 16, No. 1

B-VE M BE 2B 1A 4 oM 28 % S 1L 5 46

5 HAE Bl

Ay
M,

(] E B M I 59 A OGP v Rl 22 2R 9 Il R IR Ry B - VE A R 2 11 (A B ) A R AR i 22
RGLMAT R, T E RN AFAE ABUUR /I I 45 B B L JA [ 088 1 A8 R e o 2% BB 20 A 3 e R R B
I R A5 o 2 BN ML Y B 2 W AT o K R I 2L BT A o AR SCHBL A R g L o B A R AE | I R
R IATT BTG 55 ot AT A

(X83A] EhHpEA; MmER, PRMAERS; W%, 424

Amyloid B-related central nervous system vasculitis
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[ Abstract] Amyloid B (AB)-related central nervous system (CNS) vasculitis, which is also known as
cerebral amyloid angiopathy (CAA)-related CNS vasculitis, is characterized by the presence of chronic
inflammation within or around the walls of AB-deposit blood vessels. Cerebral biopsy is the gold standard

for diagnosis of A -related CNS vasculitis considering the atypical clinical features, cerebrospinal fluid

.3 .
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(CSF) and neuroimaging findings of some patients. This paper reviewed the pathogenesis, neuropathology,

clinical features, treatment and prognosis of AB-related CNS vasculitis.
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Table 1. Classification of CAA'"

Amyloid protein Clinical phenotype

AB Sporadic CAA
Associated with: aging, sporadic AD, other
conditions, including vascular malformations
Hereditary or genetic: Down’s syndrome

HCHWA-D

ACys-C HCHWA-I

APrP Prion disease

ABri/ADan FBD/FDD

ATTR Meningocerebrovascular involvement of
familial transthyretin amyloidosis

AGel Meningocerebrovascular involvement of
gelsolin-related amyloidosis

Immunoglobulin CAA with leukoencephalopathy due to brain-

light chain amyloid restricted monoclonal plasma cell proliferation

AB,amyloid B-protein, B-VE ¥} FE 2 15 ACys-C, amyloid cystatin
C, VEM FEBEIT Z C; APrP, amyloid Prion protein, %€ 8 it 8 14 ;
ATTR, amyloid transthyretin, J& 8} ££ 32 F R IR % & (15 AGel,
amyloid gelsolin, J& ¥3 #F ¥E ¥ Ji¢ & 11 5 CAA, cerebral amyloid
angiopathy , V& K3 £ il 1L 3 % ; AD , Alzheimer’s disease , BT /K 2 I
Bk % ; HCHWA - D, hereditary cerebral hemorrhage with
amyloidosis-Dutch type , fif 22 JE B3 F A5 1 AH 56 1 388 4% M figi i
HCHWA - I, hereditary cerebral hemorrhage with amyloidosis -
Icelandic type, UK B V& H3 Bf 72 1 AH 5G4 38t 4% 14 i 4 1l ; FBD,
familial British dementia, %& 5] 5} PE % % ; FDD , familial Danish
dementia, F} 22 G 1 P i
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Figure 1 Optical microscopy findings HE staining Amyloid deposition, perivascular inflammation, infiltration of lymphocytes and
multinuclear giant cells were observed. x200 (Panel 1a) Amyloid deposition, infiltration of lymphocytes and multinuclear giant cells
could be observed within and surround the wall of leptomeningeal arteriole. Superficial cortex around the blood vessel with vasculitis
lost its normal structure and showed infarction, which was characterized by loss of neurons, gliocyte proliferation, and focal infiltration
of a large number of phagocytes. x100 (Panel 1b) Figure 2 Optical microscopy findings Congo red staining x200 The wall of
arteriole was brick-red (Panel 2a). Polarized light showed apple green birefringence, confirming that the red staining was due to AR

deposition (Panel 2b).
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positive for CD68 (Panel 3c).

subcortex (arrows indicate, Panel 4d).
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Figure 3 Optical microscopy findings Immunohistochemical staining (EnVision) x 200 The wall of arteries was positive for A
(Panel 3a). The wall of arteries was negative for AR (Panel 3b). Multinuclear giant cells infiltrated into the wall of arteries and were
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Figure 4 A 51-year-old female presented headache for one month and conscious disturbance for 4 d, and was diagnosed as conscious
disturbance yet to be investigated. Cranial MRI findings after admission Axial T/\WI showed the sulci in right frontal lobe became
shallow, with unobvious abnormal signal (Panel 4a). Axial T,WI demonstrated multiple patchy slight high-intensity signals in cortical
and subcortical white matter of bilateral cerebral hemispheres (arrows indicate, Panel 4b). Axial FLAIR demonstrated high -intensity
signal of right cortex and multiple patchy high-intensity signals of bilateral fronto-parietal cortex (arrows indicate, Panel 4c). Axial
contrast - enhanced T/WI demonstrated mulifocal patchy enhancement of right frontal cortex and subcortex, and bilateral parietal
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