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(54) CNOCOBbI U PEAFEHTbI ANA NEYEHUSA METABOJIMYECKUX HAPYLLEHUA

(57) ®opmyna n3obpeTeHus

1. Komnosuuyus, cogepxatyasn a) 6esadmnbpat nunm ero anHanor; n b) gudnyHusan, KOpuyHyo
KMUCNOTY UNK UX aHanoru, B Kotopon 6esadmbpat n gudnyHmnsan unu 6esadubpat 1 kopudHas
KMCNnoTa HaxodsTCs B KONMYeCTBax, KOTOpble Npy BBEAEHWUM NAUUEHTY ABMASIOTCA 4OCTAaTOUHbIMU
Ons neveHus, NpouNakTMk1 unu ocrnabneHnsa meTabonnyeckoro HapyLueHusl.

2. Komnoauuusa no n. 1, B KOTOPOW yka3aHHbIM aHanor 6e3adubparta BbibpaH 13 rpynnel,
cocrosien us buHndubparta, umnpocdmdparta, knnHodgubpara, knodpubparta, atodubpaTa,
deHobmbpaTa n remgpmnbposuna.

3. Komnoauumsa no n. 1, AONONHUTENBHO codepallas TpeTbe cpeacTBo, BblbpaHHOe 13
rpynmbl, COCTOSALLEN U3 CyNb(POHUIMOYEBMH, CTUMYTTUPYHOLLMX CEKPELINIO CPEACTB, HE
OTHOCSALLMXCS K CYyNb(OHUMIMOYEBMHAM, UHCYSIMHA, aHaMNoroB UHCYNMHA, rIoKaroHONo406HbIX
NenTMaoB, 9KCeHAMH-4-NoNMNeNTNA0B, aroHUCTOB 6eTa-3-agpeHeprnyecknx peLenTopos,
aroHncTtoB PPAR, nHrmbutopoe gunentuamnnentugassl 1V, OuryaHngoB, MHIMGUTOPOB anbga-
rNIOKO31Aa3bl, UMMYHOMOAYNATOPOB, CTAaTUHOB U COAEPXKaLUUX CTaTUHbI KOMOMHaUWiA,
WMHrMBUTOPOB aHMMOTEH3MHKOHBEPTUPYIOLLEro (DepMEHTa, aroHUCTOB peLenTopa ageHo3nHa A1,
aroHMCTOB peuenTopa ageHo3nHa A2, aHTaroHMCTOB anbAOCTEPOHA, aHTaroHUCToB anbga-1-
agpeHeprnyeckmx peLenTopoB, arOHUCTOB anbda-2-agpeHeprnyeckmx peLenTopoB, arOHUCTOB
anba-2-agpeHeprnyecknx peuenTopoB, aHTarOHUCTOB peLienTopa aHrMOTEH3NHa,
aHTUOKCUAAHTOB, NHUrMbuTopoB AT®dasbl, aroHNCTOB NpeacepaHOro NenTuaa, aHTaroHMCTOB
OeTa-agpeHeprmyecknx peLenTopoB, arOHUCTOB KarnbLUEBbLIX KAHANoOB, aHTaroHUCTOB
KanbLyeBblX kKaHanoB, AMYPETUKOB, aroHUCTOB peuenTopa godammHa D1, nHrnbutopos
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aHgonenTuaasbl, aHTaroHUCTOB peuenTopa 3HAOTENMHA, CTUMYNATOPOB ryaHUNnaTUmKnassl,
nHrnéntopoe docdoamactepasbl V, MHIMBUTOPOB NPOTEUHKMHA3LI, MHTIMOMTOPOB KMHa3bl Cdc2,
