
What is claimed: 

1. 	A compound of Formula I: 

OH 

R7  

R1  R8  

N Re 

Z\ 
 
R$ 

wherein: 

R1  is C(R2)(R3)(R4); 

R2  is hydrogen, -OH or halogen; 

R3  is hydrogen, -OH, halogen or C -8 alkyl; 

R4  is halogen, C14  alkyl, substituted C 14  alkyl, aryl, substituted aryl, 

alkylcycloalkyl or substituted :lkylcycloalkyl; 

R3  and R4  may join with 	e carbon to which they are attached to form a 

cycloalkyl 	ring, 	whic 	may 	be optionally substituted, 	preferably with 

halogen and more p 	ferably with one or more fluorine atoms; 

R6  is hydrogen, 	1.8 alkyl, substituted C14  alkyl, arylalkyl, substituted 

arylalkyl, alkyl- 	I, or substituted alkylaryl; 

Z is option- , when present Z is —(CH2)1.8—, —C(=0) —, 	—S(=0)2NH—, — 

S(=0)2—, 

H, C(=0)—NH—, —S(=0)2-NR9R19, —C(=0)01.8  —C(=S 	—S(=0)2—CH3, 

alk 	or 

(=0)CH(NH2)CH3i 

R9  is hydrogen, C14 alkyl or substituted C1-8 alkyl; 
n 10 I'S 	is hydrogen, C14  alkyl or substituted C14  alkyl; 
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R5  is hydrogen, C1-8 alkyl, substituted C 1.8  alkyl, aryl, substituted aryl, C1.8  

alkenyl, substituted C 1-8 alkenyl, arylalkyl, substituted arylalkyl, alkylaryl 

substituted alkylaryl, aminoarylalkyl or substituted aminoarylalkyl; 

R7  is —OH or halogen; and 

R8  is hydrogen, halogen or C1.8  alkyl, 

provided that R2  and R3  cannot both be hydrogen when R4  is a 	alogen, Z 

is not present, R7  is —OH, R5, R6  and R8  are hydrogen 

for use in preventing and/or treating a lysosomal storage disord•r in a patient at 

risk for developing or diagnosed with the same. 

2. 	Use of a compound of Formula I: 

OH 
R7  

Rs  K 

wherein: 

Z\ 

 R5 

R°  is C(R2)(R3)(R4).  

R2  is hydrogen, - 0  H or halogen; 

R3  is hydroge , -OH, halogen or C1_8  alkyl; 

R4  is halos -n, C1.8 alkyl, substituted C 1-8 alkyl, aryl, substituted aryl, 

alkylcycl ',alkyl or substituted alkylcycloalkyl; 

R3  an9 R4  may join with the carbon to which they are attached to form a 

cy 	'alkyl 	ring, which 	may be optionally substituted, 	preferably with 

r alogen and more preferably with one or more fluorine atoms; 

R6  is hydrogen, C1.8 alkyl, substituted C1.8  alkyl, arylalkyl, substituted 

arylalkyl, alkylaryl, or substituted alkylaryl; 
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Z is optional, when present Z is -(CH2).1-3-, -C(=0) -, 	-S(=0)2NH-, - 

S(=0)2-, 

-C(=S)NH-, -S(=0)2-CH3, C(=0)-NH-, -S(=O)2-NR9R10, -C(=O)t1_8  

alkyl or 

-C(=O)CH(NH2)CH3; 

R8  js hydrogen, C1.8 alkyl or substituted C1_8  alkyl; 

R16 is hydrogen, C1_8  alkyl or substituted C1.8 alkyl; 

R5  is hydrogen, C1-8 alkyl, substituted C 1-8 alkyl, aryl, su. tituted aryl, C1-8 

alkenyl, substituted C 1-8 alkenyl, arylalkyl, substitute. arylalkyl, alkylaryl, 

substituted alkylaryl, aminoarylalkyl or substituted a,  inoarylalkyl; 

R7  is -OH or halogen; and 

R8  is hydrogen, halogen or C1.8 alkyl, 

provided that R2  and R3  cannot both be hy rogen when R4  is a halogen, Z 

is not present, R7  is -OH, R5, R6  and R8  s re hydrogen 

in the manufacture of a medicament for preventing and/or treating a lysosomal 

storage disorder in a patient at risk for de eloping or diagnosed with the same. 

