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CLAIMS 

1. 	A combination comprising 

5 (i) a compound of formula II 

R1  

o o 

H

,.,  ̀_ S-m 
H 

io 

 

NO
, 	

R2
0 	

II 

wherein 

M is -CH2  or NH; 

10 R1  is H or OH; and 

R2  is H, -CH3, -CH2CH3, -CH2CH2CH3, -CH2CH2 	2CH3, -CH(CH3)2, -CH2CH(CH3)2, 

-CH(CH3)CH2CH3, -CH2OH, CH2OCH3, -CH( 	)CH3, -CH2SCH3, or -CH2CH2-S-CH3; or a 

pharmaceutically acceptable salt thereof; 	d 

15 (ii) at least one other active substan = selected from an IBAT inhibitor; an 

enteroendocrine peptide or enha cer thereof; a dipeptidyl peptidase-IV inhibitor; a 

biguanidine; an incretin mimet • a thiazolidinone; a PPAR agonist; a HMG Co-A 

reductase inhibitor; a bile a id binder; and a TGR5 receptor modulator; or a 

pharmaceutically accep 	ble salt of any one of said active substances; 

20 

wherein the compound of formula (II) and the at least one other active substance is 

administered s 	ultaneously, sequentially or separately. 

2. 	A combination according to claim 1, wherein the compound of formula (II) and the 

25 at leas one other active substance are administered simultaneously. 

A combination according to claim 2, wherein the compound of formula (II) and the at 

least one other active substance are administered as a fix dosage combination. 
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4. A combination according to claim 1, wherein the compound of formula (II) and the at 

least one other active substance are administered sequentially. 

5 5. A combination according to claim 1, wherein the compound of formula (II) a • the at 

least one other active substance are administered separately. 

6. A combination according to any one of claims 1-5, wherein the compound of formula 

(II) is selected from 

10 1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-(carbox methyl)carbamoyl] 

benzyl} carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiad 	zepine; 

1,1-Dioxo-3, 3-dibuty1-5-phenyl-7-methylthio-8- (N-{(R)-a-[N'- 	- -carboxyethyl) 

carbamoyl] benzyl} carbamoylmethoxy)-2, 3,4, 5-tetrahydr• 1, 5-benzothiazepine; 

1,1-Dioxo-3,3-dibuty1-5-phenyl-7-methylthio-8-(N-{(R)-a 	-((S)-1-carboxypropyl) 

15 carbamoyl]benzyl}carbamoylmethoxy)-2,3,4,5-tetrah 	ro-1,2,5-benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-phenyl-7-methylthio-8-(N-{ 	)-a4N-((R)-1-carboxy-2- 

nnethylthioethyl)carbamoyl]benzyllcarbamoylm 	oxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-phenyl-7-methylthi -8-(N-{(R)-a-[N-((S)-1-carboxypropyl) 

20 carbamoy1]-4-hydroxybenzyllcarbamoy 	e hoxy)-2,3,4,5-tetrahydro-1,2,5- 

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-phenyl-7- 	ethylthio-8-(N-{(R)-a4N-((R)-1-carboxy-2-methylthio-

ethyl)carbamoy1]-4-hydroxyben yllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

25 1,1-Dioxo-3,3-dibuty1-5-p 	ny1-7-methylthio-8-(N-{(R)-a-[N-((S)-1-carboxy-2- 

methylpropyl)carbamo 	benzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5- 

benzothiadiazepine; 

1,1-Dioxo-3,3-dib ty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxy-2-(R)- 

hydroxypropyi 	arbamoyI]-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5- 

30 benzothiadi 	epine; 

1,1-Diox 	3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxybutyl) 

carba 	oy1]-4-hydroxybenzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5- 

ben othiadiazepine; 

1 	-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxyethyl) 

35 carbamoyl]benzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine; 
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1,1-dioxo-3, 3-dibuty1-5-phenyl-7-methylthio-8- (N-{(R)-a-[N'-((S)-1-carboxypropyl) 

carbamoyl]-4-hydroxybenzyl} carbamoylmethoxy) -2, 3,4, 5-tetrahydro-1, 5-

benzothiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N-((S)-1- 

5 carboxyethyl)carbamoy1]-4-hydroxybenzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1 	- 

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxy-2- 

methylpropyl)carbamoy1]-4-hydroxybenzylIcarbamoylmethoxy)-2,3,4,5-te 	ydro-1,2,5- 

benzothiadiazepine; and 

10 1,1-Dioxo-3, 3-dibuty1-5-phenyl-7-methylthio-8-(N-{ (R)-11-phenyl-1'4 	'-(carboxymethyl) 

carbamoyl] methyl} carbamoylmethoxy)-2, 3,4, 5-tetrahydro-1, 5-b- zothiazepine. 

