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. An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-

piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereocisomers and the acid addition salts thereof, for use in a method of treating
Gaucher disease (GD).

. An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-

piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereoisomers and the acid addition salts thereof, for use in a method of treating
Gaucher disease (GD), wherein said active pharmaceutical ingredient is
administered at 100 mg t.i.d, such as 200 mg t.i.d., such as 400 mg t.i.d.

. An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-

piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereoisomers and the acid addition salts thereof, for use in a method of treating
Gaucher disease (GD), wherein said active pharmaceutical ingredient is

administered at 300 mg/day, such as 600 mg/day, such as 1200 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said Gaucher disease (GD) is GD type 1 (GD1) or GD type 3
(GD3).

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said Gaucher disease (GD) is GD type 1 (GD1) or GD type 3

(GD3) with a deficient GBA enzyme activity below the lower limit of normal.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said Gaucher disease (GD) is GD type 1 (GD1).

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said Gaucher disease (GD) is GD type 1 (GD1) with signs of

brain involvement, such as with nonclinical signs of brain involvement.
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The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said Gaucher disease (GD) is GD type 3 (GD3).

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said Gaucher disease (GD) is GD type 3 (GD3) with signs of

brain involvement, such as with clinical signs of brain involvement.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said Gaucher disease (GD) is GD type 3 (GD3) with at least 1

neurological symptom.

An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-
piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereoisomers and the acid addition salts thereof, for use in a method of treating

hepatomegaly and/or reducing liver size.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said method is for treating hepatomegaly and/or reducing liver

size in a patient with Gaucher disease.

An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-
piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereoisomers and the acid addition salts thereof, for use in a method of treating

splenomegaly and/or reducing spleen size.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said method is for treating splenomegaly and/or reducing

spleen size in a patient with Gaucher disease.

An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-
piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereoisomers and the acid addition salts thereof, for use in a method of treating

hepatosplenomegaly and/or reducing liver size and reducing spleen size.
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The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said method is for treating hepatosplenomegaly and/or

reducing liver size and reducing spleen size in a patient with Gaucher disease.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said splenomegaly is splenomegaly with anaemia and

thrombocytopenia.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said hepatosplenomegaly is hepatosplenomegaly with anaemia

and thrombocytopenia.

An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-
piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereoisomers and the acid addition salts thereof, for use in a method of treating

anaemia and/or thrombocytopenia.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said method is for treating anaemia and/or thrombocytopenia in

a patient with Gaucher disease.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said patient with Gaucher disease is anemic.

An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-
piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereocisomers and the acid addition salts thereof, for use in a method of

increasing haemoglobin.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said method is for increasing haemoglobin in a patient with

Gaucher disease.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said method is for increasing haemoglobin comprises
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administering said active pharmaceutical ingredient at a dosage of 600 mg/day
(200 mg t.i.d.) or above; such as at a dosage of 600 — 900 mg/day (200-300 mg
t.i.d.) or 900-1200 mg/day (300-400 mg t.i.d.).

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said method is for increasing haemoglobin comprises
administering said active pharmaceutical ingredient at a dosage of 600 mg/day
(200 mg t.i.d.) or 1200 mg/day (400 mg t.i.d.).

An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-
piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereoisomers and the acid addition salts thereof, for use in a method of

reducing serum chitotriosidase activity.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said method is for reducing serum chitotriosidase activity in a

patient with Gaucher disease.

An active pharmaceutical ingredient selected from N-[2-hydroxy-3-(1-
piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride, its
stereoisomers and the acid addition salts thereof, for use in a method of

increasing glycosylsphingosine (lyso-Gb1).

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said method is for increasing glycosylsphingosine (lyso-Gb1) in

a patient with Gaucher disease.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said treatment dose-dependently reduces liver size.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said treatment dose-dependently reduces spleen size.
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The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said treatment dose-dependently reduces chitotriosidase

activity.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said treatment time-dependently increases haemoglobin.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the individual has not been treated for Gaucher disease within
the preceding 4 months, such as with enzyme replacement therapy and/or
substrate replacement therapy; or wherein the individual to be treated has not
previously been treated for Gaucher disease, such as with enzyme replacement
therapy and/or substrate replacement therapy; such as wherein the individual to
be treated is naive to treatment with enzyme replacement therapy and/or

substrate replacement therapy.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said treatment is prophylactic, curative or ameliorating.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said active pharmaceutical ingredient is the racemate of N-[2-

hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said active pharmaceutical ingredient is an optically active
stereoisomer of N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-

carboximidoyl chloride.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said active pharmaceutical ingredient is an enantiomer of N-[2-

hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl chloride.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said active pharmaceutical ingredient is selected from the

group consisting of
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(+)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride, and
(-)-(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl

chloride.