WHIMBUTOPOB peHMHA, UHIMBUTOPOB TPOMBOKCAHCUHTA3bI, MHIMOMTOPOB Ba3onenTnaassbl,
aHTaroHMCTOB BasonpeccuHa |, aHTaroHMCTOB Ba3onpeccuHa 2, MHIMBUTOPOB aHrMoreHesa,
WHIMBUTOPOB KOHEYHbIX MPOAYKTOB MOBbLILLEHHOrO IMWKUPOBaHUA, CPeaCcTB, CBA3bIBAOLLNX
Xen4yHble KNCMOTbl, UHTMBUTOPOB TPAHCMOPTA XEMYHbIX KUCMOT, CTUMYNATOPOB (DOPMUPOBAHUSA
KOCTHOW TKaHW, aroOHUCTOB anonunonpoTtenHa A1, MHrMdmuTopoB Tononsomepasbl [HK,
WHrMGUTOPOB BCaCbIBaHWNS XOrecTepyHa, aHTaroHUCTOB XOnecTepuHa, aHTaroHUCTOB
TpaHcnopTHOro Gernka ahnpoB XonecTepmHa, UHMBUTOPOB CUHTE3a LIUTOKUHOB, UHIMOUTOPOB
OHK-nonumepasbl, aroHMCTOB peuenTtopa AgodamuHa D2, aHTaroHMCTOB pelenTtopa 3HO0TENVHa,
aHTaroHMCTOB rOPMOHA poCTa, CEHCUBUNN3ATOPOB NHCYNMHA, UHIMOUTOPOB NMNasbl,
WHIMBUTOPOB MEPEKMCHOrO OKUCIIEHUS NUNNAO0B, aHTaroHUCTOB NMNONpPoTEUHa A, MHIMBUTOPOB
MUKPOCOManbHbIX TPAHCNOPTHbLIX 6EMKOB, MHIMOMTOPOB MUKPOCOMAarbHbIX TPAHCMOPTHLIX Genkos
TPUrNMLEepnaoB, NHIMBUTOPOB CMHTa3bl OKUCK a3oTa, OKMcnuTenen, MHrIMbrnTopos docdonunasbl
A2, aroHMcTOB 06pa3oBaHUS paguKanoB, aHTarOHNUCTOB arperaumm TPOMOOLUTOB, CTUMYNATOPOB
npocTarnaHAMHCUHTa3bl, aKTMBAaTOPOB 06paTHOro TpaHcnopTa xonectepuHa, MHrmbutopos rho-
KMHa3bl, n3bnpatenbHbIX MOAYNATOPOB 3CTPOreHOBbIX PELLENTOPOB, MHIMOUTOPOB
CKBaneHanokcmaasbl, UHIMBUTOPOB CKBaNEeHCMHTa3bl, aHTaroHUCTOB TpOMOOKCcaHa A2, aroOHMCTOB
aMunvHa, aHTaroHMCTOB KaHHaObUHOMOHbBIX peLenTopoB, arOHNCTOB XONELMCTOKMHUHA A,
aroHMCTOB KOPTMKOTPOMNUH-BLICBOOOXAAOLLEro dakTtopa, MHIMbUTOpoB 3axBaTa AodamMmHa,
MOOYNATOPOB peLenTopa, ConpsKeHHOro ¢ G-NpoTeMHOM, aHTarOHUCTOB rNyTamaTa, arOHUCTOB
rntoKkaroHonogo6Horo nentnaa-1, ceHCMbUNU3aTopoB UHCYNUHA, MHIMOMTOPOB NMNasbl,
aHTaroHMCTOB peLenTopa MenaHWH-KOHLEHTPUPYHOLWEero ropMoHa, aroHUCToB ¢hakTopa pocTta
HEepBOB, aroHNCTOB HelponenTuga Y, aHtaroHMcToB HerponenTtuaa Y, SNRI, HrMbutopos
NPOTENHOBLIX TUPO3NHOoCcdhaTas N aroHMCTOB peLenTopa cepoToHnHa 2C.

