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1. Coequnenue popmysl |

R o A
O e

rac:

L

R! MIPEICTaBIISIET CO0OM (peHMIT, He0OA3aTETbHO 3aMEIICHHBIN OTHOM WK O0JIee TPYIIaMy,
BBIOPAHHBIMU U3
C_gankuna, -OC,_4ankuna, rajgoreHa, -OC;_4rajoreHajIKujia Ui METUJIEHIMOKCH;

THO(EeHUI, He0OA3aTEIIPHO 3aMEIICHHBIN OJTHON Ui 00JIee METAIbHBIMM IPYIIITAMU;
6eH3z0(ypaHut; UHAOIUIT; WK Cq_y4 aTTKWUIT;
2 . . .
R” npencrasnseT coboit -OC_4 alKuiI, HeoOs3aTeTbHO 3aMEIIEHHBIN OHOM Uin OoJtee

METOKCHUTPYIITIAMH; UJIH
Cy4 ankui; u

U BbIOpaH U3 rpymnmnsl, cocrosiei u3 Cy_4 rajoreHankui-S-, Cy_4 ramoreHankwi-S(0)- u
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C, .4 ranorenankui-S(0),-,

WK ero (hapManeBTUIECKU TTpHEeMIIeMast COJIb WIIM ITPOJIEKAPCTBO /I TPUMEHEHUS TIPU
JICYEHUU /UK TPOUITAKTUKE 3200JIeBaHUs, XapaKTePU3YIOIIEroCsl HApYIIEHHOM repeaayeit
CUTHAJIOB HEUPOTPODUHOB U/WITH JPYTUX TPOPUUECKUX (PAKTOPOB, Y MAIUEHTA C MyTalen
Val66Met B reHe HEMPOTPOoUIeCcKOro ¢pakTopa TOJIOBHOTO MO3Ta.

2. Crioco® jeueHust u/uiam MpoUiIaKTUKHU 3a00JIEBaHMSI, XapaKTEPU3YIOIIErocsl HAPYIIEHHON
nepeaueii CUTHAJIOB HEMPOTPO(PUHOB W/WITK IPYTUX TPOPUIECKHX (PaKTOPOB y MALMEHTA C
MyTanueri Val66Met B reHe HelipoTpoduueckoro (pakTopa roIOBHOIO MO3ra, BKIFOYAOIIIHI
BBEJICHUE MALMEHTY, HY)KAAIOIIEMYCSl B TOM, TepAINeBTUYECKH 3((HEKTUBHOTO KOJIMUIECTBA
COEIMHEHHUS T10 T1. | Wi ero ¢papManeBTUIeCKU TPUEMIIEMOI COJIU, UM TTPOJIEKapCTBA.

3. IlpumeHeHue coelMHEHUs 110 1. 1 Ui ero papmareBTUYECKH MPUEMIIEMOM COJIH, UITU
MPOJIEKAPCTBA, TSI U3TOTOBIICHUS JIEKAPCTBEHHOTO CPEJCTBA TS JICUCHUS W/UITH
npoumakTUku 3a00JIeBaHUs, XapaKTEPUIYIOIIETOCS HAPYIIIEHUEM TIEpe/Iaui CUTHAIOB
HENPOTpOUHOB W/HIH IPYTUX TpoduuecKkux GaKTOPOB, y MalMeHTa ¢ MyTamueii Val66Met
B reHe HeMpOTpOoPUUecKoro (pakTopa roJI0BHOTO MO3ra.

4. CoequHeHue 111 IPUMEHEHUS, CIIOCO0 WIIM IIPUMEHEHHE 110 JTI000My M3 1I1. 1-3,

oTMuarommecs tem, uto R MpeCTaBIseT cOOOM (heHUT, He0OSI3aTEIIPHO 3aMEIIIEHHBIN OTHOM
wiu OoJiee rpymnmamu, BelOpaHnubiMu U3 Cq_rankuna, -OCy ankuna, Cl, E, -OCy_,

rajoreHaJIKWIa WIK METUIEHAMOKCH; TUO(PEHUI, HE0OS3aTeNIbHO 3aMEIIEHHbIN OTHOMN WIIH
0oJiee METAIBHBIMU IpyIIamu; 0eH30hypaHuil; UHIOIWT; uin Cj_4 aJTKWUIL