40. The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said active pharmaceutical ingredient is selected from the
group consisting of
(2)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride, (E)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-
carboximidoyl chloride,
(2)-(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoy!
chloride; and
(E)-(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl

chloride.

41. The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said active pharmaceutical ingredient is an acid addition salt of
N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl

chloride.

42. The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said active pharmaceutical ingredient is selected from the
group consisting of
N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride citrate, and
N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl

chloride maleate.

43. The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said active pharmaceutical ingredient is selected from the
group consisting of
(+)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl

chloride citrate;
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(-)-(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride citrate;
(+)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride maleate; and
(-)-(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl

chloride maleate.

44, The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein said active pharmaceutical ingredient is selected from the
group consisting of
(2)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride citrate;
(E)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride citrate;
(2)-(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoy!
chloride citrate;
(E)~(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride citrate;
(2)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride maleate;
(E)-(R)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride maleate;
(2)-(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoy!
chloride maleate; and
(E)~(S)-N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl

chloride maleate.

45. The active pharmaceutical ingredient for use according to any one of the

preceding claims, wherein said active pharmaceutical ingredient is arimoclomol.

46. The active pharmaceutical ingredient for use according to any one of the

preceding claims, wherein said active pharmaceutical ingredient is arimoclomol
citrate.
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The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered

orally.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is formulated for oral
administration, such as in the form of tablets or capsules, or such as an oral
powder, such as an oral powder suitable for suspension in a liquid, or such as
as a suspension for oral administration.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered

daily, such as once daily, such as twice daily, such as three times daily.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered

three times daily (t.i.d).

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered
at a per administration dose of about 100 mg to about 400 mg, such as about
100 mg, 200 mg or 400 mg.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered
at 100 mg t.i.d., such as 200 mg t.i.d., such as 400 mg t.i.d.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered
at 200 mg t.i.d.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered
at 100 mg t.i.d.
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The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered
at 400 mg t.i.d.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered
at a daily dosage of about 100 mg/day to about 200 mg/day, such as about 200
mg/day to about 300 mg/day, such as about 300 mg/day to about 400 mg/day,
such as about 400 mg/day to about 500 mg/day, such as about 500 mg/day to
about 600 mg/day, such as about 700 mg/day to about 800 mg/day, such as
about 800 mg/day to about 900 mg/day, such as about 900 mg/day to about
1000 mg/day, such as about 1000 mg/day to about 1100 mg/day, such as about
1100 mg/day to about 1200 mg/day.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered
at a daily dosage of 300 mg/day, such as 600 mg/day, for example 1200
mg/day.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered

at a daily dosage of 300 mg/day.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered

at a daily dosage of 600 mg/day.

The active pharmaceutical ingredient for use according to any one of the
preceding claims, wherein the active pharmaceutical ingredient is administered

at a daily dosage of 1200 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered in hard

capsules of 25 mg, 50 mg, and 100 mg.
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The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a

patient with Gaucher disease having a body weight of = 10 kg.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a

patient with Gaucher disease in weight-adjusted dosages.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 10 kg to < 30 kg.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 10 kg to <30 kg at a
dosage of 25 mg t.i.d., corresponding to a dosage of 75 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 10 kg to <30 kg at a
dosage of 50 mg t.i.d., corresponding to a dosage of 150 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 10 kg to < 30 kg at a
dosage of 100 mg t.i.d., corresponding to a dosage of 300 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 30 kg to < 50 kg.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 30 kg to < 50 kg at a
dosage of 50 mg t.i.d., corresponding to a dosage of 150 mg/day.
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The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 30 kg to < 50 kg at a
dosage of 100 mg t.i.d., corresponding to a dosage of 300 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 30 kg to <50 kg at a
dosage of 200 mg t.i.d., corresponding to a dosage of 600 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a

patient with Gaucher disease having a body weight of 50 kg to < 70 kg.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 50 kg to < 70 kg at a
dosage of 75 mg t.i.d., corresponding to a dosage of 225 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 50 kg to < 70 kg at a
dosage of 150 mg t.i.d., corresponding to a dosage of 450 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of 50 kg to < 70 kg at a
dosage of 300 mg t.i.d., corresponding to a dosage of 900 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of = 70 kg.
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The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of = 70 kg at a dosage of