4. Komnoauyua no n. 1, rae ykasaHHasi KOMNo3uuus npegHasHavyeHa ans npuema BHyTpb.

5. Komnosnyua no n. 1, raoe ykasaHHasi KOMno3uums npegHasHayeHa ons CUCTEMHOro
BBEOEHUS.

6. Cnocob ne4veHuns, NpodnnakTUKn unm ocnabneHms MeTabonnMy4eckoro HapyLleHus y
naumeHTa, Hy>kgatoLeroca B 3ToM, BKIIOYaOLW M BBeAeHWe yKa3zaHHOMY NauueHTy i)
GesadubpaTa unu ero aHanora; u ii) andnyHnsana, KOPUYHON KNCNOThI UK X aHaroros., rae
6esacmbpaTt n gudpnyHnsan nnm 6esacmnbpat 1 KOPUYHYHO KUCIIOTY BBOASIT B KONMYECTBAX,
KOTOpble BMECTE SBMAKTCA JOCTAaTOYHbIMW AN NieYeHns), NpoUNakTMKn unu ocrniabneHus
MeTabonnyeckoro HapyLUeHus.

7. Cnocob no n. 6, B KOTOPOM yKa3aHHbI aHanor 6e3adgunbpata BelbpaH 13 rpynnel,
cocTosilen n3 buHmdubpara, umnpodubparta, knMHogubpaTta, knodubpara, aTodubpaTa,
deHohubpaTa 1 rempunbposuna.

