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(57) ®opmyna u3oOpeTeHust
1. Crtoco6 nevyenus mpomdepaTHBHOTO HAPYIIECHUS WITH APYTHUX MaTOJIOTUIECKUX
COCTOSIHMM, OTIOCPEIOBAHHBIX aKTUBHOCTBIO KMHA3 Ber-Abl, ¢-Kit, DDR1, DDR2 unu PDGF-
R, BKITFOUAOIIHIA TIEpOpaIbHOE BBeeHUE 2 (DEKTUBHOM 03I MUPUMUAMIIAMUHOOEH3aMUIA

dhopmysr (I):

L
rae (a) Py o6o3HavaeT 3-mupuan;
R 0603Ha4aeT BOIOPO/I, (HU3IIL )aJIKKUII, (HU3III. ) AJIKOKCH(HU3IIL. ) AJTKUJI, AalUTOKCU(HU3III. )

aJIKWJI, KapOOKCH(HU3IIL )aIKHII, (HU3III. ) A IKOKCUKA POOHMIT(HU3IIL ) aJTKUIT WA (PeHUIT(HHU3IIL. )
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AJTKUIL;
R, o603HauaeT BOAOPOI, (HU3IIL. )aJIKWII, HE0Os3aTeIbHO 3aMEIEHHBIN OJTHUM WU OoJiee

OJWHAKOBBIX UJIK PA3JIMYHBIX PaAIUKAJIOB R3, HUKIIOAJIKUII, 6CH30HI/IKJ'I02U'IKI/IJ'I, T'CTCPOUUKIINII,

apwJ1, WIK MOHO- UJIM OUIUKJIMUYECKYIO TeTepOapUIIbHYIO TPYIIITY, COAEPIKAIILYIO HOJIb, OJIUH,
JIBa UJIM TPU KOJIBLEBBIX AaTOMOB a30Ta U HOJIb UJIM OJIMH ATOM KMCIIOPO/1a U HOJIb WK OJIMH
ATOM Cepbl, [IPY ITOM YKA3aHHBIE IPYIIIbI B KAXA0M CIIydae SBJISIOTCS HE3aMEIIIEHHbIMU WU
MOHO- WJIU TTOJIM3aMEIICHHBIMU; U

R3 0003Ha4aeT ruAPOKCUTpyIITY, (HU3LI. )AIKOKCUT PYIIITY, AUJIOKCUTPYIIILY,

KapOOKCUTPYIIITY, (HU3II. )AIKOKCUKapOOHWI, Kapoamous1, N-MoHO- win N,N-1u3aMenieHHbIH
KapOaMouWI, aMUHOTPYIIIY, MOHO- WIH AU3aMEIIEHHYI0 AMUHOTPYIIITY, [IUKIIOAJIKHUII,
FEeTEPOLMKIIAIL, APUJT UM MOHO- WJIM OULIUKIIMYECKUI TE€TEPOAPUIT, COJIEPKAIIUI HOJIb, OJUH,
JIBA WY TPU KOJIBLEBBIX ATOMOB a30Ta U HOJIb UJIM OJIMH aTOM KHKCJIOPO1a U HOJIb WU OJWH
aTOM CEPBI, IIPY 3TOM YKa3aHHbIE IPYIIIBI B KAXKIOM CI1y4ae ABJISIOTCSA HE3aMELLIEHHBIMU WU
MOHO- WJIM NOJIM3aMEILIEHHBIMU;

wn r1ie Ry u R, BMecTe 0003HaYAIOT AJIKUJIEH, co/ieprKallui 4, 5 Uiu 6 aTOMOB yIliepoJa,

