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Table 1 Revised 2 criteria for the clinical diagnosis of probable and possible
dementia with Lewy bodies (DLB)

Essential for a diagnosis of DLB is dementia, defined as a progressive cognitive decline of
sufficient magnitude to interfere with normal social or occupational functions, or with usual daily
activities. Prominent or persistent memory impairment may not necessarily occur in the early
stages but is usually evident with progression. Deficits on tests of attention, executive function,
and visuoperceptual ability may be especially prominent and occur early.

Core clinical features ( The first 3 typically occur early and may persist throughout the course D)

Fluctuating cognition with pronounced variations in attention and alertness.

Recurrent visual hallucinations that are typically well formed and detailed.

REM sleep behavior disorder, which may precede cognitive decline

One or more spontaneous cardinal features of parkinsonism: these are bradykinesia (defined as
slowness of movement and decrement in amplitude or speed), rest tremor, or rigidity.

Supportive clinical features

Severe sensitivity to antipsychotic agents; postural instability; repeated falls; syncope or other
transient episodes of unresponsiveness; severe autonomic dysfunction, e.g., constipation,
orthostatic hypotension, urinary incontinence; hypersomnia; hyposmia; hallucinations in other
modalities; systematized delusions; apathy, anxiety, and depression.

Indicative biomarkers

Reduced dopamine transporter uptake in basal ganglia demonstrated by SPECT or PET.
Abnormal (low uptake) *22jodine-MIBG myocardial scintigraphy.
Polysomnographic confirmation of REM sleep without atonia.

Supportive biomarkers

Relative preservation of medial temporal lobe structures on CT/MRI scan.

Generalized low uptake on SPECT/PET perfusion/metabolism scan with reduced occipital
activity 6 the cingulate island sign on FDG-PET imaging.

Prominent posterior slow-wave activity on EEG with periodic fluctuations in the pre-alpha/
theta range.

Probable DLB can be diagnosed if:

a. Two or more core clinical features of DLB are present, with or without the presence of
indicative biomarkers, or

b. Only one core clinical feature is present, but with one or more indicative biomarkers.
Probable DLB should not be diagnosed on the basis of biomarkers alone.
Possible DLB can be diagnosed if:
a. Only one core clinical feature of DLB is present, with no indicative biomarker evidence, or
b. One or more indicative biomarkers is present but there are no core clinical features.
DLB is less likely:

a. In the presence of any other physical illness or brain disorder including cerebrovascular
disease, sufficient to account in part or in total for the clinical picture, although these do not
exclude a DLB diagnosis and may serve to indicate mixed or multiple pathologies contributing
to the clinical presentation, or

b. If parkinsonian features are the only core clinical feature and appear for the first time at
a stage of severe dementia.

DLB should be diagnosed when dementia occurs before or concurrently with parkinsonism. The
term Parkinson disease dementia (PDD) should be used to describe dementia that occurs in the
context of well-established Parkinson disease. In a practice setting the term that is most
appropriate to the clinical situation should be used and generic terms such as Lewy body disease
are often helpful. In research studies in which distinction needs to be made between DLB and
PDD, the existing 1-year rule between the onset of dementia and parkinsonism continues to be
recommended.
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Signes cliniques les plus fréquents de la dégénérescence corticobasale.

Signes d'atteinte des ganglions de la base Signes « corticaux » Autres signes
Akingsie, rigidité Agraphesthésie Tremblement d'action ou postural
Dystonie d'un membre Extinction sensitive Syndrome pyramidal, signe de Babinski
Mouvements choréoathétosiques Phénoméne du membre étranger Troubles oculomoteurs
Instabilité posturale et chutes Apraxie, dyspraxie Dysarthrie

Syndrome frontal Myoclonies réflexes

Dysphasie, aphasie Dysphagie
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Caracteres cliniques distinctifs de la dégénérescence corticobasale (DCB), de la maladie de Parkinson (MDP), des atrophies multisystématisées (AMS) et de la
paralysie supranucléaire progressive (PSP).

MDP AMS DCB PSP
Syndrome parkinsonien
akinésie + rigidité asymétrique sévere asymétrique axial
réponse a lalévodopa +++ +/- - +/-
dystonie - cou membre supérieur cou
Instabilité posturale et chutes - + + T+
Ophtalmoplégie supranucléaire - - +/- T+
syndrome pseudobulbaire - précoce tardif précoce, sévere
Dysautonomie
hypotension orthostatique - + - -
troubles génitosphinctériens - + - R
troubles sensitifs - - + _
syndrome pyramidal - + + _
syndrome cérébelleux - +/- - R
myoclonies réflexes - +/- + _
Membre « étranger » - - +++ -
Apraxie - - +++ -
syndrome frontal - +/- modéré +++
démence + (tardive) +/- + (parfois inaugurale) +
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Drug class Drug name Effect*
Cocaine May decrease striatdffl]FP-CIT binding (2 days)
Amphetamines d-Amphetamine, methamphetamine, May decrease striatdffl]FP-CIT binding (7 days)
methylphenidate
CNS stimulants Phentermine or ephedrines May decrease StfiiBPECIT binding; influences
are likely when used as tablets (1 day)
Modafinil May decrease striatdffl]FP-CIT binding (3 days)
Antidepressants Mazindol, bupropion, radafaxine May decrease StalaP-CIT binding (3 days
for mazindol; 8 days for bupropion)
Adrenergic agonists Phenylephrine or norepinephrine May increase SifiP[CIT binding;
influences are likely when infused at high doses
Anticholinergic drugs Benztropine may decrease striatal binding ratios;

other anticholinergics may increase these ratios,
which will likely not affect visual assessments

Opioids Fentanyl May decrease striataf[FP-CIT binding (5 days)

Anesthetics Ketamine, PCP, isoflurane May decrease stHati##P-CIT binding; of interest
particularly for animal SPECT studies, although
ketamine and PCP are sometimes used illicitly (1 day)
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Tableau. Récapitulatif des principales anomalies oculomotrices.

Saccades Antisaccades Intrusions
Amplitude Vitesse Latence Erreurs Correction
MP E Ondes carrées
occasionnelles
AMS E Ondes carrées,
nystagmus
des regards
excentrés,
nystagmus
battant vers
le bas
DCB NaE Na £ |+ Noil
PSP b N ou b i3] Non Ondes carrées
. ++
(vertical bas) ¢
MA E E + Non C
DCL E + C
DLFT-AP NouC + Oui
DLFT-DFT NouC +