7. A combination according to any one of claims 1-6, wherein the at least one other 

active substance is a bile acid binder. 

15 

8. A combination according to claim 7, wherein t 	bile acid binder is cholestyramine, 

cholestipol or colesevelam. 

9. A combination according to any one of claims 1-6, wherein the at least one other 

20 active substance is a HMG Co-A redu 	ase inhibitor. 

10. A combination according to 	laim 9, wherein the HMG Co-A reductase inhibitor is a 

statin. 

25 11. A pharmaceutica combination formulation comprising 

(i) a compound of .rmula II 

R1  

O 

H 

1110 ' 

-m 

\ 	

S 

R2 	

0 

	 11 

wherein 
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M is -CH2  or NH; 

R1  is H or OH; and 

R2  is H, -CH3, -CH2CH3, -CH2CH2CH3, -CH2CH2CH2CH3, -CH(CH3)2, -CH2CH(CH3)2, 

-CH(CH3)CH2CH3. -CH2OH, CH2OCH3, -CH(OH)CH3, -CH2SCH3, or -CH2CH2-S-C 	or a 

5 pharmaceutically acceptable salt thereof; and 

(ii) at least one other active substance selected from an IBAT inhibitor; an 

enteroendocrine peptide or enhancer thereof; a dipeptidyl peptidase-IV 	hibitor; a 

biguanidine; an incretin mimetic; a thiazolidinone; a PPAR agonist; 	HMG Co-A 

10 reductase inhibitor; a bile acid binder; and a TGR5 receptor mod 	ator; or a 

pharmaceutically acceptable salt of any one of said active substances; 

in admixture with a pharmaceutically and pharmacologi . ly acceptable excipient. 

15 12. A pharmaceutical combination formulation ac ording to claim 11, comprising 

(v) an inner core comprising a bile acidcinder; 

(vi) a colon release layer onto the cor- 

(vii) an IBAT inhibitor layer onto sai9 colon release layer; and 

20 (viii) an outer protective coating. 

13. A pharmaceutical combina 	n formulation according to claim 12, wherein the IBAT 

inhibitor layer comprises a c 	pound of formula II 

o L
H

,, 0o 
-S-m  

,CN  0 	es 	
N 	 II HO 	R2 

25 

wher in 

M s -CH2  or NH; 

R1  is H or OH; and 

R2  is H, -CH3, -CH2CH3, -CH2CH2CH3, -CH2CH2CH2CH3, -CH(CH3)2, -CH2CH(CH3)2, 
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-CH(CH3)CH2CH3, -CH2OH, CH2OCH3, -CH(OH)CH3, -CH2SCH3, or -CH2CH2-S-CH3; or a 

pharmaceutically acceptable salt thereof. 

14. A pharmaceutical combination formulation according to claim 13, wherein the IBA 

5 inhibitor layer comprises a compound selected from 

1 ,1-Dioxo-3,3-dibutyl-5-phenyl-7-methylthio-8-(N-{(R)-a-[N-(carboxymethyl)carb 	oyl] 

benzyl} carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N'-((S)-1-carboxye 	yl) 

carbamoyl] benzyl} carbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-benzothi 	epine; 

10 1,1-Dioxo-3,3-d ibuty1-5-pheny1-7-methylth io-8-(N-{(R)-ar[N-((S)-1-car• •xypropyl) 

carbamoyl]benzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-be 	othiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((R)- 	carboxy-2- 

methylthioethyl)carbamoyl]benzyllcarbamoylmethoxy)-2,3,4, 	etrahydro-1,2,5-

benzothiadiazepine; 