8. Cnocob no n. 6, 4ONOMHUTENbBHO BKNHOYAKOLWUA BBEAEHNE YKa3aHHOMY MaUUEHTy TPETbEro
cpeacTBa, BbIGpaHHOro 13 rpynnbl, COCTOALEN U3 CYNbOHUIMOYEBUH, CTUMYMNPYIOLLMX
CeKpeLuuto CpeacTs, He OTHOCALLMXCA K CYNbOHUNMOYEBUHAM, NHCYNMHA, aHANoOroB MHCYNMHA,
rniokaroHonogobHbIX NenTnaoB, aKCeHANH-4-NoNMNenTUaoB, aroHNCTOB 6eTa-3-agpeHeprnyeckmx
peuenTtopoB, aroHuctoB PPAR, nHrubutopos aunentuannnentugasel 1V, buryaHngos,
WHIMBUTOPOB anbga-rroko3naassl, UMMYHOMOAYNATOPOB, CTaTUHOB U codepXallmx CTaTuHbI
KOMBUHALMIA, MHTIMOUTOPOB aHTMOTEH3NHKOHBEPTUPYHOLLEro hepMeHTa, aroHNCTOB peLenTtopa
ageHosnHa A1, aroHUCTOB pelenTopa ageHo3nHa A2, aHTaroHUCTOB anbAOCTEPOHa,
aHTaroHUCcToB anbda-1-agpeHepruyeckmx peuenTopoB, aroHUCTOB anbMa-2-agpeHeprnyecknx
peLenTopoB, arOHUCTOB anbda-2-agpeHepruyeckmx peLenTopos, aHTaroHMCTOB peLenTopa
@HMMOTEH3UHA, aHTMOKCUOAHTOB, MHUMMBUTOpoB ATdasbl, aroHMCTOB NpeacepaHoro nentuaa,
aHTaroHMCcToB BeTa-agpeHeprmyecknx peLenTopoB, arOHUCTOB KanbLUEBbLIX KaHAmNoB.,
a@HTaroHMCTOB KamnbLMEBbIX KaHANoOB, ANYPETUKOB, arOHUCTOB peLenTopa godamunHa D1,
WHIMBUTOPOB 3HOONENTMAA3bI, aHTAaroHNCTOB peLenTopa 3HA0TENNHA, CTUMYNATOPOB
ryaHunaTumknasbl, MHrmbnutopos doctoanactepasbl V, HIMBUTOPOB NPOTENHKMHASHI,
MHrMBUTOPOB KnHa3bl Cdc2, MHIMBUTOPOB PEHUHA, MHTIMBUTOPOB TPOMBOKCAHCUHTA3bI,
WHIMBMTOPOB Ba3oNenTMaas3bl, aHTAaroHNCTOB Ba3onpeccuHa |, aHTaroHNCToB Ba3onpeccuHa 2,
WHIMBUTOPOB aHrMoreHesa, MHMIMOUTOPOB KOHEYHbIX MPOAYKTOB MOBbLILLIEHHOrO MMNKMPOBaHMS,
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CPEACTB, CBA3bIBAKOLLMX XKeNYHble KUCNOThl, MHTMOUTOPOB TpaHCMOPTA XKeNYHbIX KUCHOT,
CTUMYNATOPOB (POPMUPOBAHUSA KOCTHOM TKaHW, aroHNCTOB anonunonpotenHa A1, MHrMGutTopos
Tonomsomepasbl [HK, nHrmbntopos BcacbiBaHMst XonecTepmHa, aHTaroHUCTOB XOnecTepuHa,
aHTaroHMCTOB TpaHCMNOpTHOro 6enka ahMpoB xonecTepuHa, MHIMBUTOPOB CUHTE3A LUTOKMHOB,
uHrnéutopos OHK-nonumepassl, aroHNCToB pelenTtopa goammHa D2, aHTaroHMCTOB peLenTtopa
9HOOTENVHa, aHTaroHMCTOB rOPMOHA POCTa, CEHCMBUNN3aTOPOB MHCYNNHA, UHIMOUTOPOB
nvnasbl, UHIMBUTOPOB NEPEKNCHOIO OKUCIEHNS NIUNUAOB, aHTarOHNCTOB NUNONpPoTenHa A,
WMHrMBUTOPOB MUKPOCOMarnbHbIX TPAHCMOPTHbIX BENKOB, MHIMBUTOPOB MUKPOCOMAIbHbIX
TpaHCNopTHbLIX 6eMKoB TPUrMMLEpPUaoB, MHIMOMTOPOB CMHTA3bl OKUCK a30Ta, OKUCHMTENen,
nHrnMbuTopos ¢occonmnasel A2, aroHUCTOB 06pa3oBaHMA pagukanos, aHTaroOHMCTOB arperauuu
TPOMOOLMTOB, CTUMYNATOPOB NpocTarnaHANHCUHTa3bl, aKTMBATOPOB 0BpaTHOro TpaHcnopTa
XonecTtepuHa, MHIMBUTOpPOB rho-KnHa3bl, n3brpaTenbHbIX MOAYNATOPOB 3CTPOreHOBbIX
peLenTopoB, MHIMOUTOPOB CKBaNeH3aNoKCcMAaasbl, UHIMBUTOPOB CKBaNEeHCHMHTa3bl, aHTAaroHUCTOB
TpombokcaHa A2, aroHUCTOB aMUIMHA, aHTarOHNCTOB KaHHABMHOMAHbIX PeLenTopoB, aroHUCTOB
XONEeLUCTOKUHMHA A, arOHUCTOB KOPTUKOTPONMHBLICBOGOXAAOLWEro gakTopa, MHIMbTopos
3axBaTa godammHa, MOAyNATOPOB peuenTopa, CONpsiX)XeHHoro ¢ G-NpoTeMHoOM, aHTaroHUCTOB
rnyTamarta, aroHUCTOB rrokaroHonogobHoro nentnga-1, ceHcMbnnmMsaTopoB MHCYNMHA,
WHIMBUTOPOB NUMNasbl, aHTarOHUCTOB peLienTopa MeNaHUHKOHLEHTPUPYIOLLEro rOPMOHa,
aroHMCToB (pakTopa pocTa HEPBOB, aroHUCTOB HerponenTuaa Y, aHTaroHMCTOB HerponenTuga
Y, SNRI, UHIMGUTOPOB NPOTENHOBBLIX TMPO3MHGOCthaTas U aroHNCTOB peLienTopa CEPOTOHUHA
2C.