5. CoenuHenue 151 IPUMEHEHUS, CIIOCO0 WIIM MTPUMEHEHUE 110 JTI000My U3 mil. 1-4,

1 o o 9
oTJIMUAloLIMecs TeM, 4To R™ mpeacTasisier co0oit (heHmI1, HeoOs13aTeNIbHO 3aMEILEHHbIN OJTHOM
YO, BBIOpaHHOM U3 MeTuia, MeTokcH, Cl, F, -OCF; wim metuneHanokceu; uim Cj_4alikul.

6. CoeHeHue 151 IPUMEHEHUS, CIIOCO0 WIIM MTPUMEHEHUE 110 JTI000My U3 Mil. 1-5,

OTJIMYAOIIUECS TEM, UTO R® npeacrasisieT cooomt C_rankui; uim -OC _3aIKuil, HeoOsI3aTeTbHO

3aMEIIEeHHBIN OHOM WK 60JIee METOKCUTPYITITAMH.
7. CoequiHeHuWe 1Sl TPUMEHEHMSI, CIOCO0 WM IIPUMEHEHHE 110 JTIFoOoMy M3 mil. 1-6,

OTJIMYAIOIIUECS TEM, UTO R? MIPEJICTABIISIET COOOM METHII, METOKCH, 3TOKCH, M30IIPOIIOKCH
w -OCH,CH,OCH3.

8. CoenuHeHUE 171l MPUMEHEHUSI, CTTI0CO0 UM TPUMEHEHME T10 JIF00oMYy U3 mrl. 1-7,
oTiMyaromuecs TeM, uto U BeiOpan u3 rpymisbl, cocrosieit u3 CF3S-, CF3S(0)- u CF3S(0);-.

9. CoenuHeHue 71 MPUMEHEHHs, ClIOCO0 WM MPUMEHEHHUE 110 JII0OoMY U3 mil. 1-3,
OTJIMYAIOIINECS TEM, UTO

R! MPEICTaBIISIET COOOM METHIT UK (PEeHuT,

R? npeacTaisieT codom Cj_,alnkui, u

U BBIOpaH u3 rpymisl, coctosmien u3 Cqpropankun-S-, C;_rdropankun-S(O)- u
Ciodpropankui-S(O),-.

10. CoenuHenue 1y1si MPUMEHEHUS, CIIOCO0 WM TTPUMEHEHHE TI0 I1. 9, OTIIMUYAOIIHNECS TEM,
YTO COSTMHEHHE IIPEICTABIIsIeT cO00M 1-MeTr-3-(3-MeTun-4-{4-[(TpudTopMeTHiI)CyIbhaHm]
benoxcu }pernn)-1,3,5-Tpuazunan-2,4,6-TpuoH WK ero (hapManeBTUIECKH TPUEMIIEMYTO
COJIb WJIM ITPOJIEKAPCTBO.

11. Coequnenuie popmys [ mo mod6omMy U3 . 1 uiam 4-7, oTIMYaroieecs TeM, 9To

U BbIOpaH U3 rpymnisl, cocrosiied u3 C;_gragoreHakui-S(0)- u C,_yramoreHankumi-S(0),-,
WK ero (hapManeBTUIECKU TTpreMyIeMast COJIb, UITH TIPOJIEKAPCTBO 711 TPUMEHEHUS TIPU
JICUEHUM U/WIIH TPO(PUIAKTHKE 3a00JIeBaHUS, XapaKTEPU3YIOLIETOCsl HAPYIIEHUEM TIepelaun
CHTHAJIOB HEMPOTPO(PUHOB W/WITK IPYTUX TPOPUIECKUX (HaKTOPOB.
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12. Cnioco0 neueHust n/mim npoPUIaKTUKY 3a00IeBaHUS, XapaKTEPU3YIOIIETOCs
HapyILICHHOM Nepeaaveil CUTHATIOB HEMPOTPO(PUHOB W/UITH APYTUX TPOpUUECKUX (HaKTOPOB,
BKJTIOYAIOIIMI BBE/IEHUE MMALMEHTY, HY)KIAIOIIEMYCs B 3TOM, TepaneBTUIeCKU 3PHEeKTUBHOTO
KOJIMYECTBA COEMHEHUS 110 T1. 11 Win ero papManeBTHUECKH TTPUEMIIEMOM COJTH, WITH
MPOJIEKapCTBA.

