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Overview

@ QUESTION %ﬁ INVESTIGATION

Can the ILAE definition of Lennox-Gastaut syndrome (LGS) be utilized to create e Ten epilepsy experts convened to determine questions and answers to include in the rules-based questionnaire

an electronic decision-assisting tool to aid providers in clinical practice in e A progressive web application (PWA) was developed as an electronic decision-assisting tool that reflects the
attaining an LGS diagnosis? criteria in the ILAE definition

Q\ RESULTS

« In the PWA, users, who must confirm they are a
healthcare provider, are reminded of the ILAE criteria,
then guided to answer the questions agreed upon by
experts related to the clinical status and history of the
patient; after submitting their answers, an output is

Figure A. Overview of PWA Use for LGS Diagnosis Figure B. Four Scenario Outputs
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ILAE position paper

* One of 4 scenario outputs result based on responses
captured in the questionnaire (Figure B)

« Any output requires validation by a physician for a
diagnosis of LGS

Please retake the assessment in 6 months or
sooner if new features are present

ILAE, International League Against Epilepsy; LGS, Lennox-Gastaut syndrome; PWA, progressive web application.
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= « In the PWA, users must first view the authentication page and confirm they
IntrOdUCt|0n are a healthcare provider -
« Lennox-Gastaut syndrome (LGS) is a developmental and epileptic « Users are subsequently guided to the introduction page which provides the COI1C|I.ISIOI1$
encephalopathy characterized by early onset, severe, pharmacoresistant ILAE LGS definition utilized for diagnosis (Table 1) This PWA that aligns with the LGS definition provided by ILAE may help
seizures of multiple types® * The decision-assisting tool consists of a series of questions related to the clinicians consider the likelihood of an LGS diagnosis. After results from the
« LGS accounts for about 1%-2% of all epilepsy types? and is associated with patient evaluated (Figure 2) output are validated, a prompt diagnosis may lead to improved dlinical

etiological heterogeneity?; of all LGS cases, 65%-75% have an identifiable
cause and the cause is unknown in the remaining 25%-35%%>
« Onset is usually between 18 months and 8 years of age, with a peak onset
occurring at 3-5 years old?3
« LGS persists into adolescence and adulthood3:®
« All patients with LGS also experience cognitive and behavioral
impairments?3

« Options were customized by the expert providers to reflect clinical practice outcomes and quality of life for patients and their caregivers.
« Answers contributed to the output

« After completing the final question, the user will submit the answers and the
PWA will provide one of four scenario outputs consistent with a likelihood of
an LGS diagnosis (Figure 3)
« In the scenario where ‘possibly’ or ‘insufficient data’ results, the PWA will References

. . . : : TR 1. Pujar S, Cross JH. Expert Rev Neurother. 2024;24(4):383-9.
- Due to the variable presentation, characteristic features that may change over recommend that the questionnaire be completed again in 6 months or 5 Spécchio N, et al. Epf/jeps,-a, 2022;63(6):1398_44; )
time, and overlap with other DEEs, diagnosing LGS remains complex and sooner if new features present 3. Arzimanoglou A, et al. Lancet Neurol. 2009;8(1):82-93.
challenging!-3 * A case example is provided in Table 2 4. Asadi-Pooya AA. Neurol Sci, 2018;39(3):403-14.
- Also, due to the evolution of the condition, LGS is often underdiagnosed or . It is important to note that the output provided requires further validation b > Strzelczyk A, Schubert-Bast 5. (NS Drugs. 2021;35(1):61-83.
/ / g P o ) P p_ _ g y 6. Montouris G, et al. Epilepsy Behav. 2020;110:107146.
delayed® an expert physician for a confirmatory diagnosis of LGS 7. Wirrell EC, et al. Epilepsia Open. 2024;00:1-14.
- Early diagnosis is instrumental to ensure adequate treatment and outcomes « Timely diagnosis and a reduction in the duration of the diagnostic journey may
that may impact quality of life ensure: Acknowledgements
. General_treatment plans in_cI_ude valproate aSS the first-line agent with - Faster time to referral to epileptologists UCB Pharn:ﬁ—szons?red. Tr;e 1f\;’fhors e]ccknowclle;lgedTonI\1/I GArant, PhpDh(UC[B) ngFr)rga, Sclloglght,t LéK), 11:o|rCI
concomitant use of lamotrigine or clobazam . A personalized treatment plan, including access to new and experimental Managing the ceveiopmen’ of The POstel, anc Sandra ™ AgUETo, HarmLy, BLTS, dnd STom Sergrald,

- _ PhD, of PharmaWrite, LLC (Princeton, NJ, USA), for writing and editorial assistance, which was funded
drugs as well as clinical trials by UCB Pharma.