100 mg t.i.d., corresponding to a dosage of 300 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of = 70 kg at a dosage of

200 mg t.i.d., corresponding to a dosage of 600 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease having a body weight of = 70 kg at a dosage of

400 mg t.i.d., corresponding to a dosage of 1200 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said a patient with Gaucher disease is of age = 4 and < 60

years.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein said a patient with Gaucher disease is of age 4 to 6 years, such
as 6 to 8 years, such as 8 to 10 years, such as 10 to 12 years, such as 12 to 14

years, such as 14 to 16 years, such as 16 to 18 years.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a

patient with Gaucher disease in age-adjusted dosages.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a

patient with Gaucher disease aged >18 years.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein the active pharmaceutical ingredient is administered to a
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patient with Gaucher disease aged >18 years at a dosage of 100 mg t.i.d.,

corresponding to a dosage of 300 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease aged >18 years at a dosage of 200 mg t.i.d.,

corresponding to a dosage of 600 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered to a
patient with Gaucher disease aged >18 years at a dosage of 400 mg t.i.d,,

corresponding to a dosage of 1200 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the maximum predicted AUCo-s hrs (High dose) is within about

80.00% to about 125.00% of a AUCo-8 hrs of 6 to 9 pg-h/mL, after administration
of a single dose, such as about 6 to 6.5, such as about 6.5 to 7, such as about
7 to 7.5, such as about 7.5 to 8, such as about 8 to 8.5, such as about 8.5t0 9

pg-h/mL, after administration of a single dose.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein AUCo-s hrs, steady state is within about 80.00% to about 125.00% of
a AUCo-8 hrs, steady state of about 1000 h-ng/mL, after administration of 300
mg/day; such as within about 80.00% to about 125.00% of about 700 to 1300
h-ng/mL, such as of about 800 to 1200 h-ng/mL, such as of about 900 to 1100
h-ng/mL, after administration of 300 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein AUCo-s hrs, steady state is within about 80.00% to about 125.00% of
a AUCo-8 hrs, steady state of about 2000 h-ng/mL., after administration of 600
mg/day, such as within about 80.00% to about 125.00% of about 1700 to 2300
h-ng/mL, such as about 1800 to 2200 h-ng/mL, such as about 1900 to 2100
h-ng/mL after administration of 600 mg/day.
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The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein AUCo-8 hrs, steady state is within about 80.00% to about 125.00% of
a AUCo-8 hrs, steady state Of about 5100 h-ng/mL, after administration of 1200
mg/day, such as within about 80.00% to about 125.00% of about 4500 to 5700
h-ng/mL, such as 4500 to 4600 h-ng/mL, such as 4600 to 4700 h-ng/mL, such
as 4700 to 4800 h-ng/mL, such as 4800 to 4900 h-ng/mL, such as 4900 to 5000
h-ng/mL, such as 5000 to 5100 h-ng/mL, such as 5100 to 5200 h-ng/mL, such
as 5200 to 5300 h-ng/mL, such as 5300 to 5400 h-ng/mL, such as 5400 to 5500
h-ng/mL, such as 5500 to 5600 h-ng/mL, such as 5600 to 5700 h-ng/mL after
administration of 1200 mg/day.

The active pharmaceutical ingredient for use according to any of the preceding
claims, wherein the active pharmaceutical ingredient is administered for 1 week
such as more than 1 week, such as 2 weeks or more than 2 weeks, such as 3
weeks or more than 3 weeks, such as 4 weeks or more than 4 weeks,

such as for 1 month or more than 1 month, such as 2 months or more
than 2 months, such as 3 months or more than 3 months, such as 4 months or
more than 4 months, such as 5 months or more than 5 months, such as 6
months or more than 6 months,

or such as for 1 year or more than 1 year.

The active pharmaceutical ingredient for use according to any of the preceding

claims, wherein the active pharmaceutical ingredient is administered for at least
6 months, such as for at least 9 months, such as for at least 1 year, such as for
at least 18 months, such as for at least 2 years, such as for at least 3 years,

such as for at least 4 years, such as for at least 5 years or more.

A method of treating Gaucher disease (GD), said method comprising one or
more steps of administering an active pharmaceutical ingredient selected from
N-[2-hydroxy-3-(1-piperidinyl)-propoxy]-pyridine-1-oxide-3-carboximidoyl
chloride, its sterecisomers and the acid addition salts thereof, to an individual in

need thereof.