13. [Ipumenenue coenuHeHus 10 1. 11 uin ero papmManeBTHUECKU TPUEMIIEMOM COJTH, T

MPOJIEKAPCTBA, JJIsI U3rOTOBJIEHHUS JIEKAPCTBEHHOTO CPEICTBA IS JICUCHUS W/UJTH
npoduakTUKKU 3a00JIeBaHUs, XapaKTEPUIYIOIIETOCS HAPYIIIEHUEM TIepeIau CUTHAIOB
HEeWPOTPODUHOB W/WIIU IPYTUX TPOPUIECKUX PAKTOPOB.

14. CoenvHEeHUE I IPUMEHEHHSI, CITOCO0 MJIM IIPUMEHEHHME I10 JTro0oMy 3 1. 11-13,
OTIIMYAIOIIHECS TEM, UTO

R! MIPEACTABIISIET COOOM METHIT WM (PeHMUT,
R? npeacTaBisieT cooom Cy_ ankui, u
U BbIOpaH U3 rpynisl, cocrosiei u3 Cy_, propankun-S(O)- u C;_, propankui-S(O),-.

15. CoenuHenue Jj1s1 MPUMEHEHHSI, CITIOCOO WJIM TPUMEHEHHUeE 110 JroooMy u3 . 11-13,
OTJIMYAIOIIMECS TEM, YTO

R! MPEACTABIISIET COOON METHIL,
R? npeacrasisieT cooont Cy_4 aaKui, U
U BeIOpaH u3 rpymisbl, coctosimien u3 C;_, propankui-S(O)- u C, dropankui-S(0),-.

16. CoemuHeHue 17151 TPUMEHEHUs], CTOco0 WIIM ITPUMEHEHHE 0 JIIoOoMy U3 mil. 1-3 uiu
13-15, oTMuaroiieecst TeM, UTO COEIMHEHUE MPEICTABIISIET COOOM

1-mMeTuin-3-[3-metun-4-(4-rpudropmerancyinbdonundenokcu)pennn]-1,3,5-TpuasuHaH-
2,4,6-TpUOH,

1-meTwin-3-[3-meTun-4-(4-tpudropmerancynbpunnindenokcu)penmn]-1,3,5-TpuazuHaH-
2,4,6-TpUOH, WIH

ero (papManeBTUUECKU ITpUeMIeMas CoJib, UM MPOJIEKAPCTBO.

17. Coequnenuvie popmyisl [ o 1. 1, oTiMyaroieecs TeM, 4To

R! npenacrasisieT coooit Cy_4 ankuil; peHns, HeoOs3aTENbHO 3aMEIIEHHbIN OHON WIIN
Oosiee rpynmnamMu, BIOpaHHBIMU U3 C|_4 ankuia, -OCq_4 ankuia, rajgorexna, -OCy_4

rajloreHaJIKWiIa UM METUIIEHIMOKCH; TUO(DEHUIT, He003aTeNIbHO 3aMEIlIEHHbINA OTHOM WU
0oJiee METAIBHBIMU TpyITIamMu; OeH30(dypaHUIT; UK UHTOJIUI,
WIK ero papManeBTUUECKH MTpUeMiIeMast CoJlb, WM IIPOJIEKAPCTBO.

18. Coenunenue no m. 17, otiuMuaroiieecs TeM, 4TO R! npeacrasisier coooit Cy_4 aTKWUIT,
(dbeHunt, HeoOs3aTEeTbHO 3aMEIIEHHBIN OTHOM WK 0oJjiee rpymnmnaMu, BeIOpaHHbiMU u3 C|_»
ankuna, -OCy_, ankuna, Cl, F, -OC,_, raioreHaixkuna uid METUICHIUOKCH; TUO(DEHNUT,

HeoOs3aTeIbHO 3aMEIIEHHBIN OTHOM UK 00JIee MeTalIbHBIMU IpyIIIaMu; OeH30(DypaHu;
VJTM WHJTOJIHJL.