Heo0s3aTeIbHO MOHO- W JU3aMEIIEHHBIN (HU3IIL. )aJIKUIOM, IUKIOATKHUIIOM,
TETEPONUKIIUIOM, (PEHUIIOM, THIAPOKCUT PYIIITON, (HU3IIL )aJIKOKCUTPYTITION, AMUHOTPYIIITON,
MOHO- WY JU3AMEIIEHHOW AMUHOTPYIIIIONW, OKCOTPYIIION, TMPUIUIIOM, TIUPA3UHUIIOM WJIUA
MMUPUMMIMHUIIOM; OCH3aJIKHUIICH, COJICPIKAIINIM YEThIPE UM MSTh AaTOMOB YIJICPOAa;
OKCAKaJIKWJICH, COJIEPKAIIMNA OOUH aTOM KHCIIOPO1a U TPU UIIK YEThIPE aTOMA YIJIEPOAA; UIIU
a3aaJIKWJICH, COJIEpKAIMKA OJIMH ATOM a30Ta U TPHU WJIK YEThIPE aTOMa Yriiepojia, e aToM
a30Ta SIBJISICTCS He3aMEeIlIEHHBIM WIIA 3aMEIICHHBIM (HUBIIL )aJTKUIIOM, (PeHUIT(HU3IIL. )aJIKHITOM,
(HM3IIL )aJIKOKCUKApOOHWI(HU3IIL. )aJIKUIIOM, KapOOKCH(HM3IIL. )aJIKHUIIOM, KapOaMOUI(HU3IIIL. )
ankuiioM, N-MoHO- uin N,N-1u3aMeneHHbIM KapOaMOuI(HU3IIL. )AIKUIIOM, IUKITOATKUIIOM,
(HM3I11.)aJIKOKCUKapOOHUIIOM, KapOOKCUTPYIITION, PEHUITOM, 3aMEIICHHBIM (heHUIIOM,
MMUPUIAHUIOM, TIMPUMUIMHUIOM WIIM TTMPA3UHUIIOM;

R4 0603HauaeT BOOOPOA, (HU3ILI. )aTKUJI UITK TaJIOTEH;

WU
(6) Py o60o3Hauaer S-nmupumuanil, Ry o6o3Hauaer Bogopo, R, o6o3nauaer [[(3S)-3-

(IMMEeTUIIAMUHO)- | -TuppoMIMHWI [MeTU |-3-(TpudTopmeTuit)deHun, u R4 o603Hauaer

METUIT,

WM ero (papManeBTUUECKH ITPUEMIIEMO COJTM U He00s13aTeIbHO (DapManeBTUIECKU
MIPUEMJIEMBIX HOCUTEJIEH, TUCTIEPTUPOBAHHBIX B COCTaBE Ha OCHOBE (DPYKTOB, MALUCHTY-
YEeJIOBEKY, HY)KJAIOIIEMYCSI B 3TOM.

2. Cnioco0 1o 1.1, rae nupuMuInIaMuHoOeH3aMu 0003HavaeT 4-mMeTui-3-[[4-(3-
MAPUANMHNAI )-2-TUPUMUAIUHKIT |aMUHO |-N-[ 5-(4-meTtuit- 1 H-umumazonn-1-um)-3-(tpudropmeTiin)
dbennn|0eH3aMuI.

3. Crioco0 mo 1.2, r/ie MUpUMHINIaMUHOOEH3aMU/] UCTIOIB3YIOT B (hOpMe MOHOTHIpATa
TUAPOXIIOPUAA.

4. Cnioco6 no mobomy U3 . 1-3, rae npoiudepaTUBHOE HAPYIIEHHE WU APYroe
MMaTOJIOTUYECKOE COCTOSTHHUE BRIOMPAIOT U3 MEJIAHOMBI, paka MOJIOYHOM JKeJle3bl, paka
000/IOUHOM KUIIIKH, paKa JErKUX, paKka MmpeacTaTelIbHOM kelle3bl Wik rapkombl Kaorm,
KEITYTOUHO-KHIIIEYHBIX CTPOMaIbHBIX oryxoJiett (GIST), ocTporo Myueno01acTHOTO JIeiKo3a
(AML), netiko3a, YyBCTBUTEIILHOTO K MHTMOUPOBAHUIO TUPO3UHKUHA3KI Abl, ME30TEITMOMBEI,
CUCTEMHOI'0 MaCTOIMTO3a, Threpa03uHopuIbHOTO cuHapoMa (HES), pubpo3za, peBMaTOMIHOTO
apTpUTa, HOJIMAPTPUTA, CKIIEPOAEPMUM, KPACHON BOJTYAHKH, PEAKIIMUA «TPAHCIUIAHTAT IIPOTHUB
X03sIMHa», HeMpohuOpomMaTosa, JIETOUHOM rUrepTeH3ud, 00Ie3HU AbIreMepa, CEeMUHOM,
JIUCTEPMHUHOM U TICOpHa3a.

5. Croco6 mo mrob6omy u3 mi. 1-3, rae nponaudepaTUBHOE HAPYIIEHUE WA IPYTOe
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MaToJiornyeckoe cocrtosinue Beiouparot u3z GIST, CML, Ph+ALL, cuctTeMHOro MacTouTO34a,
HES, ¢pubpo3a, ckiepoaepmsbl, HeiipohuOpomaTosa 1 JISTOUHOM TUIIePTEH3UH.

