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in the preparation of a medicament for the treatment of plexiform neurofibroma, wherein,

R, is 4-pyrazinyl; 1-methyl-1H-pyrrolyl; amino- or amino-lower alkyl-substituted phenyl, wherein
the amino group in each case is free, alkylated or acylated; 1H-indolyl or 1H-imidazolyl bonded at a
five-membered ring carbon atom; or unsubstituted or lower alkyl-substituted pyridyl bonded at a ring
carbon atom and unsubstituted or substituted at the nitrogen atom by oxygen;

R, and R; are each independently of the other hydrogen or lower alkyl;
one or two of the radicals R4, Rs, R¢, R7 and Rg are each nitro, fluoro-substituted lower alkoxy or a

radical of formula II

-N(Ro)-C(=X)-(Y)n-Rio (D);

wherein,
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Ry is hydrogen or lower alkyl,

X is oxo, thio, imino, N-lower alkyl-imino, hydroximino or O-lower alkyl-hydroximino,

Y is oxygen or the group NH,

nis 0 or 1 and

R is an aliphatic radical having at least 5 carbon atoms, or an aromatic, aromatic-aliphatic,
cycloaliphatic, cycloaliphatic-aliphatic, heterocyclic or heterocyclic-aliphatic radical,

and the remaining radicals R4, Rs, Rg, R; and Rg are each independently of the others hydrogen,
lower alkyl that is unsubstituted or substituted by free or alkylated amino, piperazinyl, piperidinyl,
pyrrolidinyl or by morpholinyl, or lower alkanoyl, trifluoromethyl, free, etherified or esterifed
hydroxy, free, alkylated or acylated amino or free or esterified carboxy,

or of a salt of such a compound having at least one salt-forming group, wherein the therapeutically

effective dose of the compound is on the order of between about 200 mg to about 500 mg and the

dose of the compound is for administration to a patient at least once per day.

2. The methoduse according to claim 1, wherein the compound is a pharmaceutically acceptable
salt of Formula 1.

3. The methoduse according to claim 2, wherein the pharmaceutically acceptable salt of

Formula 1 is a mesylate salt.
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74. The methoduse according to claim 1, wherein the therapeutically effective dose of the

compound according to Formula 1, is on the order of between about 350 mg to about 450 mg and the

dose of the compound is administeredfor administration to at patient at least once per day.

85. The methoduse according to claim 1, wherein the therapeutically effective dose of the
compound according to Formula 1, is about 400 mg and the dose of the compound is administeredfor
administration to a patient twice per day.

96. A-method-of treatime plextorm-ncurotibromacomprising-the steps-of:

——providingUse of at least one -therapeutically effective dose of a compound according

to Formula 2:

i
N
ILTH3 [ j
N
HN
8]
2)

in the preparation of a medicament for the treatment of plexiform neurofibroma, wherein the

therapeutically effective dose of the compound is on the order of between about 200 mg to about 500

mg and the dose of the compound is for administration to a patient at least once per day.

107.  The methoduse according to claim 96, wherein the compound is a pharmaceutically

acceptable salt of Formula 2.

. : hod ; i Ofarther inclading .

31



+48.  The methoduse according to claim 96, wherein the therapeutically effective dose of the
compound according to Formula 2, is on the order of between about 350 mg to about 450 mg and the

dose of the compound is administeredfor administration to at patient at least once per day.

159. The methoduse according to claim 96, wherein the therapeutically effective dose of the
compound according to Formula 2, is about 400 mg and the dose of the compound is administeredfor

administration to a patient twice per day.

——providingUse of at least one -therapeutically effective dose of a compound according

to Formula 3:

i
CH, [Nj
N
HN
O - CH_SO_H
(&)
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in the preparation of a medicament for the treatment of plexiform neurofibroma, wherein the

therapeutically effective dose of the compound is on the order of between about 200 mg to about 500

mg and the dose of the compound is for administration to a patient at least once per day.

2011. The methoduse according to claim +610, wherein the therapeutically effective dose of the
compound according to Formula 3, is on the order of between about 350 mg to about 450 mg and the
dose of the compound is administeredfor administration to at patient at least once per day.

2412, The methoduse according to claim +610, wherein the therapeutically effective dose of the
compound according to Formula 3, is about 400 mg and the dose of the compound is administeredfor

administration to a patient twice per day.
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