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KEY POINT

Cerebral amyloid angiopathy is a common small vessel disease presenting in elderly patients involving amyloid-
deposition in the cerebral vasculature, contributing to intracerebral hemorrhage and cognitive impairment.
Updated diagnostic criteria are essential for work-up and management.
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PUNTOS CALVE
Criterios de Angiopatia Amiloide Cerebral - Boston 2.0

La angiopatia amiloide cerebral es una enfermedad comin de los vasos pequefios que se presenta en pa-
cientes de edad avanzada y que implica depésito de de amiloide en la vasculatura cerebral, lo que contribuye a
la hemorragia intracerebral y al deterioro cognitivo. Los criterios diagndsticos actualizados son esenciales para el

estudio y la gestion.
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cia




BOSTON 2.0 CRITERIA

‘ N T e present a brief, updated review, and comparison be-

tween the 2010 modified Boston and the recently
published Boston 2.0 criteria (Table 1). Essential changes in-
clude and integrate specific characteristics such as MRI find-
ings (Figure 1) and previous medical history.

Cerebral amyloid angiopathy (CAA) is a cerebrovascular
disease affecting predominantly the elderly population char-
acterized by the deposition of amyloid- in the cerebral arter-
ies. The main clinical manifestations of this condition in-
clude lobar hemorrhage, cognitive impairment, and episodes
of transient neurological dysfunction (amyloid spells).!~

The updated diagnostic criteria add subarachnoid hemor-
rhage, cortical superficial siderosis, and white matter lesions
(perivascular spaces in centrum semiovale or white matter
hyperintensities in a multi-spot pattern).! Definite diagnosis
still includes a full brain post-mortem pathological examina-
tion.

To be classified as a probable diagnosis, the presence in
T2* weighted imaging sequence in MRI of at least two hem-
orrhages can be a subarachnoid convexity hemorrhage and/or
superficial cortical siderosis without requiring other entities.
A possible diagnosis can be defined as a single lobar hem-
orrhage or white matter hyperintensity features, both stages,
with the patient aged 50 years and older.'

In conclusion, a single subarachnoid hemorrhage, cortical
superficial siderosis, or CAA-white matter lesions are clas-
sified for possible diagnosis. CAA-related white matter le-
sions, such as dilated perivascular spaces, may appear sooner
in disease progression and allow earlier diagnosis and treat-
ment.!>?
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Figure 1: Brain MRI findings in Cerebral Amyloid Angiopathy.
(Modified from Carmona-Iragui et al., 2019 and Charidimou et
al., 2017 4). Convexal subarachnoid hemorrhage (cSAH), corti-
cal microinfarcts, cortical superficial siderosis, lobar intracerebral
hemorrhage (ICH), cortical thinning, dilated perivascular spaces
(PVS), white matter hyperintensities (WMH), and cortical microb-
leeds (CMBs).
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Modifed Boston Criteria (2010)3 Boston Criteria 2.0
Definite CCA
Full brain post-morten examination demonstrating: Full brain post-morten examination demonstrating:
- Lobar, cortical, or cortical-subcortical hemorrage - Spontaneous intracerebral hemorrhage, transient focal neurologi-

cal episodes, convexity subarachnoid hemorrhage, or cognitive im-
pairment or dementia

- Severe CCA with vasculopathy - Severe CAA with vasculopathy

- Absence of another diagnostic lesion - Absence of another diagnostic lesion

Probable CCA with supporting pathology

Clinical data and pathological tissue (evacuated Clinical data and pathological tissue (evacuated
hematoma or cortical biopsy) demostrating: hematoma or cortical biopsy) demostrating:
- Hemorrhage - Presentation with spontaneous intracerebral hemorrhage, transient

focal neurological episodes, convexity subarachnoid hemorrhage or
cognitive impairtment or dementia

- Some degree of CAA in specimen - Some degree of CAA in specimen
- Absence of anhother diagnostic lesion - Absence of anhother diagnostic lesion
Probable CCA
- For patients aged 55 and older - For patients aged 55 and older
- Appropriate clinical history - Presentation with spontaneous intracerebral hemorrhage, transient
- MRI criteria focal neurological episodes, or cognitive impairtment or dementia
— Multiple hemorrhages restricted to lobar, cortical, (clinical data)
o cortical-subcortical regions (cerebellar hemo- - MRI criteria
rrhages allowed) without another cause, or — Demostrates iether:
— A single lobar, cortical, or cortical-subcortical he- — At least two of the following strictly lobar hemorrhagic lesions

morrhage and focal (three or fewer sulci) or dissemi-  on T2*-wieghted MRI, in any combination: intracerebral hemo-
nated (more than three sulci) cortical superficial side-  rrhage, cerebral microbleeds, or foci of cortical superficial sidero
rosis without another cause -sis (miltiple distinct foci are conted as independent hemorrhagic
lesions) or convexity subarachnoid hemorrhage (multiple distinct
foci are conunted as independent hemorrhagic lesions); or
— One lobar hemorrhagic lesion plus one white matter feature (se-
vere perivascular spaces in the centrum semiovale or white
matter hyperintensities in a multispot pattern)
— Absence of:
—- Any deep hemorrhagic lesion on T2*-wighted MRI; and
—- Hemorrhagic lesion in cerebellum not ocunted as either lobar
or deep hemorrhagic lesion
—- Other cause of hemorrhagic lesions

Possible CCA

- For patients aged 55 and older - For patients aged 55 and older
- Appropriate clinical history - Presentation with spontaneous intracerebral hemorrhage, transient
- MRI criteria focal neurological episodes, or cognitive impairtment or dementia

(clinical data)

- MRI criteria
— A single lobar, cortical, or cortical-subcortical — Demonstrates either:
hemorrhage without another cause, or — One strictly lobar hemorrhagic lesion on T2*-wighted MRI,
Focal or disseminated cortical superficial side- intacerebal hemorrhage, cerebral microbleeds, or foci of cortical
rosis without another cause superficial siderosis or convexity subarachnoid hemorrhage; or

— One white matter feature (severe perivascular spaces in the cen-
trum semiovale or white matter hyperintensities in a multispot
pattern)

— Absence of

— Any deep hemorrhagic lesion on T2*-weigthed MRI; and
hemorrhagic lesion in cerebellum not counted as either lobar

or deep hemorrhagic lesion

— Other cause of hemorrhagic lesions

— Hemorragic lesion in cerebellum not counted as either lobar

or deep hemorrhagic lesion

TABLE 1: COMPARISON BETWEEN MODIFIED BOSTON 2010 AND BOSTON 2.0 DIAGNOSTIC AND CLASSIFICATION CRITERIA.
CAA: CEREBRAL AMYLOID ANGIOPATH; MRI: MAGNETIC RESONANCE IMAGING.
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