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CLAIMS 

 

What is claimed is: 

 

1. A method of treating a neurodevelopmental disease or disorder 

comprising administering a therapeutically effective amountUse of a Compound A, or a 

pharmaceutically acceptable salt thereof, to a pediatric subject in need thereof,  

wherein Compound A, or a pharmaceutically acceptable salt thereof, is 

selected from the group consisting of N-(1-cyclobutyl-4-fluoro-6-(1-

hydroxycyclobutyl)-1H-benzo[d]imidazol-2-yl)-4,4,4-trifluoro-3,3-

dimethylbutanamide; N-(1-(tert-butyl)-6-(difluoromethoxy)-1H-

benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide; N-(6-cyano-1-(1,1,1-

trifluoro-2-methylpropan-2-yl)-1H-benzo[d]imidazol-2-yl)-3,3-

dimethylbutanamide; N-(1-cyclobutyl-4-fluoro-6-(2-hydroxypropan-2-yl)-1H-

benzo[d]imidazol-2-yl)-2-(1-methylcyclopropyl)acetamide; N-(6-cyano-1-

cyclobutyl-4-fluoro-1H-benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide; N-

(1-cyclobutyl-6-fluoro-1H-benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide; 

N-(1-(tert-butyl)-6-cyano-4-fluoro-1H-benzo[d]imidazol-2-yl)-3,3-

dimethylbutanamide; N-(7-cyano-1-(1-methylcyclobutyl)-1H-

benzo[d]imidazol-2-yl)-3-cyclopropyl-3-methylbutanamide; N-(6-chloro-7-

cyano-1-cyclobutyl-1H-benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide; N-

(1-cyclobutyl-5-fluoro-1H-benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide; 

N-(1-(tert-butyl)-6-cyano-4,7-difluoro-1H-benzo[d]imidazol-2-yl)-3,3-

dimethylbutanamide; N-(6-cyano-1-cyclobutyl-7-(trifluoromethyl)-1H-

benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide; N-(6-cyano-4,7-difluoro-1-

(1-methylcyclobutyl)-1H-benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide; N-

(1-(tert-butyl)-5,7-difluoro-1H-benzo[d]imidazol-2-yl)-4,4,4-trifluoro-3,3-

dimethylbutanamide; and N-(1-(tert-butyl)-5,6-difluoro-1H-benzo[d]imidazol-

2-yl)-2-(2,2,3,3-tetrafluorocyclobutyl)acetamide, 

in the manufacture of a medicament for the treatment of a neurodevelopmental 

disease or disorder. 
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2. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-cyclobutyl-4-fluoro-6-(1-

hydroxycyclobutyl)-1H-benzo[d]imidazol-2-yl)-4,4,4-trifluoro-3,3-dimethylbutanamide 

3. The methoduse of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-(tert-butyl)-6-(difluoromethoxy)-1H-

benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide 

4. The methoduse of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(6-cyano-1-(1,1,1-trifluoro-2-methylpropan-2-

yl)-1H-benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide 

5.  The methoduse of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-cyclobutyl-4-fluoro-6-(2-hydroxypropan-2-

yl)-1H-benzo[d]imidazol-2-yl)-2-(1-methylcyclopropyl)acetamide 

6. The methoduse of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(6-cyano-1-cyclobutyl-4-fluoro-1H-

benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide 

7. The methoduse of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-cyclobutyl-6-fluoro-1H-benzo[d]imidazol-

2-yl)-3,3-dimethylbutanamide 

8. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-(tert-butyl)-6-cyano-4-fluoro-1H-

benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide 

9. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(7-cyano-1-(1-methylcyclobutyl)-1H-

benzo[d]imidazol-2-yl)-3-cyclopropyl-3-methylbutanamide 

10. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(6-chloro-7-cyano-1-cyclobutyl-1H-

benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide 
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11. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-cyclobutyl-5-fluoro-1H-benzo[d]imidazol-

2-yl)-3,3-dimethylbutanamide 

12. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-(tert-butyl)-6-cyano-4,7-difluoro-1H-

benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide 

13. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(6-cyano-1-cyclobutyl-7-(trifluoromethyl)-1H-

benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide 

14. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(6-cyano-4,7-difluoro-1-(1-methylcyclobutyl)-

1H-benzo[d]imidazol-2-yl)-3,3-dimethylbutanamide 

15. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-(tert-butyl)-5,7-difluoro-1H-

benzo[d]imidazol-2-yl)-4,4,4-trifluoro-3,3-dimethylbutanamide 

16. The method use of claim 1, wherein Compound A, or a 

pharmaceutically acceptable salt thereof, is N-(1-(tert-butyl)-5,6-difluoro-1H-

benzo[d]imidazol-2-yl)-2-(2,2,3,3-tetrafluorocyclobutyl)acetamide. 

17. The method use of Claim 1, wherein the neurodevelopmental disease 

or disorder are selected from the group consisting of Angelman syndrome, neonatal 

abstinence syndrome, early myoclonic encephalopathy, Landau Kleffner syndrome, electrical 

status epilepticus during sleep, Ohtahara syndrome, autism spectrum disorders, Dravet 

syndrome, Lennox–Gastaut syndrome, Rett syndrome, West syndrome, SCN8A-related 

epilepsy with encephalopathy (EIEE13), epilepsy of infancy with migrating focal seizures 

(EIMFS), autosomal dominant nocturnal frontal lobe epilepsy (ADNFLE), Doose syndrome, 

adrenoleukodystrophy (ALD), ATP6V1A encephalopathy, atypical childhood epilepsy with 

centrotemporal spikes (ACECTS), autosomal dominant rolandic epilepsy with speech 

dyspraxia (ADRESD), CDKL5 encephalopathy, childhood epilepsy with centrotemporal 

spikes (CECTS), Epileptic encephalopathy with continuous spike-and-wave during sleep 

syndrome (ECSWS), GRIN1 encephalopathy, GRIN2A epilepsy-aphasia syndrome, GRIN2B 
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encephalopathy, intermediate epilepsy-aphasia disorder (IEAD), KCNT1 epilepsy of infancy 

with migrating focal seizures, neuronal ceroid lipfuscinoses (NCL), non-syndromic 

developmental and epileptic encephalopathy, PTPN23 enchephalopathy, Rasmussen 

syndrome, SCN2A-related neonatal epilepsies, STXBP1 encephalopathy, tuberous sclerosis 

(TS)/tuberous sclerosis complex (TSC), and combinations thereof. 
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