3. 	A compound of Formula II: 

OH 

\ R1  V R6 

"......... 
N 	R6  

Z\ 

R5  

wherein: 

' 	is C(R2)(R3)(R4); 

R2  is hydrogen, -OH or halogen; 

R3  is hydrogen, -OH, halogen or -CH3; 
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R4 	is 	halogen, 	-CH3, 	phenyl, 	fluorophenyl, 	methylphenyl, 

cyclohexylmethyl, wherein when R4  is a halogen, both R2  and R3  canno 

be hydrogen; 

R3  and R4  may join with the carbon to which they are attached to fr.rm a 

cycloalkyl ring, which may be optionally substituted with one .r more 

halogen atoms; 

R6  is hydrogen, phenylalkyl or substituted phenylalkyl; 

Z is optional, when present Z is -(CH2)-, -C(=0) -, 	-S(=0)2NH-, - 

S (= 0)2-, 

-S(=0)2-CH3, C(=0)-NH-, -S(=0)2NR9R16, -C(-.)-NH- or -C(=0)2-

CH3, 

R9  is hydrogen or CH3; 

R19  is hydrogen or CH3; 

R5  is hydrogen or aminophenylalkyl; 

R7  is -OH or halogen; and 

R8  is hydrogen, halogen or -CH3, 

provided that R2  and R3  cannot •oth be hydrogen when R4  is halogen, Z is 

not present, R7  is -OH, R5, R6  and R8  are hydrogen 

for use in preventing and/or trea 	g a lysosomal storage disorder in a patient at 

risk for developing or diagnose. with the same. 

4. Use of a compouni. of Formula II: 

OH 

R7  
R1  

R8  

N R6  

z
\ 

R6 

herein: 
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R1  is C(R2)(R3)(R4); 

R2  is hydrogen, -OH or halogen; 

R3  is hydrogen, -OH, halogen or —CH3; 

R4 	is 	halogen, 	—CH3, 	phenyl, 	fluorophenyl, 	methylp enyl, 

cyclohexylmethyl, wherein when R4  is a halogen, both R2  and - 	cannot 

be hydrogen; 

R3  and R4  may join with the carbon to which they are att 	ed to form a 

cycloalkyl ring, which may be optionally substituted 	th one or more 

halogen atoms; 

R6  is hydrogen, phenylalkyl or substituted phenylal 	I; 

Z is optional, when present Z is —(CH2)—, —. =0) —, 	—S(=0)2NH—, — 

S(=0)2—, 

-S(=O)2—CH3, C(=O)—NH—, —S(=0)2NR9"19, —C(=S)-NH— or —C(=0)2— 

CH3, 

R9  is hydrogen or CH3; 
nlo 
K 	is hydrogen or CH3; 

R5  is hydrogen or aminopheny : kyl; 

R7  is -OH or halogen; and 

R8  is hydrogen, halogen .r—CH3, 

provided that R2  and r 	cannot both be hydrogen when R4  is halogen, Z is 

not present, R7  is 	• H, R5, R6  and R8  are hydrogen 

in the manufacture of : medicament for preventing and/or treating a lysosomal 

storage disorder in 	patient at risk for developing or diagnosed with the same. 