19. Coemmnenye 1o 11. 17 wiu 18, oTamuaromeecs tem, uto R IIpeJICTaBIIIeT COOOM (peHmII,
HE00s3aTeNbHO 3aMEILIEHHBIN OJTHOM I'PYIIO, BbIOpaHHOM u3 Metuna, -OCHj3, Cl, F, -OCF3

HNJIN METUJIICHIUOKCH.

20. CoenuHenue 1o Jroomy u3 1. 17-19, oTavuarorieecs TeM, 4To R? MPEACTABIISIET
co00# METUJT, METOKCH, 3TOKCH, u3omnponokcu wim -OCH,CH,OCH35.

21. Coenunenue no aodomy u3 . 17-20, ornuyaronieecs Tem, 4To U BbIOpaH U3 TPYIIIIHI,

cocrosueit u3 CF3S-, CF3S(0)- u CF3S(0),-.
22. CoenuHeHwMe 1o JTrooomMy u3 . 17, 18 unm 20, oTivyaroiieecs TeM, 4TO
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R! npencrasisier coooit Cy_y aTKUI UK (HEeHWUT;

R? npeacTaisieT cooom C;_, ankui; u

U BbIOpaH U3 rpynisl, cocrosiei uz Crdropankui-S-, C;rpropankuin-S(O)- u Cy_,
dbropankun-S(O),-.

23. CoenuHenye 110 1. 17, OTIIMYAIOIIeeCs TEM, UTO

R! npencrasmser coboit denn;

R? MIPEICTABIISIET COOOM METUIT; U
U BbIOpaH u3 rpynisl, cocrosmei u3 CF3S-, CF3S(0)- u CF3S(0),-.

24. Coeaunenue 1o 1o6omy u3 rit. 11 wmm 14-23, uimm ero apManeBTUUYECKU TpUeMiIeMast
COJIb, UJIM MIPOJIEKAPCTBO JJISI UCIIOIBb30BAHUS B MEMLMHE.

25. CoeauHeHME J1sI MPUMEHEHHUSI, CTOCO0 UK IIPUMEHEHHE 110 JII00oMy U3 mil. 1-16,
OTJIMYAIOLIMECS TEM, YTO 3200JIeBaHUE, XapAKTEPU3YIOLIEECs] HAapYLIEHUEM NIepeiavur CUTHAJIOB
HEUPOTPO(DUHOB U/WIIHU IPYTUX TPOPUUECKUX (PAKTOPOB, BBIOPAHO U3 T'PYIIIIHI, COCTOSIIICH
u3 6ote3Hn AsplreiiMepa, aenpeccuu, 6one3nu [lapkiuHCcoOHa, APYTUX OTHOCSIIUICS K
MMAPKUHCOHU3MY PACCTPOMCTB, IPYTUX TAyOoNnaTUi, AEMEHIMY ¢ TeJblamu JIeBu, paccesHHOTO
CKJIepo3a, 00y1e3H1 XaHTUHITOHA, JIETKUX KOTHUTUBHBIX HAPYIIEHUH, TPABM I'OJIOBHOTO
MO3ra, UHCYJIbTA, IPYTUX PACCTPONCTB JIEMEHIIUH, 3a00JIeBaHMI IBUTATEIbHBIX HEMPOHOB,
6ose3nu [1uka, MOBPEKIECHUSI CIMHHOTO MO3Ta, TUITOKCUYECKON UIIEMUU, KOTHUTUBHOMN
TUC(YHKIMH, UIIEMUYECKOM 00JIe3HH Ccepa, OKUPEHUs, METabOJIMIeCKOTO CUHAPOMA,
nuadera, amuotpoduu Hlapko-Mapu-TyTa, tuadeTuyeckoit HEBpONaTUU, PereHepauu
TKaHEM, ABUTraTeIbHON (PYHKIUU, TTIOBPEKICHUS HEPBOB, TOTEPH CITyXa, CJICTIOTHI, 300 IeBaHNS
a3, 3a00J€BaHUs CYyXOCTH IJ1a3, HEUPOTPOUUECKOTO KEPATUTA, ITTAYKOMBI, BBICOKOT'O
BHYTPUIJIA3HOT'O JIaBJICHUS, MUTMEHTHOM TUCTPOGUU CETUYATKH, TOCTTPABMATHUECKOTO
CTPeCccOBOTO paccTpoiicTBa, cuHapoma WAGR, 3a6oeBaHust 00OHSTEIBHOTO TPAKTA,
0OOHSATENBHOTO CIajia, OOOHSATENbHON TUCHYHKIUU, TPEBOTH, CHHIPOMA JIOMKOM X-
XPOMOCOMBI, IEHTPATIBHOTO BPOKAECHHOTO TUITOBEHTUISIIMOHHOTO CHHIPOMa, 00CECCUBHO-
KOMITYJIbCUBHOTO PACCTPOWCTBA IMYHOCTH, TEHEPATTM30BAHHOTO TPEBOKHOTO PACCTPOVCTBA,
pacCTpOCTBA MUILIEBOTO MTOBEACHUS, OUTIOJISIPHOT O PACCTPOICTBA, CHHAPOMA XPOHUYECKOI
yCTaJI0CTH, ONITUKOHEBPOMHUEIUTA, CUHIpoMa Perrta, atakcun dpuapeiixa u cMHIpoMa
OOCTPYKTHMBHOTO aITHO? - TUMAITHO) CHA.