15 1,1-Dioxo-3,3-dibuty1-5-phenyl-7-methylthio-8-(N-{(R)-a 	-((S)-1-carboxypropyl) 

carbamoyl]-4-hydroxybenzyllcarbamoylmethoxy)-2,3 	,5-tetrahydro-1,2,5- 

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-( 	-{(R)-a4N-((R)-1-carboxy-2-methylthio- 

ethyl)carbamoy1]-4-hydroxybenzyllcarbamoy 	ethoxy)-2,3,4,5-tetrahydro-1,2,5- 

20 benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-phenyl-7-methy 	' -8-(N-{(R)-a4N-((S)-1-carboxy-2-

methylpropyl)carbamoylibenzyl}carb moylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-phenyl- -methylthio-8-(N-{(R)-a4N-((S)-1-carboxy-2-(R)- 

25 hydroxypropyl)carbamoy1]-4-,14droxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5 	heny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxybutyl) 

carbamoyl]-4-hydro 	benzylIcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5- 

benzothiadiazepi -; 

30 1,1-Dioxo-3,3-• butyl-5-phenyl-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxyethyl) 

carbamoyl]..nzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine; 

1,1-dioxo 	,3-dibuty1-5-phenyl-7-methylthio-8- (N-{(R)-a-[N'-((S)-1-carboxypropyl) 

carba 	oy1]-4-hydroxybenzyll carbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-benzothiazepine; 

1,1-'ioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1- 

35 rboxyethyl)carbamoy1]-4-hydroxybenzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N-RS)-1-carboxy-2- 
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methylpropyl)carbamoy1]-4-hydroxybenzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; and 

1,1-Dioxo-3,3-dibuty1-5-phenyl-7-methylthio-8-(N-{ (R)-1'-phenyl-1'[N'-(carboxyme 	yl) 

carbamoyl] methyl} carbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-benzothiazepine. 

5 

15. A combination according to any one of claims 1-14, for use in the prophylactic or 

therapeutic treatment of hypercholesterolaemia, a metabolic syndrom , diabetes, 

obesity, a liver disease, ordyslipidemia. 

10 16. A combination according to claim 	5, for use in the treatm 	t of a liver disease. 

17. A combination according to claim 15, for use in the tr atment of a metabolic 

syndrome. 

15 18. A combination according to claim 15, for use n the treatment of a glucose utilization 

disorder. 

19. A combination according to any one •f claims 1-14, for use in the prophylactic or 

therapeutic treatment of a subject suff ring from, or susceptible to, diarrhoea during 

20 therapy comprising an BAT inhibit 	compound. 

20. The use of a combinatifn according to any one of claims 1-14, in the manufacture of 

a medicament for the tre tment and/or prophylaxis of hypercholesterolaemia, a 

25 metabolic syndrome, diabetes, obesity, a liver disease, or dyslipidemia. 
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CLAIMS 

5 

1. Use of an IBAT inhibitor and a bile acid binder, wherein the bile acid binder is 

formulated for colon release, in the manufacture of a combination for simultaneous, 

sequential or separate administration, for the treatment of a liver disease. 

2. Use according to claim 1, wherein the liver disease is a cholestatic liver disease 

selected from the group consisting of primary biliary cirrhosis (PBC), progressive familial 

intrahepatic cholestasis (PFIC), Alagilles syndrome (ALGS), primary sclerosing cholangitis 

10 (PSC), non-alcoholic steatohepatitis (NASH) and pruritus of cholestatic liver disease. 

3. Use according to claim 1 or 2, wherein the combination is designed to deliver the IBAT 

inhibitor in the small intestine and the bile acid binder in the colon. 

15 4. Use according to any one of claims 1 to 3, wherein the IBAT inhibitor is selected from 

the group consisting of benzothiepines, 1,4-benzothiazepines, 1,5-benzothiazepines and 

1,2,5-benzothiadiazepines exhibiting activity when screening for IBAT inhibiting properties. 