5. 	A comp 9 und of Formula Ill: 

OH 

R8  

74 



wherein: 

R1  is C(R2)(R3)(R4); 

R2  is hydrogen, -OH or halogen; 

R3  is hydrogen, -OH, halogen or —CH3; 

R4 	is 	halogen, 	—CH3, 	phenyl, 	fluorophenyl, 	methyl. enyl, 

cyclohexylmethyl, wherein when R4  is a halogen, both R2  and 	cannot 

be hydrogen; 

R3  and R4  may join with the carbon to which they are att- hed to form a 

cycloalkyl ring, which may be optionally substituted 	ith one or more 

halogen atoms; 

R7  is -OH or halogen; and 

R8  is hydrogen, halogen or —CH3, 

provided that R2  and R3  cannot both be hydrogen when R4  is a halogen, 

R7  is —OH and R8  and R8  are hydrogen 

for use in preventing and/or treating a lysoso 	:I storage disorder in a patient at 

risk for developing or diagnosed with the sa 	-. 	 • 

6. 	Use of a compound of Formula I . 

OH 

- 	r 
A 

wherein: 

N 

R1  is C(R2) ' )(R4); 

R2  is hyd .gen, -OH or halogen; 

R3  is 	'drogen, -OH, halogen or —CH3; 

R4 	is 	halogen, 	—CH3, 	phenyl, 	fluorophenyl, 	methylphenyl, 

cyclohexylmethyl, wherein when R4  is a halogen, both R2  and R3  cannot 

be hydrogen; 
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R3  and R4  may join with the carbon to which they are attached to form a 

cycloalkyl ring, which may be optionally substituted 

halogen atoms; 

with one or more 

R7  is -OH or halogen; and 

R8  is hydrogen, halogen or —CH3, 

provided that R2  and R3  cannot both be hydrogen when 

R7  is —01-1 and R6  and R8  are hydrogen 

R4  is a halogen, 

in the manufacture of a medicament for preventing and/or tre- ing a lysosomal 

storage disorder in a patient at risk for developing or diagnos d with the same. 

7. A compound of: 

OH F 
HO,,,•L

F 

1\1 
H 
OH 

HO 

0 

H 
OH OH 

HO 7  

NJI 
 

OH OH 
HO.1/4, 

N 
H 

OH OH 
HO 
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OH F 
HO 	7  

N 
H 
OH F 

HO`  

N 
H 
OH 	F 

HO 	7  

N 
H 
OH 

h10,3 /4,_Ar 

N 
H 
OH 

HOtc,,,.., 

1‘1" 
H 
OH OH 

HO 	7  

N 
H 

OH OH 
F yi,....,.) 
F 

t‘1"-' 
H 
OH OH 

HO, ,),,..) 

'‘'N--#  
H 
01-1 F c  

HO3/4,2)‹ 

Nv  
H 
0 F 

HO 
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OH 
H04„..-1  

Fy

F 

N 
H 
OH 

HOtc„....F 

N 
H 

7  

01
.
61 

HO 

N H 
OH 

HO 

LJI 	,F 
 

OH F 
HO 	- 

H 
OH 	F 

HO 

H 
OH F 

HO 	- 

, 
H 	I 
OH F 

HO. 	F 
1.--..,

1 
 

OH F / 
Ho 
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OH OH 
HO 

0 N H 
OH F 

HO1/42,„,..)..F 
N 
1-. 

.., 
OH 	F 

1-10.,,,,..-K,.01-,F 
- 1\ - 

I 
OH F 

HO 	I
F 

t‘l 
0\ 

OH F 
HO 	' 

0 
OH 	F 

HO...}.,....A.F 
-....-• 

/ 

HO 

0=s=0 
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OH 	F 
HO.,„,;.,„.AL

F 

0 F  

OH OH 
HO 	- 

0 N 
H 
OFI 	F 

HO.,.
F 

'I‘l--- 

0...‘NH 

H 
OH F 

HO 

0==0 

0 

OH 
HO  

1‘1 	-,,,,..,1 
H 
OH F / 

S 
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OH 	F 
HO 

S)N1H 

0 
OH F 

HO 
I

F 

-.'te 

Oj'I\1 
H 

OH F 
HO " F  

S')N-''' 
H 

OH 	F 
HO.