26. CoequHeHUE )15l MPUMEHEHUS, CTTIOCO0 WIIU TPUMEHEHUE I10 T1. 25, OTJIMYAIOIIUECS TEM,
4yTO 3200JIeBaHUE, XapaKTepU3YIOIleecss HapylIEHUEM Mepejaun CUTHAJIOB HEMPOTPOPUHOB
W/WIM IpyTUX Tpopuueckux GakTOPOB, BBIOPAHO U3 TPYIIIBI, COCTOSIIEH U3 00JIe3HU
AnbureriMepa, 6ose3nu IlapkuHcoHa, APYTUX OTHOCSIIUIACS K TAPKUHCOHU3MY 3a00JI€BaHUM,
JIPYTUX TayonaTul, TIeMEHIUMU ¢ TeiablaMu JIeBu, 3ab0ieBaHuE IBUTATEILHBIX HEHPOHOB,
6one3nu [1uka, 0KUpeHust, MeTaboIMUECKOT0 CUHApOMa, 1uadbera u cuHapoma Perra.

27. CoetuHeHue J71s1 TIPUMEHEHUsI, CIIOco0 UM MMPUMEHEHHE 110 I1. 25 Ui 26, OTIIMYAIOIIUecs
TEM, 4TO 3a00JIEBaHUE, XapAKTEPU3YIOILIEECS HAPYILIEHUEM Iepeayl CUTHAJIOB
HEUPOTPODUHOB U/MIIHU JPYTUX TPOPUUECKUX PAKTOPOB, BBIOPAHO U3 I'PYIIIBI, COCTOSIIIEH
u3 0ose3nu AnblreiiMepa, 0ose3nu [lapkuHcoHA, KOTHUTUBHOM TUCHYHKIMHU, TETIPECCUU U
cunapoma Perra.

28. CoemMHEHME IS IPUMEHEHHS, CITOCO0 MJIM ITPUMEHEHHUE T10 JTI000MY M3 IIII. 25-27,
OTJIMYAIOLIMECS TEM, UYTO 3200JIeBaHUE, XapAKTEPU3YIOLIEECs HApYLIEHUEM NIepeadr CUTHAJIOB
HEeWPOTPODUHOB W/WIIHM IPYTUX TPOPUIECKUX PAaKTOPOB, IIPEACTABIISICT COOON O0NIE3Hb
Aunprreiimepa.

29. dapMaleBTHUYECKAsT KOMIIO3UIMS, COAeprKalllasl COeUMHEHHUE 10 JIoOoMy U3 miIl. 1, 4-
11 v 14-23 wnu ero papManeBTUUECKU TPUEMIIEMYIO COJIb, UJIM TIPOJIEKAPCTBO, U,
HeoOs13aTeTbHO, (PapMaleBTUIECKU MTPUEMIIEMbIN aTBIOBAHT, pa30aBUTEIh UM HOCUTEIh TSI
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MIPUMEHEHUS 110 JTro0omy u3 nit. 1, 11 unm 25-28.

