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Why is DLB important?

A DLB causes significantly greater functional
RAalFoAtAGE UKFY ' &1 KSA

(McKeith et alAm JGerPsychia006;14.7 582588

A Care costs of DLB are twice those for
lf I KSAYSNXRa RAaSlkas
(Bostromet al, 2007nt JGerPsychiat22:713719)

A Quality of life for people with DLB is

significantly worse than for AD with 1 in 4

caregivers rating DLB as worse than death!
(Bostromet al, 2007AIzDis Ass Dis 21: 18(b4)



_ Price et al, 2017
Very poor outcomes In DLB ~ Muelleretal, 2018
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Significantly higher acute Males: 6.7y; Females 7.0y
hospital resource use in
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Diagnosis and management of dementia
with Lewy bodies

Fourth consensus report of the DLB Consortium

ABSTRACT

The Dementia with Lewy Bodies (DLB) Consortium has refined its recommendations about the
clinical and pathologic diagnosis of DLB, updating the previous report, which has been in wide-
spread use for the last decade. The revised DLB consensus criteria now distinguish clearly
between clinical features and diagnostic biomarkers, and give guidance about optimal methods
to establish and interpret these. Substantial new information has been incorporated about pre-
viously reported aspects of DLB, with increased diagnostic weighting given to REM sleep
behavior disorder and ***iodine-metaiodobenzylguanidine [MIBG) myocardial scintigraphy.
The diagnostic role of other neurcimaging, electrophysiologic, and laboratory investigations
is also described. Minor modifications to pathologic methods and eriteria are recommended to
take account of Alzheimer disease neuropathologic change, to add previously omitted Lewy-
related pathology categories, and to include assessments for substantia nigra neuronal loss.
Recommendations about clinical management are largely based upon expert opinion since
randomized controlled trials in DLB are few. Substantial progress has been made since the
previous report in the detection and recognition of OLB as a common and important clinical
disorder. During that period it has been incorporated into DSW-5, as major neurocognitive
disorder with Lewy bodies. There remains a pressing need to understand the underlying neu=
robiology and pathophysiology of DLB, to develop and deliver clinical trials with both symp=
tomatic and disease-maodifying agents, and to help patients and carers worldwide to inform
themselves about the disease, its prognosis, best available treatments, ongoing research, and
how to aet adeauate suooort. Neurcleav® 2017:89:1-13



Core clinical features

A Recurrent visual hallucinations that are typically well formed and detailed.

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

rigidity.

, Or

A Fluctuating cognition with pronounced variations in attention and alertness.

A REM sleep behaviour disorder, which may precede cognitive decline.

Supportive clinical features

A Severe sensitivity to antipsychotic agents; postural instability; repeated falls; syncope ¢
other transient episodes of unresponsiveness; severe autonomic dysfunction, e.g.,
constipation, orthostatic hypotension, urinary incontinence; hypersommg@psmia
hallucinations in other modalities; systematized delusions; apathy, anxiety, and depres

O

r

sion.

Indicative biomarkers

A Reduced dopamine transporter uptake in basal ganglia demonstrated by SPECT or Pl

=T,

A Abnormal (low uptake}>iodine-MIBG myocardial scintigraphy.

A Polysomnographic confirmation of REM sleep withatainia.

Supportive biomarkers

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

A Generalized low uptake on SPECT/PET perfusion/metabolism scan with reduced occi
activity + the cingulate island sign on FBEBT imaging.

pital

A Prominent posterior slowvave activity on EEG with periodic fluctuations in the-pre

alpha/theta range.
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1220 If the diagnosis is uncertain (see recommendation 1.2.14) and dementia with
Lewy bodies is suspected, use **|-FP-CIT SPECT.

1221 If **I-FP-CIT SPECT is unavailable, consider **’I-MIBG cardiac scintigraphy.

1222 Do not rule out dementia with Lewy bodies based solely on normal results on
2-FEP-CIT SPECT or "**I-MIBG cardiac scintigraphy.
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A Probable DLB can be diagnosed if:

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

I Only one core clinical feature is present, but with one or more indicative
biomarkers.

I Probable DLB should not be diagnosed on the basis of biomarkers alone.

A Possible DLB can be diagnosed if:
I Only one core clinical feature of DLB is present, with no indicative biomarker
evidence, or
I One or more indicative biomarkers is present but there are no core clinical
features.

A DLB should be diagnosed when dementia occurs before or concurrently with
parkinsonism.



But there is an ongoing problem in terms of DLE
underdiagnosis
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Psychologioal Madicing (2014), 44, 673683 © Cambridge University Press 2013 REVIEW ARTICLE
doi 10.1017/5003329171 3000494

The prevalence and incidence of dementia with

Lewy bodies: a systematic review of population

and clinical studies

S.A. Vann Jones' and J. T. O’Brien'**

& anal Ciamabradge Ui versity Hingrital

Dementia (all subtypes)




Kane et al. Alzheimer's Research & Therapy (2018) 10:19 .
https»//doiorg/10.1186/513195-018-0350-6 Alzheimer's

Research & Therapy
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Variation in diagnostic thresholds

Surendranathan et al, under submission
WCS@g aLl2aarotsSeé 5[. RAIFIy2aS:

w Cases in East Anglia had significantly more core features
(p=0.007), FHZIT DaTSCANsignificantly less often used
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