F 

. (Nr 
0=1=0 

/
N
\ 

OH OH 
HO 

OH 	F 
HO • 

OH 
HO 
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OH OH 
HO 	7  

1101  

H 

OH F 
HO 	; 

0 

H 

OH 	F 
HO 	

I
F 

M‘ e  

0 
OH 	F 

HO 

O 

* 

OH 	01-1 
HO.,...„--) 	F 

0 HCI 
Ie.'" 
H 

OH OH 
F,„ 

HCI 

H 

HO 
/ 	OH 

8 
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OH 
HO 

OH 

® NH2 

 

OH 
HO 	- 

OH 

9- 
0 +-0 

OH 
HO jy  

yy 0  
NH2  

OH 

OH 
HO 7  

OH 

0 
NH2  
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HO j\  

OH 	F 

H 

OH 	F _ 
HO 

H 

or a pharmaceutically acceptable salt, or solvate thereo , or any combination of 

two or more thereof for use in preventing and/or trea 	g a lysosomal storage 

disorder in a patient at risk for developing or diag ised with the same. 

8. 	Use of a compound of: 

OH F 
HO 	7  F 

 

OH 
HO 7  

IP 

H 

OH OH 
HO - 

H 

OH OH 

&H OH 
HO 
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OH F 
HO 	7  

H 
OH F 

HO...„---r 

N H 
OH F 

HO 	- 

N H 
OH 

HO..Cr 

N H 
OH 

Ha1/4.,...A.,,,, 

Th‘r H 
OH OH 

HO 	- 

N H 
OH OH 
7 

H 
OH OH 

HO 

NJ
Y 

 
OH F  . . _ 	I ,F, 
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OH F 
HO 	- F 

J
T 

N 
H 
OH 

HO.„„..-;.„,.....F 

1\1 	F  
H 
OH 

HO.

C. 

 ...-.. „-„„F 

N/ 

 

H 
OH 
A HO`  

N 
H 
OH 

HO 

N 
H 
OH F 

HO 	: 

H 
OH F 

HO 

H 
OH F 

HO  

, 
OH F 

HO 7  
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OH 	F 
HO. 	F 

'N1 

0 
OH OH 

HO 
0 N H 

OH 	F 
H04 „-c,.}.,F 

'NW- 

-., 
OH F 

HO 	I
F 

%NW-- 

H 
OH 	F 

HO.,/ N.)-,F 
N!"' 

0 

OH F 
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OH F 
110

F 

* 
OH 	F 

HO 

r( 
0=S=0 

I 
OH F 

HO j~~F  

L

N F 

OH OH 
HO ' 

0 
H 
OH 	F 

HO " 

O NH 

H 
OH F 

HOB 7 

0=S=0 

• 
HO 
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OH F 
HO 	

I
F 

NH 

0 
OH F 

HO.,_,A.j.
F 

N 

NH 

0 
OH F 

HO 

ON'.Z . 
H 

OH F 
HO 	• 

S)'N 
H 

OH 	F 
HO.„2-

F 
-•-

N - 
0=$=0 

/
N
\ 

OH OH / 
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OH F 
HO 

OH 
HO.1/4„,i--„„.•••,.. ,  

‘NI •'CF 
I-1 
OH OH 

HO 

0 
H 
OH F 

HO 	- 

0 
H 

OH F 
HO F 

‘NI .  

CA`• 
OH F 

HO 

O 

0 

01-1 OH 

HCI 
HO 

H OH 

HCI 
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OH 
HO OH 

O. +N  0 

8 

OH 
HOi''''OH 

Th‘l 
0  NH2  

OH 

H06. 0H 

Th‘l" 0- 

0 + 

OH 
HO.. } 	OH 

O 

NH2  
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OH 
HO.
"`''. 0H 

N 

0 
NH2 

OH 	F 

HO 

H 

OH 	F 

HO 

N 
H 

or a pharmaceutically acceptable salt, or se 	ate thereof, or any combination of 

two or more thereof in the manufacture . a medicament for preventing and/or 

treating a lysosomal storage disorder 	a patient at risk for developing or 

diagnosed with the same. 