5. Use according to any one of claims 1 to 4, wherein the IBAT inhibitor is a compound of 

20 formula II 

R1  

o , 
H 

40 
M 

H 0 
HO 	R2 

• 

formula II 

25 wherein 

M is -CH2  or NH; 

R1  is H or OH; and 

30 

R2  is H, -CH3, -CH2CH3, -CH2CH2CH3, -CH2CH2CH2CH3, -CH(CH3)2, -CH2CH(CH3)2, 

-CH(CH3)CH2CH3, -CH2OH, CH2OCH3, -CH(OH)CH3, -CH2SCH3, or -CH2CH2-S-CH3; or a 

pharmaceutically acceptable salt thereof. 
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6. 	Use according to claim 5, wherein the compound of formula (II) is selected from the 

group consisting of: 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N-(carboxymethyl)carbamoyl] 

5 benzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N'-((S)-1-carboxyethyl) 

carbamoylibenzylIcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-benzothiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxypropyl) 

carbamoyl]benzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine; 

10 1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a1N-((R)-1-carboxy-2-

methylthioethyl)carbamoyl]benzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxypropyl) 

carbamoy1]-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5- 

15 benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N-((R)-1-carboxy-2-

methylthio-ethyl)carbamoy11-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N-((S)-1-carboxy-2- 

20 methylpropyl)carbamoyl]benzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxy-2-(R)-

hydroxypropyl)carbamoy1]-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

25 1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxybutyl) 

carbamoy1]-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N-((S)-1-carboxyethyl) 

carbamoyl]benzyl}carbamoylmethoxy)-2, 3,4, 5-tetrahydro- 1,2, 5-benzothiadiazepine; 

30 1 ,1-dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N'-((S)-1- 

carboxypropyl)carbamoy1]-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-

benzothiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-

carboxyethyl)carbamoy1]-4-hydroxybenzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5- 

35 benzothiadiazepine; 
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1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-UV-((S)-1-carboxy-2- 

methylpropyl)carbamoy1]-4-hydroxybenzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5- 

benzothiadiazepine; and 

1,1-Dioxo-3, 3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-1'-pheny1-1'4N'-(carboxymethyl) 

5 	carbamoyl]methyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-benzothiazepine, 

or a pharmaceutically acceptable salt thereof 

7.  Use according to claim 5 or 6, wherein the compound of formula (II) is 1,1-dioxo-3,3- 

dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxypropyl) carbamoyl]-4- 

10 	hydroxybenzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine, or a 

pharmaceutically acceptable salt thereof. 

8. Use according to any one of claims 1 to 4, wherein the IBAT inhibitor is selected from 

the group consisting of: 

15 1 4[41[443, 3-dibuty1-7-(dimethylamino)-2,3,4, 5-tetrahyd ro-4-hydroxy-1 ,1 -dioxido-1 - 

benzothiepin-5-yllphenoxy]methyl]phenyl]methy1]-4-aza-1 -azoniazabicyclo[2.2.2]octane 

chloride; and 

1-[4-[4-[(4R,5R)-3,3-dibuty1-7-(dimethylamino)-2,3,4,5-tetrahydro-4-hydroxy-1,1- 

dioxido-l-benzothiepin-5-yriphenoxyibuty1}4-aza-l-azoniabicyclo[2.2.2]octane methane- 

20 	sulfonate. 

9.  Use according to any one of claims 1 to 8, wherein the bile acid binder is 

cholestyramine, cholestipol or colesevelam. 

25 	10. 	Use of a pharmaceutical formulation comprising an IBAT inhibitor and a bile acid 

binder, wherein the bile acid binder is in the core and formulated for release in the colon and 

wherein the IBAT inhibitor is in an outer layer formulated for immediate release or for delayed 

release in the distal jejunum or the proximal ileum, in the manufacture of a medicament for 

the treatment of a liver disease. 

30 

11. 	Use according to claim 10, wherein the liver disease is a cholestatic liver disease 

selected from the group consisting of primary biliary cirrhosis (PBC), progressive familial 

intrahepatic cholestasis (PFIC), Alagilles syndrome (ALGS), primary sclerosing cholangitis 

(PSC), non-alcoholic steatohepatitis (NASH) and pruritus of cholestatic liver disease. 

35 
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12. 	Use according to claim 10 or 11, wherein the formulation comprises 

(i) an inner core comprising a bile acid binder; 

(ii) a colon release layer onto the core; 

5 (iii) an IBAT inhibitor layer onto said colon release layer; and 

(iv) an outer protective coating. 

13. 	Use according to any one of claims 10 to 12, wherein the IBAT inhibitor is selected 

from the group consisting of benzothiepines, 1,4-benzothiazepines, 1,5-benzothiazepines 

10 and 1,2,5-benzothiadiazepines exhibiting activity when screening for IBAT inhibiting 

properties. 