6. Crioco0 110 11.1, T/1e TaMeHTOM-4eJIOBEKOM SIBJISIETCS TIOKUIION YeJIOBEK WM PeOCHOK.

7. Cnioco0 1o 1.1, rae cocTaBOM Ha OCHOBE (PPYKTOB SABIISIETCS PPYKTOBBIN COK, COYC WU
MIOPE U3TOTOBJICHHBIN U3 (PPYKTOB.

8. Crmoco0 110 11.1, T/1e COCTAaBOM Ha OCHOBE (DPYKTOB SIBIISICTCS SIOJIOUHBIN COYC.

9. KommMmepueckas ynnakoBKa, cojieprKalias IipuMuanIaMuHooen3zamua popmyis |

/ N
N
{2
v I NH
Ry
|l
S
B

M
rae (a) Py o6o3Havaet 3-nmupuaui,
R 0603Ha4aeT BOIOPO/T, (HU3IIL )aJIKWIT, (HU3III. ) AJIKOKCH(HU3IIL. ) AJTKUJI, AalUTOKCU(HU3III. )

AJIKUIT, KapOOKCU(HU3IIL. )aJIKWIT, (HU3IIL. )JaJIKOKCUKAPOOHWIT(HU3IIL. ) A TKUIT UJIH (DeHUIT(HU3III. )
AJIKWII,
R, o603HauaeT BOAOPOI, (HU3IIL. )aJIKWII, HE0Os3aTeIbHO 3aMEIIEHHBIN OJTHUM WK OoJiee

OJWHAKOBBIX WK PA3JIMYHBIX PadUKaJIOB R3, HUKJIOAJIKHNII, 6€H30LII/IK.HO&.HKI/IJ'I, T'CTCPOUUKIINII,

apuJ1, WIK MOHO- UM OUIUKIIMUECKYIO TeTePOaPUIIbHYIO TPYIIITY, COIEPIKAIIYIO HOJIb, OJIUH,
JIBA WJIM TPU KOJIbLIEBBIX AaTOMOB a30Ta U HOJIb UJIM OJJMH aTOM KUCJIOPOJia U HOJIb UJIU OJIUH
ATOM CepBbl, ITPU ITOM YKa3aHHBIE TPYIIIHI B KAXIO0M CIIydae SBJISIOTCS He3aMEIIEHHbIMU WU
MOHO- WJIY TTOJIM3aMEIlIeHHBIMU, U

R3 0603HavaeT ruAPOKCUTPYIITY, (HU3LI. )AIKOKCUT PYIIITY, AUJIOKCUTPYIIILY,

KapOOKCUTPYIIITY, (HU3III. )AJIKOKCUKapOOHWI, KapOamous1, N-MoHO- Wi N,N-1u3aMenieHHbIA
KapOaMOWII, aMUHOT PYIIITY, MOHO- WJIM TU3aMEIICHHYIO aMUHOTPYIIITY, IUKIOAIKHII,
FETEPOLMKIINTI, APUJT UJIIU MOHO- WJIW OULMKITMYECKUI TeTEPOaAPUII, COJIEPKAIIUI HOJIb, OJIUH,
JIBa WJIK TPU KOJIBLEBBIX aTOMOB a30Ta ¥ HOJIb WJIM OJIMH ATOM KHUCIOPOJa U HOJIb WJIW OJUH
ATOM CEPBI, IIPU ITOM YKA3aHHBIE TPYIIIbI B KAXKIOM CIy4ae SIBIISTFOTCS] HE3aMEILIEHHBIMU WU
MOHO- WJIY MTOJIM3aMEIICHHBIMU,

wim rae Ry u R, BMecTe 0003HAa4alOT aJIKWIEeH, coAepkaliui 4, S i 6 aToMOB yTIiiepoja,