9. The compound of Clai 	7, wherein the compound is: 

OH F 
HO.,„,;

AF 

'11 
H 

or a pharmaceuti,  .. Ily acceptable salt, or solvate thereof. 

10. The 	e of Claim 8, wherein the compound is: 

0 F 
HO 
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or a pharmaceutically acceptable salt, or solvate thereof. 

11. The compound of Claim 7, wherein the compound is: 

OH F 
HO 	: 

H 

or a pharmaceutically acceptable salt, or solvate thereof. 

12. The use of Claim 8, wherein the compound is: 

OH F 
HO 	; 

H 

or a pharmaceutically acceptable salt, or solvatr thereof. 

13. The compound of Claim 7, wherein 	e compound is: 

OH F 
HO........At 

N H 

or a pharmaceutically accept-.le salt, or solvate thereof. 

14. The use of Claim 	, wherein the compound is: 

OH F 
HO.....„...-r 

'...1\1 
H 

or a pharm- eutically acceptable salt, or solvate thereof. 

15. he compound of Claim 7, wherein the compound is: 
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OH F 
HO 	7  

H 

or a pharmaceutically acceptable salt, or solvate thereof. 

16. The use of Claim 8, wherein the compound is: 

OH F 
HO 	- 

H 

or a pharmaceutically acceptable salt, or solvate thereof. 

17. The compound of Claim 7, wherein the corn. sund is: 

OH 
HO 

or a pharmaceutically acceptable salt, • 	solvate thereof. 

18. The use of Claim 8, wherei r the compound is: 

OH 
HO 

40 
or a pharmaceutically s,cceptable salt, or solvate thereof. 

19. The corn • sund of Claim 1, wherein the lysosomal storage disease is 

Niemann-Pic 	disease. 

20. T e use of Claim 2, wherein the lysosomal storage disease is Niemann- 

Pick • sease. 
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21. The compound of Claim 1, wherein the lysosomal storage disease is 

Gaucher's disease. 

22. The use of Claim 2, wherein the lysosomal storage disease is Gauch i's 

disease. 

23. A compound 

OH F 
HO.,„...2.,....4. F 

M‘J 
H 

or a pharmaceutically acceptable salt, or solvate thereo for use in preventing 

and/or treating Gaucher's disease in a patient at risk or developing or diagnosed 

with the same. 

. 24. 	Use of a compound 

OH F 
HO 	' 

or a pharmaceutically acceptabl: salt, or solvate thereof in the manufacture of a 

medicament for preventing a 	/or treating Gaucher's disease in a patient at risk 

for developing or diagnose,. with the same. 

25. 	A kit comprisi 

• a container 	eying an effective amount of a compound of Formula I: 
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OH 
R7  

\ R*1  Re 

"-,,,... ..../"........ 
N 	R5  

z 
 

\ R5  
wherein: 

R1  is C(R2)(R3)(R4); 

R2  is hydrogen, -OH or halogen; 

R3  is hydrogen, -OH, halogen or C1-8 alkyl; 

R4  is halogen, C1_8  alkyl, substituted C 1.. 	alkyl, aryl, substituted aryl, 

alkylcycloalkyl or substituted alkylcycloalk 

R3  and R4  may join with the carbon to 	hich they are attached to form a 

cycloalkyl 	ring, 	which 	may be o • tonally substituted, 	preferably with 

halogen and more preferably with • ne or more fluorine atoms; 

R6  is hydrogen, 	Ci.8 alkyl, s , •stituted 	C14 alkyl, arylalkyl, substituted 

arylalkyl, alkylaryl, or substit 	ed alkylaryl; 

Z is optional, when pres nt Z is —(CH2)1-8—, —C(=0) —, 	—S(=0)2NH—, — 

S(=0)2—, 

—C(=S)NH—, —S(=• 2—CH3, 	C(=O)—NH—, —S(=O)2-NR9R10, —C(=0)01-8 

alkyl or 

—C(=0)CH(NH CH3; 

R9  is hydro • -n, 01-8  alkyl or substituted C1_8 alkyl; 

