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Patentkrav

1. Forbindelse eller salt derav ifelge formel (I)

e
N=N
()

hvor

A er 2-hydroksyfenyl som er substituert med 0, 1, 2 eller 3 substituenter uavhengig valgt
blant C;-Cs-alkyl, halo-C;-Cs-alkyl, C;-Cs-alkoksy, hydroksy, cyano, halogen, amino,
mono- og di-Ci-Cs-alkylamino, heteroaryl og Ci-Cs-alkyl substituert med hydroksy eller
amino, hvilken heteroaryl har 5 eller 6 ringatomer, 1 eller 2 ringheteroatomer valgt blant N,
O og S og substituert med 0, 1, eller 2 substituenter uavhengig valgt blant C;-Cs-alkyl, mono-
og di-Ci-Cs-alkylamino, hydroksy-Ci-Cs-alkylamino, hydroksy-Ci-Cs-alkyl, 4-7-leddet
heterosyklus-Ci-Cs-alkyl, amino-C;-Cs-alkyl og mono- og di-C;-Cs-alkylamino-Ci-Cs-
alkyl; og

Ber

5%

NH

hvor X er O eller N(Me); eller

en forbindelse eller et salt derav, valgt fra gruppen bestdende av
2-(6-(2,2,6,6-tetrametylpiperidin-4-ylamino)-pyridazin-3-yl)fenol,
N-allyl-3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yl)benzamid,
5-(4-amino-1H-pyrazol-1-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenol;
5-(3-amino-pyrazol-1-yl)-2-{6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-
pyridazin-3-yl}-fenol,
5-(5-amino-1H-pyrazol-1-yl)-2-(6-(metyl-(2,2,6,6-tetrametyl-piperidin-4-
yl)amino)pyridazin-3-yl)fenol;
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2-{6-[(2-hydroksy-etyl)-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-pyridazin-3-yl } -5-
pyrazol-1-yl-fenol;
5-(1H-pyrazol-4-yl)-2-(6-((2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-3-
(trifluormetoksy)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1-metyl-1H-
pyrazol-4-yl)-3-(trifluormetoksy)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1H-pyrazol-4-yl)-3-
(trifluormetoksy)fenol;
4-(3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-
(trifluormetoksy)fenyl)-1-metylpyridin-2(1H)-on;
3-metoksy-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(5,6,7,8-
tetrahydroimidazo[ 1,2-a]pyridin-3-yl)fenol;
5-(1-syklopentyl-1H-pyrazol-4-yl)-3-metoksy-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenol;
3',5-dimetoksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-[1,1'-
bifenyl]-3-ol;
3-(benzyloksy)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(5-
metyloksazol-2-yl)fenol;
3-(syklopropylmetoksy)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)-pyridazin-3-
yl)-5-(5-metyloksazol-2-yl)fenol;
5-(1H-pyrazol-1-yl)-2-(6-((2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)fenol,
3-hydroksy-4-(6-((2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)benzonitril;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-4-(4,5,6,7-
tetrahydropyrazolo[1,5-a]pyridin-3-yl)fenol;
4-(syklopent-1-en-1-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)Jamino)pyridazin-3-
yl)fenol;

4-(4-hydroksy-3-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yDfenyl)pyridin-2-ol;
4-(4-hydroksy-3-(6-((2,2,6,6-tetrametylpiperidin-4-yl)oksy)pyridazin-3-yl)fenyl)-1-
metylpyridin-2(1H)-on;
4-(4-hydroksy-3-(6-((2,2,6,6-tetrametylpiperidin-4-yl)oksy)pyridazin-3-yl)fenyl)pyridin-2-
ol;

4-hydroksy-3-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-N-((1-
metyl-1H-pyrazol-4-yl)metyl)benzamid,;
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3-fluor-5-(2-metoksypyridin-4-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenolhydrokloridsalt;
4-(3-fluor-5-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yl)fenyl)pyridin-2(1H)-on-hydrokloridsalt;
4-(3-fluor-5-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yhfenyl)-1-metylpyridin-2(1H)-on-hydrokloridsalt;
5-(3-fluor-5-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yl)fenyl)-1-metylpyridin-2(1H)-on-hydrokloridsalt;
5-(5-metoksypyridin-3-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-
3-yDfenol;