14. 	Use according to any one of claims 10 to 13, wherein the IBAT inhibitor layer 

comprises a compound of formula II 

15 

R1  

o 
, 	\ 	O . o 

0 	
H 
	i

ll 	0 S
0 

 m 

K °mss' 	N 
HO 	R2 

formula II 

wherein 

20 

M is -CH2  or NH; 

R1  is H or OH; and 

R2  is H, -CH3, -CH2CH3, -CH2CH2CH3, -CH2CH2CH2CH3, -CH(CH3)2, -CH2CH(CH3)2, 

-CH(CH3)CH2CH3, -CH2OH, CH2OCH3, -CH(OH)CH3, -CH2SCH3, or -CH2CH2-S-CH3; or a 

25 pharmaceutically acceptable salt thereof. 

15. 	Use according to claim 14, wherein the IBAT inhibitor layer comprises a compound 

selected from the group consisting of: 

1,1-Dioxo-3,3-dibuty1-5-phenyl-7-methylthio-8-(N-{(R)-a4N-(carboxymethyl)carbamoyl] 

30 benzyl)carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine; 
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1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N'-((3)-1-carboxyethyl) 

carbamoyl]benzyl} carbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-benzothiazepine; 

1, 1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-aiN-((S)-1-carboxypropyl) 

carbamoyl]benzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine; 

5 1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N-((R)-1-carboxy-2-

methylthioethyl)carbamoyl]benzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxypropyl) 

carbamoy1]-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5- 

10 benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((R)-1-carboxy-2-

methylthio-ethyl)carbamoy1]-4-hydroxybenzyllcarbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-[N-((S)-1-carboxy-2- 

15 methylpropyl)carbamoyl]benzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((3)-1-carboxy-2-(R)-

hydroxypropyl)carbamoy1]-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

20 1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxybutyl) 

carbamoy1]-4-hydroxybenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((S)-1-carboxyethyl) 

carbamoylibenzyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine; 

25 1,1-dioxo-3,3-dibuty1-5-phenyl-7-methylthio-8-(N-{(R)-a-N'-((S)-1-carboxypropyl) 

carbamoy1]-4-hydroxybenzyl)carbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-benzothiazepine; 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a4N-((3 )-1- 

ca rboxyethyl)ca rba moy11-4-hydroxybenzyl}ca rbamoylmethoxy)-2,3,4,5-tetra hydro-1,2,5- 

benzothiadiazepine; 

30 1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-M-((3)-1-carboxy-2-

methylpropyl)carbamoy1]-4-hydroxybenzyl)carbamoylmethoxy)-2,3,4,5-tetrahydro-1,2,5-

benzothiadiazepine; and 

35 

1,1-Dioxo-3,3-dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-1'-pheny1-11-[N'-(carboxymethyl) 

carbamoyl]methyl}carbamoylmethoxy)-2,3,4,5-tetrahydro-1,5-benzothiazepine, 

or a pharmaceutically acceptable salt thereof. 
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16. Use according to claim 14 or 15, wherein the compound of formula (II) is 1,1-dioxo-3,3- 

dibuty1-5-pheny1-7-methylthio-8-(N-{(R)-a-N-((S)-1-carboxypropyl) carbamoyI]-4-

hydroxybenzyl}carbamoyimethoxy)-2,3,4,5-tetrahydro-1,2,5-benzothiadiazepine, or a 

pharmaceutically acceptable salt thereof. 

5 

17. Use according to any one of claims 10 to 13, wherein the IBAT inhibitor is selected 

from the group consisting of: 

14[4-[[443,3-dibuty1-7-(dimethylamino)-2,3,4,5-tetrahydro-4-hydroxy-1,1-dioxido-1-

benzothiepin-5-Aphenoxy]methyl]phenyljmethyl]-4-aza-1-azoniazabicycio[2.2.2]octane 

10 chloride; and 

14444-[(4R,5R)-3,3-dibuty1-7-(dimethylamino)-2,3,4,5-tetrahydro-4-hydroxy-1,1-

dioxido-1-benzothiepin-5-yl]phenoxy]butyl]4-aza-1-azoniabicyclo[2.2.2]octane methane-

sulfonate. 

15 18. Use according to any one of claims 10 to 17, wherein the bile acid binder is 

cholestyramine, cholestipol or colesevelam. 
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