R19  is hy. ogen, C1-8 alkyl or substituted C1-8  alkyl; 

R5  is 	drogen, C1.8  alkyl, substituted C 1-8 alkyl, aryl, substituted aryl, C1-8 

alk- 	yl, substituted C 1-8 alkenyl, arylalkyl, substituted arylalkyl, alkylaryl, 

substituted alkylaryl, aminoarylalkyl or substituted aminoarylalkyl; 

R7  is —OH or halogen; and 

R8  is hydrogen, halogen or C1-8 alkyl, 
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provided that R2  and R3  cannot both be hydrogen when R4  is a halogen, Z 

is 	not 	present, 	R7 	is 	—OH, 	R5, 	R6 	and 	R8 	are 	hydrogen, 	or 	- 

pharmaceutically acceptable salt, solvate, or prodrug thereof, or 	-ny 

combination of two or more thereof; 

• instructions for using the same to prevent and/or treat a lysosom. storage 

disorder. 

26. The kit of Claim 25, wherein the lysosomal storage disor. -r is Gaucher's 

disease. 

27. The kit of Claim 26, wherein the compound is: 

OH F 

LF  HO t5  

or a pharmaceutically acceptable salt, or s• vate thereof. 

97 



CLAIMS 

What is claimed is: 

1. 	Use of a compound of Formula I: 

OH 
R7  

\ R1  R8  

--..,..., ....„z"......... 
N Re 

1 

\ R5  

wherein: 

R1  is C(R2)(R3)(R4); 

R2  is hydrogen, -OH or halogen; 

R3  is hydrogen, -OH, halogen or C1.8  alkyl; 

R4 	is 	halogen, 	C1_8 	alkyl, 	substituted 	C 	1.8 	alkyl, 	aryl, 	substituted 	aryl, 

alkylcycloalkyl or substituted alkylcycloalkyl; 

R3  and R4  may join with the carbon to which they are attached to form a 

cycloalkyl ring, which may be optionally substituted, preferably with halogen 

and more preferably with one or more fluorine atoms; 

R6  is hydrogen, C1_8  alkyl, substituted C1_8  alkyl, arylalkyl, substituted arylalkyl, 

alkylaryl, or substituted alkylaryl; 

Z is optional, when present Z is —(CH2)1_8—, —C(=0) —, —S(=O)2NH—, —S(=0)2— 

, 	—C(=S)NH—, 	—S(=O)2—CH2—, 	C(=0)—NH—, 	—S(=O)2-NR9—, 	—C(=0)C1-8  

alkylene or —C(=0)CH(NH2)CH2—I 

R9  is hydrogen, C1.8  alkyl or substituted C1_8  alkyl; 

R19  is hydrogen, C1.8  alkyl or substituted C1_8  alkyl; 

R5  is hydrogen, C1_8 alkyl, substituted C 1_8 alkyl, aryl, substituted aryl, C1-8 

alkenyl, 	substituted 	C 1_8 alkenyl, 	arylalkyl, 	substituted 	arylalkyl, 	alkylaryl, 

substituted alkylaryl, aminoarylalkyl or substituted aminoarylalkyl; 

R7  is —OH or halogen; and 
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R8  is hydrogen, halogen or C1..8  alkyl, 

provided that R2  and R3  cannot both be hydrogen when R4  is a halogen, Z is 

not present, R7  is —OH, R5, R°  and R8  are hydrogen 

in the manufacture of a medicament for treating a lysosomal storage disorder in a 

patient diagnosed with the same. 