5-(3-hydroksy-4-(6-metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yDhfenyl)pyridin-2-ol;
4-(3-hydroksy-4-(6-metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yD)fenyl)pyridin-2-ol;
5-(6-metoksypyridin-3-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-
3-yl)fenol;
5-(3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)fenyl)-3-
(trifluormetyl)pyridin-2-ol;
5-(3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)fenyl)-1-
metylpyridin-2(1H)-on;
4-(3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)Jamino)pyridazin-3-yl)fenyl)-1-
metylpyridin-2(1H)-on;
5-(2-metoksypyridin-4-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-
3-yDfenol;
4-(3-hydroksy-4-(6-((2,2,6,6-tetrametylpiperidin-4-yl)oksy)pyridazin-3-yl)fenyl)pyridin-2-
ol;

4-(3-hydroksy-4-(6-((2,2,6,6-tetrametylpiperidin-4-yl)oksy)pyridazin-3-yl)fenyl)-1-
metylpyridin-2(1H)-on;
5-(3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yl)fenyl)pyridin-3-ol;
1-syklopropyl-4-(3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenyl)pyridin-2(1H)-on;
5-(syklopent-1-en-1-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yl)fenol;
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5-(3,6-dihydro-2H-pyran-4-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(4-nitro- 1 H-
imidazol-2-yl)fenol; og
1-(3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)fenyl)-
1H-pyrazol-4-karboksamid.

2. Forbindelse ifalge krav 1 eller et salt derav, hvilken forbindelse betegnes med formel (I1I):
OH

aw

N==N
()

hvor Ris er en 5-leddet heteroaryl som har ett ringnitrogenatom og O eller 1 ytterligere
ringheteroatom valgt blant N, O og S, hvor heteroarylen er valgfritt substituert med C;-Cy-
alkyl.

3. Forbindelse eller salt derav ifelge krav 2, hvor Ry er:

-
N
H

4. Forbindelse eller salt derav ifelge krav 1, valgt fra gruppen bestadende av
2-(6-(metyl-(2,2,6,6-tetra-metylpiperidin-4-yl)amino)-pyridazin-3-yl)fenol;
4-hydroksy-3-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)benzonitril;
2-{6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-pyridazin-3-yl } -4-trifluormetyl-
fenol;

2-fluor-6- {6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-pyridazin-3-yl} -fenol;
3,5-dimetoksy-2-{6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-pyridazin-3-yl} -
fenol,
4,5-dimetoksy-2-{6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-pyridazin-3-yl}-
fenol,

5-metoksy-2-{6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-pyridazin-3-yl } -fenol,
4,5-difluor-2-{6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-pyridazin-3-yl } -fenol;
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5-fluor-2-{6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-pyridazin-3-yl } -fenol;
3-hydroksy-4-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)benzonitril;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1H-pyrazol-1-
yl)fenol;
5-(5-metyl-oksazol-2-yl)-2-{6-[metyl-(2,2,6,6-tetrametyl-piperidin-4-yl)-amino]-
pyridazin-3-yl}-fenol;
5-((4-hydroksymetyl)-1H-pyrazol-1-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenol;
5-(1H-imidazol-1-yl)-2-(6-(metyl(2,2,6,6-tetrametyl-piperidin-4-yl)amino)pyridazin-3-
yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1-(2-morfolino-
etyl)-1H-pyrazol-4-yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1-methyl-1H-
pyrazol-4-yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-4-(1H-pyrazol-1-
yl)fenol;
5-pyrazol-1-yl-2-[6-(2,2,6,6-tetrametyl-piperidin-4-yloksy)-pyridazin-3-yl]-fenol,;
5-(1H-pyrazol-4-yl)-2-(6-((2,2,6,6-tetrametylpiperidin-4-yl)oksy)pyridazin-3-yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1 H-pyrazol-4-
yl)benzen-1,3-diol;
3-metoksy-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1H-
pyrazol-4-yl)fenol;
3-metoksy-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1-metyl-
1H-pyrazol-4-yl)fenol,
3-metoksy-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(pyridin-
3-yl)fenol;
3-etoksy-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(5-
metyloksazol-2-yl)fenol;
5-klor-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-4-(1H-pyrazol-4-
yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-4-(1H-pyrazol-3-
yl)fenol,;
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4-klor-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1H-pyrazol-
4-yl)fenol;