HeoO0s13aTeJIbHO MOHO- WM IU3aMEIIeHHbBIN (HU3IIL )aJIKUIOM, IIUKI0ATIKUIIOM,
TETEPONUKIIUIOM, (PEHUIIOM, THAPOKCUT PYITIION, (HU3IIL )aJIKOKCUTPYIIIION, AMUHOTPYITITOH,
MOHO- WY JU3AMEIIEHHOW aMUHOTPYIIIIONU, OKCOTPYMIION, TMPUAUIIOM, IIMPA3UHUIIOM WJIHA
MUPUMUIUHUIIOM; OEH3AJIKWICH, COJIEPIKAIIMM YEeThIPE WU MSITh AaTOMOB YIJIEPOAA;
OKCAaKaJIKWJIEH, COAEPKAIIMI OJIMH aTOM KUCIIOPO/Ia U TPHY UJIM YEThIPE aTOMA YIJIEPOa;
WJIY A32JIKWICH, COACPKAIIMI OAUH aTOM a30Ta U TPU WK YEThIPE aTOMA yIJIEPOIA, T1Ie
aTOM a30Ta SBJISETCS He3aMeIEHHBIM WM 3aMEIIeHHBIM (HU3IIL )aIKUIOM, (DEHUIT(HU3III.)
AJIKWIIOM, (HU3IIL. )aJIKOKCUKA PO OHUI(HU3IIL )aJIKMIIOM, KapOOKCH(HU3IIL. )aJIKUIOM, KapOaMOouI
(au31L. )ankuiaoM, N-moHo- ui N,N-113aMenieHHbIM KapOaMOoWI(HU3IIL )aJIKUIOM,
IIUKJIOATKUIIOM, (HU3IIL.)aIKOKCUKaPOOHUIIOM, KapOOKCUTPYITIOH, (peHMIIOM, 3aMellIeHHBIM
(heHUIIOM, MUPUAUHWIIOM, TMPUMUIVMHUIIOM WA TTMPA3UHUIIOM,

R4 0603HauaeT BOAOPOA, (HU3IIL )aIKUII UK TaJIOTeH,

/i€ MpUCTaBKa «(HU3IIL)» 0003HAUYAET PaJIUKal, COJAEPIKaIlMii He OoJiee 7 aTOMOB YIJIepo/a,
WIH
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(6) Py o60o3Hauaer S-mupumuanii, Ry o6o3Hauaet Bogopo, R, o6o3nauaer [[(3S)-3-
(TMMeTUITaMUHO)- | -uppouIuHII [ MeTHIT|-3-(Tpud TopmeTiin)penurt, u R4 0003Ha"waeT MeTui,

WK ero (papManeBTUUECKH ITPUEMIIEMYIO COJIb, COOTBETCTBEHHO, BMECTE C MHCTPYKIMEH
0 AMCTIEPTUPOBAHUIO coeTMHEHUsT (DopMyIThI | Min ero papmMarneBTUYECKH IPUEMIIEMOM COJTH

B COCTaBE Ha OCHOBE ()PYKTOB.
10. IMupumumunamuaOOeH3aMUT POpMyITBI |

/ N
-
P
v I NH

Ry
| il
LI

B

rae (a) Py o60o3Hauaet 3-nupuauni,
R 0603Ha4aeT BOIOPO/I, (HU3IIL. )aJIKWII, (HU3II. ) AJIKOKCU(HU3IIL. ) AJTKUJI, AlUTOKCU(HU3III. )

aJIKWJI, KapOOKCU(HU3IIL )aTKUII, (HU3III. ) A IKOKCUKAPOOHUIT(HUBIIL )aJTKUIT WA (PeHUIT(HU3IIL. )
AJIKUII,
R, o603HauaeT BOAOPOI, (HU3IIL. )aJIKWII, HE00s3aTeIbHO 3aMELIEHHBIN OJTHAM WU OoJiee

OJWHAKOBBIX UJIK PA3JIMYHBIX PaATUKAJIOB R3, OHUKJIOAJIKHUII, 6CH30HI/IKJ'I02U'IKI/IJ'I, reTCpOUUKIINII,

apwJ1, WIK MOHO- UJIM OUIMKJIMYECKYIO TeTePOaPUIIbHYIO TPYIIITY, COAEPIKAILYIO HOJIb, OJIUH,
JIBa UJIM TPU KOJIBLEBBIX ATOMOB a30Ta U HOJIb UJIM OJIMH ATOM KMCIIOPO/1a U HOJIb WK OJIMH
ATOM Cepbl, IIPY ITOM YKA3aHHBIE TPYIIIbI B KAXA0M CIIydae SBJISIOTCS HE3aMEIIEHHbIMU WU
MOHO- WU TTOJIM3aMEIICHHBIMU, U

