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Claims 

1.  Use of a sGC stimulator or activator selected from the group comprising 2-[1-(2- 

fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-(4-morpholiny1)-4,6-pyrimidine- 

dia mine (1), 	2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-(4-pyridiny1)- 

5 4-pyrimidina mine (2), 	methy1-4,6-diamino-2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4- 

b]pyridine-3-y1]-5-pyrimidinyl(methyl)carbamate 	(3), 	methy1-4,6-diamino-241 -(2- 

fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-pyrimidinylcarbamate 	(4), 	3-(4- 

- 	ino-5-cyclopropylpyrimidine-2-y0-1-(2-fluorobenzy1)11-1-pyrazolo[3,4-b] pyridine 

(4a 	5-chloro-2-(5-chlorothiophene-2-sulfonytamino-N-(4-(morpholine-4-sulfony1)- 

10 pheny -benzamide 	sodium 	salt 	(6), 	2-(4-chloro-phenylsulfonylamino)-4,5- 

dimetho 	N-(4-(thiomorpholine-4-sulfony1)-phenyl)-benzamide (7), and/or 4-({(4- 

carboxybu 	2-(2-([4-(2-phenylethyl) 	benzyl] 	oxy}phenyl)ethyl]amino}methyl) 

benzoic 	 acid 	 (5), 	 1-(615-chloro-2-({4-trans-4- 

)trifluoromethyl)c 	lohexyl]benzyl)oxy)phenyl] 	pyridin-2-y1)-5-(trifluoromethyl)-1H- 

15 pyrazole-4-carboxyli• 	acid 	(8), 	1-[6-(2-(2-methyl-4-(4- 

trifluoromethoxyphenyl •enzyloxy)-phenyl)pyridin-2-y1]-5-trifluoromethyl-pyrazole- 

4-carboxylic 	acid 	(9), 	•-(3,4-dichloropheny1)-2-pyridiny1-5-(trifluoromethyl)-1H- 

pyrazole-4-carboxylic acid ( 	1 , 1-({243-chloro-5-(trifluoromethyl)pheny1]-5-methyl- 

1,3-thiazol-4-yl}methyl)-1H-pyra ole-4-carboxylic 	acid 	(11), 	4-({243- 

20 (trifluoromethyppheny1)-1,3-thiazo 	4-yllmethyl)benzoic acid (12), 1-({242-fluoro-3- 

(trifluoromethyl)pheny1]-5-methy1-1,3- • iazol-4-yllmethyl)-1H-pyrazole-4-carboxylic 

acid (13) for the manufacture of a med •-: ment for the treatment of Cystic Fibrosis 

(CF). 

2.  Use of a sGC stimulator selected from the grou • comprising methyl-4,6-diamino-2- 

25 [1-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1 	-pyrimidinyl- 

(methyl)carbamate (3), 	methyl-4,6-diamino-2-[1-(2- 	orobenzy1)-1H-pyrazolo[3,4- 

b]pyridine-3-y1]-5-pyrimidinylcarbamate (4), 3-(4-amino •-cyclopropylpyrimidine-2- 

y1)-1-(2-fluorobenzy1)1H-pyrazolo[3,4-b]pyridine 	(4a) for 	e 	manufacture of a 

medicament for the treatment of Cystic Fibrosis (CF). 

30 3.  Use of methyl-4,6-diamino-2-[1-(2-fluorobenzyl)-1 H-pyrazolo[3,4-b 	yridine-3-y1]-5- 

pyrimidinyl(methyl)carbamate (3) for the manufacture of a medic. • ent for the 

treatment of Cystic Fibrosis (CF). 

4.  Use of 3-(4-amino-5-cyclopropylpyrimidine-2-y1)-1-(2-fluorobenzy1)1H-pyrazo • [3,4-

b]pyridine (4a) for the manufacture of a medicament for the treatment of Cy is 

35 Fibrosis (CF). 
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5. Compounds according to claims 1 to 4 for the use in patients suffering from Cystic 

Fibrosis (CF). 

6.  Pharmaceutical formulation comprising at least one compound according to claims 

1 to 4 for the use in patients suffering from Cystic Fibrosis (CF). 