30. dapmaneBTHUECKass KOMITO3ULMS, coJiepkaliasi coequHenue Gpopmysisl [ uium ero
(dhapManeBTUYECKU TPUEMIIEMYIO COJTb, UJIH ITPOJIEKAPCTBO 1O JIIo0omy U3 mit. 11 umun 14-23,
U, HeoOs13aTeNbHO, (papMaleBTUUECKH ITPUEMIIEMBIN aTbIOBAHT, pa30aBUTETh UM HOCUTEIb.

31. KomOuHMpOBaHHBIH MIpenapar, CoJIepKaliui:

(IIT) coemuuenwe 1o irodomy u3 . 11 umm 14-23, vimu ero papManeBTUYECKH TPUEMITEMYTO
COJIb, WM IPOJIEKAPCTBO; U

(IV) oxHO nim 6oee APYruxX TEPANEBTUUECKUX CPEACTB, KOTOPbIE MOJIE3HBI IIPH JICUEHUN
WM podumakTUKe 3a00JIeBaHUS, XapaKTepU3yIOIEerocs HapyIleHUeM Tiepeaun CUTHAJIOB
HEUPOTPODUHOB U/WIIH IPYTUX TPOPUUECKUX PAKTOPOB,

npuueM Kax bl u3 komnoneHToB (I) u (II) coctaBiieH B cMecH, He00S3aTENIbHO C
(dhapMaleBTUYECKH TPUEMIIEMBIM a/TbIOBAHTOM, PAa30aBUTENIEM UIIM HOCUTEIIEM.

32. HaGop KOMIIOHEHTOB, COAEPKAIIIUIA:

(a) bapManeBTUYECKYIO KOMITO3UIMIO 110 11. 30; 1

(b) papManeBTHUECKYIO KOMITO3UIUIO, COJIEPIKAIIYIO OJHO WK O0oJiee IPYruxX
TEpaIeBTUIECKUX CPEACTB, KOTOPHIE MOJIC3HBI ITPH JICUSHUH WITHA TTPO(UITAKTHKE 3a00JICBaHUS,
XapaKTEepU3YIOIIErocsl HApyIIeHUEM Tepeaul CUTHAJIOB HEUPOTPO(PUHOB U/UITU IPYTUX
Tpoduueckux GpakTOpOB, HEOOA3ATETHHO B CMECH C OHUM WK OoJiee (hapManeBTUIECKU
MIPUEMIIEMBIMHU BCIIOMOTAaTEIbHBIMU BEIIECTBAMU,

TIPY 3TOM KaXIbIi U3 KOMITIOHEHTOB (a) U (b) TIpeACTaBlIeHbI B (hopme, TPUTOTHOM IS
BBE/ICHUS B COUETAHUU APYT C APYTOM.

33. Crioco0 mostyueHus: COeTMHEHUS TI0 JII0OoMY U3 ril. 17-23 umu ero ¢hapManeBTUYECKU
MIPUEMIIEMOM COJIH, BKITFOUAIOIINMN CTAWIO IPUBEACHHS B KOHTAKT coeTMHeHUsT (hopMytsI 11

) H H
jebeae
O
) 1I
rie Rl, R%u U uMeroT 3Ha4YeHUs1, ONPEICIICHHBIE B TyHKTax 17-23,
¢ coenuHeHreM popmyiel 111

N
& \\g

II1,

rae X NpeAcTaBiIseT COO0M MOIXOIAIYI0 YXOASIIYIO TPYIIITY,

B IPUCYTCTBUM MOAXOISIIETO PACTBOPUTEIS.

34. Crioco0 nonyueHust papMaleBTUIECKON KOMITO3UIMY 110 1. 30, BKIIFOYAOIIUN
00BbeIMHEHNE coeTMHEHMs 10 M. 11 wim 14-23, uim ero papManeBTHUECKH TTPUEMIIEMO
COJIW, WJIM MIPOJIEKAPCTBA, C (papMalEeBTUUECKU PUEMIIEMBIM aIBIOBAHTOM, pa30aBUTEIIEM
WJIM HOCUTEJIEM.

]
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