R3 0003Ha4aeT ruAPOKCUTpyIITY, (HU3LI. )AIKOKCUT PYIIITY, AUJIOKCUTPYIIILY,

KapOOKCUTPYIIITY, (HU3IIL. )AJIKOKCUKapOOHWI, Kapoamous1, N-MoHO- win N,N-1u3aMenieHHbIA
KapOaMOWI, aMUHOTPYIIIY, MOHO- WM AU3aMEIICHHYI0 AMUHOTPYIIITY, [IUKIIOAJIKHUII,
FETEPOLMKIINAIL, APUJT UIIM MOHO- WJIM OULUKIIMYECKUI TeTEPOAPUIT, COJIEPKAIIUI HOJIb, OJIUH,
JIBA WY TPU KOJIBLIEBBIX ATOMOB a30Ta U HOJIb UJIK OJIMH aTOM KHCJIOPO/1a U HOJIb WM OJIUH
aTOM CEPBI, IIPY 3TOM YKa3aHHbIE IPYIIIBI B KAXKIOM CIIy4ae ABJISIOTCSI HE3aMEILLIEHHBIMU WUIIU
MOHO- WJIM ITOJIM3aMEILLIEHHBIMU,

wm r1ie Ry u R, BMecTe 0003HaYAIOT JIKUJIEH, co/iepKaliui 4, 5 uiau 6 aTOMOB yIiiepoJa,

HeOo0s3aTeIbHO MOHO- WJIH JU3aMEIISHHBIN (HU3IIL. ))aJIKUIOM, IUKIOATIKHUIIOM,
TeTEPOUUKIIUIOM, (PEHUIIOM, THIPOKCUT PYITITON, (HU3IIL. )aJIKOKCUTPYTITION, AMUHOTPYIIIION,
MOHO- WY JU3aMEIIEHHOW AMUHOTPYIIIIONW, OKCOTPYIIION, TMPUIUIIOM, IIMPA3UHUIIOM WJIUA
MMUPUMMIMHUIIOM; OCH3aIKUIICH, COJICPIKAIIMI YEThIPE UM MSITh AaTOMOB YIJIEPOAa;
OKCaaKaJIKWJIEH, COAEPKAIIMNA OJIMH ATOM KUCIOPOJa U TPU WK YEThIPE aTOMA yIJIEPOJA;
WJIA a3aaJIKWIJIEH, COJICPIKAIIMI OMH aTOM a30Ta U TPU WM YETHIPE aToOMa yIrjiepoaa, Iae
aTOM a30Ta SIBIISICTCS He3aMEIIeHHBIM MJIU 3aMEIIEHHBIM (HU3III. )aTKUIOM, (DeHUIT(HU3IIL. )
AJIKWIIOM, (HU3III.)aJIKOKCUKAPOOHUI(HU3IIL )aJIKMIIOM, KapOOKCH(HU3IIL. )aJIKUIIOM, KapOaMouT
(am31L. )ankuiaoM, N-moHo- uin N,N-113aMenieHHbIM KapOaMOWI(HU3IIL )aJIKUIIOM,
[UKJTOATTKUIIOM, (HU3IIL.)aIKOKCUKaPOOHUIIOM, KapOOKCUTPYIIOH, (peHUIIOM, 3aMellIeHHBIM
(heHUIIOM, MUPUIUHUIIOM, TMPUMHUIVMHUIOM WIIM IIUPAZHHUIIOM,

R4 0603HauaeT BOOOpOA, (HU3IIL. )aIKUJI UK TaJIOTeH,

WU
(6) Py o60o3Hauaer S-nmupumuanil, Ry odo3Hauaer Bogopon, R, o6o3nauaer [[(3S)-3-

(TMMeTUIIaMUHO)- 1 -nupposuanHui Jmetun|-3-(Tpudropmeruin)berns, u R4, 0603HayaeT MeTuiI,
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WY eT0 (hapManeBTUIECKU ITpUeMIIeMast COJTb TS JICUESHUS TIPOJTUEPATUBHOTO HAPYIIICHHUS
Y IPYTUX NaTOJIOTUUYECKUX COCTOSIHUM, OTTIOCPEIOBAHHBIX aKTUBHOCTHIO KMHA3 Ber-Abl, c-Kit,
DDR1, DDR2 nimmu PDGF-R, npudem coeaunenue (I) unm ero papmaneBTHUECKH IIpHeMIIeMast
COJIb M He0Os13aTeIbHO (papMalieBTUUECKU MPUEMJIEMbIE HOCUTEIH JUCTIEPTUPOBAHBI B COCTABE
Ha OCHOBE (PPYKTOB.
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