4-fluor-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1 H-pyrazol-
4-yl)fenol;

5-fluor-4-(1H-imidazol-4-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenol;
5-fluor-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-4-(1H-pyrazol-
4-yl)fenol;
5-fluor-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-4-(1H-pyrazol-
5-yDfenol;
4-(4-(hydroksymetyl)-1H-pyrazol-1-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenol;
3-fluor-5-(1H-pyrazol-4-yl)-2-(6-((2,2,6,6-tetrametylpiperidin-4-yl)oksy)pyridazin-3-
yl)fenolhydrokloridsalt;
5-klor-3-fluor-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yl)fenolhydrokloridsalt;
3-fluor-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1H-pyrazol-
4-yl)fenolhydrokloridsalt;
3-fluor-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1-metyl-1H-
pyrazol-4-yl)fenolhydrokloridsalt;
5-(6-(dimetylamino)pyridin-3-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(pyrimidin-5-
yl)fenol,;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(2-metylpyridin-4-
yl)fenol;
5-(1H-imidazol-2-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yl)fenol;
5-(1H-imidazol-4-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-
yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(4-metyl-1H-
imidazol-2-yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1-metyl-1H-
imidazol-4-yl)fenol;
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2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(1-metyl-1H-
imidazol-5-yl)fenol;
2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-yl)amino)pyridazin-3-yl)-5-(2-metyl-1H-
imidazol-4-yl)fenol; og
5-(1,2-dimetyl-1H-imidazol-4-yl)-2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)fenol.

5. Forbindelse ifelge krav 1, hvor forbindelsen er 5-(1H-pyrazol-4-yl)-2-(6-((2,2,6,6-
tetrametylpiperidin-4-yl)oksy)pyridazin-3-yl)fenol som har formelen:

NH

eller et salt derav.

6. Forbindelse ifelge krav 5, hvor forbindelsen er 5-(1H-pyrazol-4-yl)-2-(6-((2,2,6,6-
tetrametylpiperidin-4-yl)oksy)pyridazin-3-yl)fenolhydrokloridsalt.

7. Forbindelse ifelge krav 1, hvor forbindelsen er 2-(6-(metyl(2,2,6,6-tetrametylpiperidin-4-
yl)amino)pyridazin-3-yl)-5-(1H-pyrazol-4-yl)fenol som har formelen:

NH

4
N
H
eller et salt derav.

8. Farmaseytisk sammensetning omfattende en terapeutisk virksom mengde av en

forbindelse ifolge et hvilket som helst av kravene 1 til 7 eller et farmaseytisk aksepterbart

salt derav og én eller flere farmasgytisk aksepterbare barere.
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9. Kombinasjon omfattende en terapeutisk virksom mengde av en forbindelse ifelge et
hvilket som helst av kravene 1 til 7 eller et farmaseytisk aksepterbart salt derav og ett eller

flere terapeutisk aktive ko-midler.

10. Forbindelse ifelge et hvilket som helst av kravene 1 til 7 eller et farmaseytisk

aksepterbart salt derav, for anvendelse som et medikament.

11. Forbindelse ifelge et hvilket som helst av kravene 1 til 7 eller et farmaseytisk

aksepterbart salt derav, for anvendelse i behandlingen av en tilstand relatert til SMN-mangel.

12. Forbindelse eller farmasgytisk aksepterbart salt derav for anvendelse ifelge krav 11, hvor

den til SMN-mangel relaterte tilstand er spinal muskelatrofi.

13. Forbindelse eller farmasoytisk aksepterbart salt derav for anvendelse ifolge krav 12, hvor

den spinale muskelatrofi er av type I (Werdnig-Hoffmanns syndrom).

14. Forbindelse eller farmasoytisk aksepterbart salt derav for anvendelse ifolge krav 12, hvor

den spinale muskelatrofi er av type II (intermedizr, kronisk form).

15. Forbindelse eller farmasgytisk aksepterbart salt derav for anvendelse ifelge krav 12, hvor
den spinale muskelatrofi er av type III (Kugelberg-Welanders syndrom eller juvenil spinal

muskelatrofi).

16. Forbindelse eller farmasgytisk aksepterbart salt derav for anvendelse ifelge krav 12, hvor

den spinale muskelatrofi er av type IV med debut i voksen alder.
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