9. Cnocob no n. 6, B KOTOPOM YKa3zaHHas KOMNo3uLmMsa npegHasHavyeHa ans npvemMa BHyTPb.

10. Cnoco6 no n. 6, B KOTOPOM yKa3aHHasi KOMMNO3WLUMA NpegHasHavyeHa anst CUCTeMHOro
BBEOEHUS.

11. Cnocob no n. 6, B KOTOPOM yKa3aHHbIe NepBOe M BTOPOE CPeACTBO BBOAAT B TEYEHME
10 cyTok Mexay BBeAEHUSIMU.

12. Cnoco6 no n. 11, B KOTOPOM yKa3aHHbIe NepBOe U BTOPOE CPeACTBO BBOAAT B TEYEHMUE
7 CYyTOK MeXay BBEOEHUSMU.

13. Cnocob6 no n. 12, B KOTOPOM yKa3aHHbIe NepBOE U BTOPOE CPEACTBO BBOAAT B TEYEHNE
24 4 mexay BBeLEHUSAMN.

14. Cnocob6 no n. 12, B KOTOPOM yKa3aHHbIe NepBOE U BTOPOE CPEACTBO BBOAAT B TEYEHUE
1 4 mexay BBeAeHNSMHN.

15. Cnocob no n. 6, B KOTOPOM yka3aHHOe MeTabonuyeckoe HapylleHne npeacTaBnsieT
anabeT unu oXmpeHue.

16. Habop, conepxawymii i) 6e3acmbpat unm ero aHanor; u ii) 0ogHo 13 a) MHCTPYKLMIA Mo
BBeAeHu0 6e3admbpaTa 1 KOPUYHON KMCIOThI UMM UX aHarnoroB NauneHTy, MMetoLemMy
mMeTabonuyeckoe HapyLLIeHNe Unn puck ero passuTus, un

0) nHCTpyKUMIA No BBeaeHuo 6esadubparta n agndnyHnsana unu Ux aHanoros NaumeHTy,
umeroLemMy Metabonmyeckoe HapyLleHUe UM pUCK ero pasBuUTUS.

17. Habop, cogepxawui i) AndnyHu3an, KOPUYHYI0 KUCIOTY UK UX aHanoru; v ii)
WHCTPYKLMW MO BBEAEHMIO YKa3aHHbIX i) 1 BesadumbpaTta unu nx aHanoros nayneHTy, MMetoLemy
meTabonnueckoe HapyLLEeHNe NN pUCK ero pa3BuUTUS.

18. Habop, cogepxaymii i) koMnosmumio, BKroyarowyo 6esacdpmnbpat nnu ero aHanor u
KOPWYHYIO KACNOTY UMK €e aHamnor; U ii) MHCTPYKUUN NO BBEAEHMWIO YKA3aHHOW KOMMO3ULMM
naumeHTy, uMmeroemy metabonuyeckoe HapyLleHne UM puck ero passuTus.

19. Habop, cogepxawun i) 6esacmbpat nnmn ero aHarnor; ii) KOPUYHyH KNCIOTY,
andbnyHM3an unu nx aHanoru; u iii) MUHCTPYKUMM MO BBEAEHMIO YKa3aHHbIX i) W ii) naumeHTy,
uMeroLLemMy MeTabonmyeckoe HapyLLeHWE UM PUCK ero pasBUTHUS.

20. Habop no nobomy n3 nn. 16, 17, 18 n 19, B KOTOPOM YKasaHHbIn aHanor 6esacmbparta
BbIOpaH 13 rpynnel, coctoswen ns buHmncnbpara, umnpocdumbpaTta, knmHodmbparta, knogubpara,
aTocumbpara, peHodpumbparta n remcpundbposmna.

Ctpanuua: 3

8.1€01.200¢ N

\4



	Биб.поля
	Формула