5 

10 

7.  Combination of at least one sGC stimulator or activator selected from the group 

comprising 	 2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4-13]pyridine-3-y1]-5-(4- 

morpholiny1)-4,6-pyrimidinediamine 	(1), 	241 -(2-fluorobenzy1)-1H-pyrazolo[3,4- 

b]pyridine-3-y1]-5-(4-pyridiny1)-4-pyrimidinamine (2), 	methy1-4,6-diamino-2-[1-(2- 

orobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-pyrimidinyl(methyl)carbamate 	(3), 

me I y1-4,6-diamino-211-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5- 

pyrim . inylcarba mate 	(4), 	3-(4-amino-5-cyclopropylpyrimidine-2-yI)-1-(2- 

fluorobe 	011-1-pyrazolo[3,4-b]pyridine 	(4a), 	5-chloro-2-(5-chlorothiophene-2- 

sulfonylami 'o-N-(4-(morpholine-4-sulfonyl)-phenyl)-benzamide sodium salt (6), 2- 

(4-chloro-phe 	Isulfonylamino)-4,5-dimethoxy-N-(4-(thiomorpholine-4-sulfonyl)- 

15 phenyl)-benzamtoe 	(7), 	and/or 	4-({(4-carboxybutyl)[2-(2-{[4-(2-phenylethyl) 

benzyl] oxy}phenyl -thyl]amino}methyl) benzoic acid (5), 1-{6-[5-chloro-2-({4-trans- 

4-}trifluoromethyl)cyc , 	exyl]benzyl}oxy)phenyl] 	pyridin-2-y1}-5-(trifluoromethyl)- 

1H-pyrazole-4-carboxylie. 	acid 	(8), 	1-[6-(2-(2-methy1-4-(4- 

trifluoromethoxyphenyl)be 	loxy)-phenyl)pyridinl2-y1]-5-trifluoromethyl-pyrazole- 

20 4-carboxylic 	acid 	(9), 	1[6- 	4-dichloropheny1)-2-pyridiny1-5-(trifluoromethyl)-1H- 

pyrazole-4-carboxylic acid (10), ' -({213-chloro-5-(trifluoromethyl)pheny1]-5-methy1- 

1,3-thiazol-4-yl}methyl)-1H-pyrazol -4-carboxylic 	acid 	(11), 	4-({243- 

(trifluoromethyl)pheny1]-1,3-thiazol-4- 	methyl)benzoic acid (12), 1-({242-fluoro-3- 

(trifluoromethyl)pheny1]-5-methy1-1,3-thi- 	1-4-yl}methyl)-1H-pyrazole-4-carboxylic 

25 acid (13) with a PDE5 inhibitor selected 	orm the group comprising Vardenafil, 

Sildenafil, 	Tadalafil, 	Udenafil, 	Dasantafil, 	• vanafil, 	Mirodenafil, 	Lodenafil, 	UK 

369.003, 	UK 371.800, 	SLx2101 	and 	LAS3• 179 	in 	which the combination 

comprises 0.01 to 10 mg of the sGC stiumulator 6 	activator and 2.5 to 20 mg of 

the PDE5 inhibitor. 

30 8.  Combination according to claim 7 in which the sGC 	imulator is methy1-4,6- 

diamino-2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y -5-pyrim id i nyl- 

(methyl)carbamate 	(3) 	or 	methyl-4,6-diamino-2-[1- 	-fluorobenzy1)-1H- 

pyrazolo[3,4-b]pyridine-3-y1]-5-pyrimidinylcarbamate (4). 

9.  Combination according to claims 7 and 8 in which the PDE5 inhibitor S 	Vardenafil 

35 or Sildenafil. 
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10. Combination according to claims 7 to 9 for the use as a medicament. 

11.  Use of combination according to claims 7 to 10 for the manufacture of a 

medicament for the treatment of Cystic Fibrosis (CF). 

12.  Combination according to claims 7 to 10 for the use in patients suffering from 

5 Cystic Fibrosis (CF). 

3. Pharmaceutical formulation comprising at least one combination according 	to 

!aims 7 to 9. 