2. 	The use of claim 1, wherein the compound is of Formula II: 

OH 
R7  
\R1  

R8  

N Re 

1 

\R5 

wherein: 

R1  is C(R2)(R3)(R4); 

R2  is hydrogen, -OH or halogen; 

R3  is hydrogen, -OH, halogen or —CH3; 

R4  is halogen, —CH3, phenyl, fluorophenyl, methylphenyl, cyclohexylmethyl, 

wherein when R4  is a halogen, both R2  and R3  cannot be hydrogen; 

R3  and R4  may join with the carbon to which they are attached to form a 

cycloalkyl ring, which may be optionally substituted with one or more halogen 

atoms; 

R6  is hydrogen, phenylalkyl or substituted phenylalkyl; 

Z is optional, when present Z is —(CH2)—, —C(=0) —, —S(=0)2NH—, —S(=0)2—, 

—S(=0)2—CH2—, C(=0)—NH—, —S(=O)2NR9—, —C(=S)-NH— or —C(=0)2—Ch12—, 

R9  is hydrogen or CH3; 

R1°  is hydrogen or CH3; 

R5  is hydrogen or aminophenylalkyl; 

R7  is -OH or halogen; and 

R8  is hydrogen, halogen or —CH3, 

provided that R2  and R3  cannot both be hydrogen when R4  is halogen, Z is not 

present, R7  is —OH, R5, R6  and R8  are hydrogen. 
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3. 	The use of claim 1, wherein the compound of Formula Ill: 

OH 
R7 	E 

111
0 R1  

R8  

%.%"...N.------- 
H 

wherein: 

R1  is C(R2)(R3)(R4); 

R2  is hydrogen, -OH or halogen; 

R3  is hydrogen, -OH, halogen or —CH3; 

R4  is halogen, —CH3, phenyl, fluorophenyl, methylphenyl, cyclohexylmethyl, 

wherein when R4  is a halogen, both R2  and R3  cannot be hydrogen; 

R3  and R4  may join with the carbon to which they are attached to form a 

cycloalkyl ring, which may be optionally substituted with one or more halogen 

atoms; 

R7  is -OH or halogen; and 

R8  is hydrogen, halogen or —CH3, 

provided that R2  and R3  cannot both be hydrogen when R4  is a halogen, R7  is 

—OH and R6  and R8  are hydrogen. 

4. 	The use of a compound of: 

OH F 
HO....„."----„A.LF 

N H 
OH 

HO 

40 
H 
OH OH 

HO  
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91-1 	OH 
HO.m 

N H 

OH OH 
HO 	. 

OH F 
HO 	

NJr 
H 
OH F 

HO.,CD 

N H 
OH F 

HO 

N H 
OH 

Ha1/4_,........, 

t‘r H 
OH 

HO. 

H 
OH OH 

HO.,>-....„..k 

H 
OH F F  

HO.,.....k.  

H 
OH F F  

H0.4_,A,,,)<F 

H 
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OH 
HO 	7 	F 

N 	F  H 
OH 

HO.2-,,,..„-F 

N H 
OH 

HO.....r.„
3

,7\ 
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or a pharmaceutically acceptable salt, or solvate thereof, or any combination of two 

or more thereof in the manufacture of a medicament for treating a lysosomal storage 

disorder in a patient diagnosed with the same. 

5. The use of Claim 4, wherein the compound is: 

OH F 
HO I

F 

N 
H 

or a pharmaceutically acceptable salt, or solvate thereof. 

6. The use of Claim 4, wherein the compound is: 

OH F 
HO 

or a pharmaceutically acceptable salt, or solvate thereof. 

7. The use of Claim 4, wherein the compound is: 
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OH 	F 
H04.,...-r 

N 
H 

or a pharmaceutically acceptable salt, or solvate thereof. 

8. The use of Claim 4, wherein the compound is: 

OH 	F 
HO 	- 

H 

or a pharmaceutically acceptable salt, or solvate thereof. 

9. The use of Claim 4, wherein the compound is: 

OH 
HO 	7  

101  

or a pharmaceutically acceptable salt, or solvate thereof. 

10. The use of Claim 1, wherein the lysosomal storage disease is Niemann-Pick 

disease. 

11. The use of Claim 1, wherein the lysosomal storage disease is Gaucher's 

disease. 

12. Use of a compound 

OH F 
HO F 

Th\J 
H 

or a pharmaceutically acceptable salt, or solvate thereof in the manufacture of a 

medicament for treating Gaucher's disease in a patient diagnosed with the same. 
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