or a pharmaceutically acceptable salt, solid form, solvate, hydrate, stereoisomer,
tautomer or racemic mixture thereof.

[0010d] In another aspect, there is provided use of a compound in the manufacture of a
medicament for improvement of the modified Rodnan skin score, reduction or
improvement of the skin thickness, reduction or improvement of skin induration,
improvement of the pulmonary function, improvement of the dermatology quality of
life index, improvement of the carbon monoxide diffusing capacity, improvement of the
Mahler Dyspnea index, improvement of the Saint George's Respiratory Questionnaire
score, improvement of the UCLA scleroderma clinical trial consortium gastrointestinal
tract score, improvement of flow-mediated dilatation or improvement or increase of the
six minute walk distance of a patient having scleroderma, wherein the compound is a
compound of formula I:

o/ 1

or a pharmaceutically acceptable salt, solid form, solvate, hydrate, stereoisomer,
tautomer or racemic mixture thereof.
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17.

The use of any one of claims 1-16, wherein the medicament is to be administered in

combination with a second active agent, which is an anti-inflammatory or immunomodulatory

compound.

18.

about 0.005 mg/kg to about 10 mg/kg of the patient’s body weight.

The use of any one of claims 1-17, wherein the effective amount of the compound I is

1€ Lloe-ofa oommannd.foetl ampebaotiue £ o raedicaraantf % plat by od g
AN pe o SES 3 CAVAT S 1t uu A X gu sy AN P & [L3g¥ass PRV S WA v N ¢ ¢ ¥ SN AV R
\ iyl P Q ol X waatihl M bhanoasd % W PEY 39

PR T i ST PEEIRROTY oS b (s i * DRI
; e 3 < v o RS s e ey et e P I Lo nfo Jeata

¥ fRv Sy et . P g ¥ ¥ N 5 TV 3
foantonsas.. Qleraa i 5 onas onge oy e exen caben bl oy £
[zegeaaw) X T x TR p s
T8 loeorf o enmpound - fortha manufosture ot amedicameant fop ating aetivitse afa T
Ze FELE Ko LA A vy v HAeR Y Bt Ty X
ol e b e a Smomat ; 4
&7 5 ¥ S ey I L3 ¥ X AT iy Y
s VNS 11 e asmsacentionllu acoantablo aalt  calid fne codunto 1 s

yEipT Ty gy § AT Y ; 8 DTEETTIN TP I 3 Y

4 VTR P o c vacamatethare
X () SN A a v MES ¥ S i GV LR caen A

86