14. Ph 	maceutical formulation comprising at least one combination according to 

claim 	7 to 9 for the use in patients suffering from Cystic Fibrosis (CF). 



Claims 

1.  Use of a sGC stimulator or activator selected from the group comprising 2-[1-(2-

fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-(4-morpholiny1)-4,6-pyrimidine- 

diamine (1), 	2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-(4-pyridiny1)- 

5 4-pyrimidinamine (2), 	methy1-4,6-diamino-241-(2-fluorobenzy1)-1H-pyrazolo[3,4- 

b]pyridine-3-y1]-5-pyrimidinyl(methyl)carbamate 	(3), 	methy1-4,6-diamino-2-[1-(2- 

fluorobenzyl)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-pyrimidinylcarbamate 	(4), 	3-(4- 

am ino-5-cyclopropylpyrim idine-2-y1)-1-(2-f luorobenzy1)1 H-pyrazolo[3,4-b]pyridine 

(4a), 	5-chloro-2-(5-chlorothiophene-2-sulfonylamino-N-(4-(morpholine-4-sulfonyI)- 

10 phenyl)-benzamide 	sodium 	salt 	(6), 	2-(4-chloro-phenylsulfonylamino)-4,5- 

dimethoxy-N-(4-(thiomorpholine-4-sulfony1)-pheny1)-benzamide (7), 	and/or 4-({(4- 

carboxybutyl)[2-(2-{[4-(2-phenylethyl) 	benzylj 	oxylphenyl)ethyllamino}methyl) 

benzoic 	 acid 	 (5), 	 1-{645-chloro-2-({4-trans-4- 

}trifluoromethyl)cyclohexyl]benzylloxy)phenyl] 	pyridin-2-y11-5-(trifluoromethyl)-1H- 

15 pyrazole-4-carboxylic 	acid 	(8), 	146-(2-(2-methy1-4-(4- 

trifluoromethoxyphenyl)benzyloxy)-phenyl)pyridin-2-y1]-5-trifluoromethyl-pyrazole- 

4-carboxylic 	acid 	(9), 	1[6-(3,4-dichlorophenyI)-2-pyridiny1-5-(trifluoromethyl)-1H- 

pyrazole-4-carboxylic acid (10), 1-(1243-chloro-5-(trifluoromethyl)pheny1]-5-methyl- 

1,3-th iazol-4-yl}methyl)-1 H-pyrazole-4-carboxylic 	acid 	(11), 	4-({2-[3- 

20 (trifluoromethyl)pheny1]-1,3-thiazol-4-yl}methyObenzoic acid (12), 1-(1242-fluoro-3- 

(trifluoromethyl)pheny11-5-methyl-1,3-thiazol-4-yl}methyl)-1H-pyrazole-4-carboxylic 

acid (13) for the manufacture of a medicament for the treatment of Cystic Fibrosis 

(CF). 

2.  Use according to claim 1 of a sGC stimulator selected from the group comprising 

25 methy1-4,6-diamino-2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5- 

pyrimidinyl(methyl)carbamate 	(3), 	methy1-4,6-diamino-2-[1-(2-fluorobenzy1)-1H- 

pyrazolo[3,4-b]pyridine-3-y1]-5-pyrimidinylcarbamate 	(4), 	3-(4-amino-5- 

cyclopropylpyrimidine-2-y1)-1-(2-fluorobenzy1)1H-pyrazolo[3,4-b]pyridine 	(4a) 	for 

the manufacture of a medicament for the treatment of Cystic Fibrosis (CF). 

30 3.  Use according to claims 1 and 2 of methy1-4,6-diamino-241-(2-fluorobenzy1)-1H- 

pyrazolo[3,4-14yridine-3-y1]-5-pyrimidinyl(methyl)carbamate 	(3) 	for 	the 

manufacture of a medicament for the treatment of Cystic Fibrosis (CF). 
4.  Use according to claims 1 to 2  

of 3-(4-amino-5-cyclopropylpyrimidine-2-y1)-1-(2- 

fluorobenzy1)1H-pyrazolo[3,4-b]pyridine (4a) for the manufacture of a medicament 



for the treatment of Cystic Fibrosis (CF). 

