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PURPOSE el bt
Dravet Syndrome (DS) is a Developmental and Epileptic Encephalopathy (DEE) characterized by seizure onset in the first year of life, followed by intellectual disability, behavioral problems,

sleep and motor disturbances, and deficit in adaptive functioning. The Dravet—-Disease Associated Neuropsychiatric Disorders (D-DAND) scale, currently undergoing final standardization, is a
brief and easy-to-administer instrument that provides a comprehensive overview of the balance between a patient’s strengths and difficulties while overcoming the floor effects observed with
other instruments’-2-3. A correlation between the epileptological course and the clinical, adaptive, and behavioral profile of patients is plausible.
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To describe patient’s clinical, adaptive, and behavioral profiles in detail, the D-DAND scale was
administered twice, with a follow-up interval of 1 to 4-year. The interview, designed for patients aged 3
years and older, is structured into six domains: global motor function, language and social
communication, personal autonomy, academic learning, behavioral and emotional problems, and sleep
(Fig. 1). EEG findings and seizure history were assessed concurrently with the D-DAND scale.

Overall Score RES U LTS

Grossmotor
Energy and Sport Activity
Finemotor
Social Interaction
Gaming
Communication: comprehension
Communication: production
Feeding / Alimentation
Personal Autonomies
Domestic Autonomies
Social Autonomies
Academic Skills

D.13 | Emotional Regulation

D.14 | Internalizing Behavior

D.15 | Attention and Motor Control

D.16 | Social/Communication Problems TO-T1 interval: from1to 4 y
D.17 | Externalizing Behavior '

| o mean 3,3 y; median 3,5y
PR ) T —————— D-DAND scores and clinical data at TO =

N=1 D.19 | Total Awakenings per Week Slesp
Figure 1. The D-DAND structure: items, subdomains, domains and overall score. D-DAND overall
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» D-DAND overall T1 outcomes: improved (A), stable (B), or worsened (C).
Color code for seizures outcomes: red = worsened, blue = stable, green =
improved. Color code for EEG outcomes: red = worsened (none), blue = stable,
light green = stable negative, dark green = improved. Improvement relative to the
expected course was generally associated with better seizure and EEG outcomes.
In stable patients, both seizures and EEG remained largely unchanged. In the
worsened group, EEG remained negative in all cases, while seizures outcomes
were heterogeneous, suggesting that overall worsening may be independent of
epilepsy course?. No subjects transitioned into the “worse-than-expected”
trajectory band (< -1,5 SD); only three subjects were in this band, both remained
stable over time, and one improved. The incidence of unchanged conditions
increased significantly in patients older than 19 years. Treatment changes (ASMs

1@ . addition/discontinuation) were more frequent among improved subjects. Sixteen

patients were already taking Fenfluramine at TO, and 10 started it between TO

s 13 yrs IO and T1; of these, 4 moved to a higher band and 4 remained in the same band but

age | 479 18% showed improvement in specific domains.

&

Considering individual domains, 12/31 subjects (38.7%) showed a shift between
trajectory bands in at least one domain. The five boxes below (Box 1) show
- _ [ _ subjects with significant changes in each domain, either leading to a shift
stop ASMs' 3 (2TPM, 1 ZNS) 9  (5S8TR) 1 (1LEV+CLB) between trajectory bands (red/green arrow) or remaining within the same
. L ] band (thin arrow). These last subjects are further classified as showing significant
addASMs 5  (1CBD,4FEN) 5  (1CLB, 4FEN) 3 (1PB,2FEN) improvement (1), significant worsening (|), or complete stability (=) within that

band, despite no trajectory band shift. The most frequently modified

GLOBAL MOTOR FUNCTION "A'é%'ﬁ:&:::i:gﬁmL PERSONAL AUTONOMY ACADEMIC LEARNING domains were autonomy and emotional-behavioral regulation.

unchanged ASMs 92 10

CONCLUSIONS

The D-DAND appears to be a useful instrument for characterizing the
functioning of individuals with DS, enabling the quantification of
strengths and deficits that are not always captured by other
standardized assessments.

These results also suggest that the D-DAND is a sensitive instrument
Box 1. Significant changes in each domain of D-DAND. for detecting significant longitudinal changes in the DS
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