» Increased access to patient/caregiver education
« Improved monitoring and follow-ups

« There are 7-8 anti-seizure medications (ASMs) approved to manage
seizures associated with LGS in Europe and the United States, respectively’
« In 2022, the International League Against Epilepsy (ILAE) defined diagnostic

criteria for various epilepsy syndromes, including LGS (Table 1) Disclosures

NS has served on scientific advisory boards for GW Pharma (now Jazz Pharmaceuticals), BioMarin,
Arvelle, Marinus and Takeda; has received speaker honoraria from Eisai, Biomarin, Livanova, Sanofi;
and has served as an investigator for Zogenix (now a part of UCB), Marinus, Biomarin, UCB and Roche.

_ Mandatory m AA has nothing to disclose.
n/a

Age at onset <18 years >8 years Are there cognitive or cognitive plus behavioral impairments presents SA has received personal fees from Arvelle. Biocodex, GW Pharma (now Jazz Pharmaceuticals), and
: : Xenon; personal fees and nonfinancial support from Biomarin, GW Pharma (now Jazz Pharmaceuticals),
Tonic Seizures o - )
>1 additional sei h e Has the patient experienced tonic seizures? and Nutricia; personal fees and/or grants from Eisai and Zogenix (now a part of UCB) for work as an
+ 21 additional seizure type that investigator; research support from Zogenix (now a part of UCB).

Figure 2. Key Questions Included in the Decision Tool

Table 1. ILAE Definition and Criteria Used for Lennox-Gastaut Syndrome
Diagnosis » What was the patient's age at first seizure?

may include:
. Atzl/ ical absences « Has the patient experienced other seizure types? (Select all that apply) JHC has received research grants from Zogenix (now a part of UCB), Marinus, GW Pharma (now Jazz
. At I; P P bes: PPIY Pharmaceuticals), Vitaflo, Stoke Therapeutics, Ultragenyx, National Institute of Health Research (NIHR),
Seizures 2 IIC _ n/a n/a EPSRC, GOSH Charity, ERUK, the Waterloo Foundation, and the Great Ormond Street Hospital NIHR
e Myoclonic « During the last vear. were the seizures resistant to antiseizure medications? Biomedical Research Centre; and has served as consultant/advisor for Zogenix (now a part of UCB), GW
. . g year,
e Focal impaired awareness Pharma (now Jazz Pharmaceuticals), and Biocodex for which remuneration was made to the
e Generalised tonic-clonic | | | | | department, outside of the submitted work; serves as Chair of the Medical Board for DravetUK, Hope
e Nonconvulsive status epilepticus * Has the patient's EEG ever shown generalised, bifrontal or bilateral slow spike-and-wave complexes (<2.5 Hz)? for Hypothalamic Hamartoma, and Matthews Friends and endowed chair at UCL Great Ormond Street
e Epileptic spasms Institute of Child Health.
_ _ Persistent focal e Has the EEG ever shown generalised paroxysmal fast activity in sleep (<10Hz or greater)? AG-N has received personal fees or research grants from Arvelle/Angelini, Bial, Biocodex, Eisai, Esteve,
Generalised slow spike-and-wave abnormalities GW Pharma (now Jazz Pharmaceuticals), GW Research, PTC Therapeutics, Sanofi, Stoke, UCB, and
complexes of <2.5 Hz (or history of  Photoparoxysmal without Zogenix (now a part of UCB Pharma).
EEG this flnd_lng on prior EEG) o response_ at low generalized EEG, electroencephalogram. LL has received grants and is a consultant and/or speaker for Zogenix (now a part of UCB), LivaNova,
Genlerallied hparoxysmal fast aCt')V'ty frequencies spike-and-wave UCB Pharma, Shire, Eisai, Novartis, Takeda/Ovid, NEL, and Epihunter.
in sleep (or history on prior EEG ] ] ] ] _ . - . e
pattern Figure 3. Four Scenario Outputs for LGS Diagnosis After Responses RN: R_esearch funding from _Elsal, GW P_har_ma (now Jazz Pharmaceuticals), Novartls,_Shlre, UCB, qnd
EEG, electroencephalogram; ILAE, International League Against Epilepsy; n/a, not available. Compiled From Questionnaire Zogenix Inc; consultant/advisor for Eisai, Biogen, GW Pharma (now Jazz Pharmaceuticals), Novartis,
Adapted from Specchio et al,? licensed under CC BY 4.0. Shire, and Zogenix Inc (now a part of UCB Pharma); speaker for Advicenne, Eisai, BioMarin, GW
Pharma (now Jazz Pharmaceuticals), Novartis, and Zogenix Inc (now a part of UCB Pharma).
ery Likely
SSB has received personal fees from Eisai, Desitin Arzneimittel, GW Pharma (now Jazz
- - e Your patient may e It could be possible e It could be possible e It is unlikely that your : : :
Ob ec tlve have LGS your patient has LGS the patient has LGS, patient has LGS Pharmaceuticals), UCB, Marinus, Takeda, and Zogenix Inc (now a part of UCB Pharma).
J * This questionnaire * Please retake the but 1Ep_e_re LS e Please consider AS reports personal fees and grants from Angelini Pharma, Biocodex, Desitin Arzneimittel, Eisai, Jazz
Here we describe the development of an electronic decision-assisting tool that ;gﬂgggg;“br;hgr assessment In six information to provide ggﬁggg; Ft’;’;g'g'ﬁd Pharmaceuticals, Takeda, Zogenix Inc (now a part of UCB Pharma), and UNEEG.
a|ign5 with the ILAE definition of LGS designed to help clinicians in practice physician Bcraev; efﬁ?tures are ﬁl?eﬁ\r:gtjc?tci)?nngthe I;g:fra saf;(i)ellr?%/v-ulo with ET reports paid consultancy from Arvelle, Argenx, Angelini, Clexio, UCB Pharma, Eisai, Epilog, Bial,
evaluate likelihood of LGS diagnosis. diagnosis Medtronic, Eyerpharma, Biogen, Blocc_)dex, Takeda, Jazz, _lea-l\_lova, Newbrldgg, S_unc_)won, GW
e Please retake the Pharmaceuticals (now Jazz), and Marinus; Research funding (directly or to an institution) from GSK,
assessment in six Biogen, Eisai, Novartis, Red Bull, Bayer, and UCB Pharma; Speaker's honoraria from Arvelle, Angelini,
months or sooner if GSK, GW Pharmaceuticals (now Jazz), Biocodex, Bohringer Ingelheim, Eisai, Epilog, Bial, Everpharma,