5.  Pharmaceutical formulation comprising at least one compound according to claims 

1 to 4 for the use in patients suffering from Cystic Fibrosis (CF). 

6.  Combination of at least one sGC stimulator or activator selected from the group 

5 comprising 	 2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-(4- 

morpholinyl)-4,6-pyrimidinediamine 	(1), 	2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4- 

b]pyridine-3-y1]-5-(4-pyridiny1)-4-pyrimidinamine 	(2), 	methy1-4,6-diamino-211-(2- 

fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y11-5-pyrimidinyl(methyl)carbamate 	(3), 

methy1-4,6-diamino-2-[1-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-yIJ-5- 

10 pyrimidinylcarbamate 	(4), 	3-(4-amino-5-cyclopropylpyrimidine-2-y1)-1-(2- 

fluorobenzy1)1H-pyrazolo[3,4-b]pyridine 	(4a), 	5-chloro-2-(5-chlorothiophene-2- 

sulfonylamino-N-(4-(morpholine-4-sulfony1)-pheny1)-benzamide sodium salt (6), 2- 

(4-chloro-phenylsulfonylamino)-4,5-dimethoxy-N-(4-(thiomorphofine-4-sulfonyI)- 

pheny1)-benzamide 	(7), 	and/or 	4-({(4-carboxybutyl)[2-(2-{[4-(2-phenylethyl) 

15 benzylj oxy}phenyl)ethyl]amino}methyl) benzoic acid (5), 1-1645-chloro-2-({4-trans- 

4-}trifluoromethyl)cyclohexylibenzylloxy)phenyl] 	pyridin-2-y11-5-(trifluoromethyl)- 

1H-pyrazole-4-carboxylic 	acid 	(8), 	146-(2-(2-methy1-4-(4- 

trifluoromethoxyphenyl)benzyloxy)-phenyOpyridin-2-y1]-5-trifluoromethyl-pyrazole- 

4-carboxylic 	acid 	(9), 	1[6-(3,4-dichlorophenyI)-2-pyridiny1-5-(trifluoromethyl)-1H- 

20 pyrazole-4-carboxylic acid (10), 1-({2-[3-chloro-5-(trifluoromethyl)phenyl]-5-methy1- 

1,3-thiazol-4-yllmethyl)-1H-pyrazole-4-carboxylic 	acid 	(11), 	4-([243- 

(trifluoromethyl)pheny1]-1,3-thiazol-4-yllmethyl)benzoic acid (12), 1-({2-[2-fluoro-3- 

25 

(trifluoromethyl)pheny1]-5-methyl-1,3-thiazol-4-yfimethyl)-1H-pyrazole-4-carboxylic 

acid (13) with a PDE5 inhibitor selected form the group comprising Vardenafil, 

Sildenafil, 	Tadalaf il, 	Udenafil, 	Dasantaf il, 	Avanaf il, 	Mirodenafil, 	Lodenafil, 	UK 

369.003, 	UK 371.800, 	SLx2101 	and 	LAS34179 in which 	the combination 

comprises 0.01 to 10 mg of the sGC stimulator or activator and 2.5 to 20 mg of the 

PDE5 inhibitor. 

7.  Combination according to claim 6 in which the sGC stimulator is methyl-4,6- 

30 diamino-211-(2-fluorobenzy1)-1H-pyrazolo[3,4-b]pyridine-3-y1]-5-pyrimidinyl- 

(methyl)carbamate 	(3) 	or 	methy1-4,6-diamino-2-[1-(2-fluorobenzy1)-1 H- 

pyrazolo[3,4-b]pyridine-3-y1]-5 -pyrimidinylcarbamate (4). 

8.  Combination according to claims 6 and 7 in which the PDE5 inhibitor is Vardenafil 

or Sildenafil. 



9.  Combination according to claims 6 to 8 for the use as a medicament. 

10.  Use of combination 	according 	to claims 6 to 9 for the manufacture of a 

medicament for the treatment of Cystic Fibrosis (CF). 

11.  Combination according to claims 6 to 9 for the use in patients suffering from Cystic 

5 Fibrosis (CF). 

12.  Pharmaceutical formulation comprising at least one combination according 	to 

claims 6 to 8. 