feat
MEthOdS a nd Resu Its Bfeﬁeﬁﬁ‘ e e UCB Pharma, Liva-Nova, Newbridge, Hikma, Novartis, and Sanofi. He is CEO of Neuroconsult
: : : . Ges.m.b.H; has received grants from the Austrian Science Fund (FWF), the Osterreichische National
An overview of the st.eps. involved in the devellopment _of _the dlgl’FaI | | LGS, Lennox-Gastaut syndrome. Bank, and the European Union.
progressive web application (PWA) as the decision-assisting tool is provided in

Figure 1 i i . -
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designed to be relevant and easily used in clinical practice . _ —
o ] ) i Key Questions Answer Options
« The prototype was initially developed in English; other languages will < 8 years
follow Q1 |What was the patient’s age at first seizure? 8-18 years
>18 years 0utp_ut is
Figure 1. Overview of Development of the Electronic Decision-Assisting Q2 |Are there cognitive or cognitive plus benavoral L‘ZS b";‘s":d"ﬁﬂ
Tool for LGS Diagnosis impairments present? Unknown highlighted
Yes answers:
Q3 |Has the patient experienced tonic seizures? No F f thi t tph t th R d
Ten key epilepsy experts met to agree upon content for the Unknown or @ copy O this PO er'- 158 YOUF smartphone 1o stan ®e QR code,
s ARSI 23?,‘;""' absence l download from the website below, or contact UCBCares
Myoclonic Website: UCBposters.com/EEC2024; Poster ID: 436
Q4 Has the patient experienced other seizure types? (Fs(c)e(;\a;ralise 4 tonic-clonic — E Phone: +32 2 559 92 00
Mandatory, alerts and exclusionary criteria were incorporated (select all that apply) Nonconvulsive status epilepticus Email: UCBCares@ucb.com
to reflect the ILAE LGS definition Epileptic spasms
No additional seizure types
Unknown
Q5 During the last year, were the seizures resistant to Les
A digital progressive web application (PWA) prototype was ASMs? Uﬁknown )
developed and tested — ———— i Presented at the 15 European Epilepsy Congress |
Q6 Has the patient’s EEG ever shown generalized, bifrontal NG
| | | or bilateral slow spike-and-wave complexes (<2.5 Hz)? |\\° . - Rome, Ita Iy I 7-11 Septem ber 2024
ILAE, International League Against Epilepsy; LGS, Lennox-Gastaut syndrome. _ Yes
Q7 Has the EEG ever shown generalized paroxysmal fast NG
activity in sleep (<10 Hz or greater)?
Unknown _

EEG, electroencephalogram.
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