Baanenen PEruCTpaniuOHHOr0 yaoCroBepeHus:

DAPMAKIJIAB, OOO (Poccus)

IIpousseneno:

OOHUHCKasg XUMUKO-(QapMmarieBTrYeckas koMmnanus, 3A0 (Poccus)
Kox ATX: A16AX04 (Nitisinone)

AKTHBHOE BellleCTBO: HUTH3MHOH (nitisinone)

JlekapcTBeHHBIE (hOPMBI

Kamnc. 2 mr: 60 mr.

per. Ne: JITI-005974 ot 09.12.19 - Jlesicmsyroujee[lata nepepeructpauuu: 07.06.21

Hunopdan Kanc. 5 mr: 60 mr.
per. Ne: JITI-005974 ot 09.12.19 - Jlesicmsyroujee[lata nepepeructpauuu: 07.06.21

Kamc. 10 mr: 60 mr.
per. Ne: JITI-005974 ot 09.12.19 - Jlesicmsyroujee[lata nepepeructpanuu: 07.06.21

dopma BBIIYCKA, YIIAKOBKA M cocTaB npenapata Hunopgan

Kancynwt TBeprple KeTaTHHOBBIE, pa3Mep Ne3, ¢ 3eJIeHbIM HEIPO3payHbIM KOPITyCOM U 3€JICHOH HENpPO3payHOi
KPBIIICYKOW; COAEPKUMOE KarCyI - IIOPOIOK ITOYTH OEIOT0 MM OEJIOTO C JKEJITHIM OTTEHKOM I[BETA.

1 kamnc.
HUTHU3UHOH 2 Mr

Bcnomozamenvhoie seujecmed: Kpaxmall HpeH(CHaTHHHBHpOBaHHLIfI.

Cocmag meepooii scenamurnosaoti kancynel No3: cuamii narearopanusiii V (E131), kpacuTens xene3a OKCHI
sxkenteiid (E172), Turana quokeun (E171), sxenatus.

60 1mT. - 6auKH (1) - MaYKu KapTOHHEIE.
Kancynwt TBepibIe )KeIaTUHOBEIC, pasmep Ne3, ¢ OeTbIM HeMpPO3pauHbIM KOPITYCOM H SIPKO-XKEJITOH HEPO3pavyHOM
KPBIIICUKO; COJCPKUMOE KAIICYJI - MOPOIIOK MOYTH OEJIOro WK OEJIOTO ¢ )KEATHIM OTTCHKOM IBETA.
1 karmc.
HUTU3UHOH Swmr

Bcnomozamenvhoie eeujecmed: Kpaxmall HpC)I(GHaTI/IHI/IBI/IPOBaHHHI\/‘I.

Cocmag meepooil scenamunosoll Kancyavl Ne3: KpacuTelb XuHOTUHOBBIN xenThii (E104), Tutana quokcun (E171),
JKCITATUH.

60 mr. - 6aHkH (1) - MAYKK KAPTOHHBIE.

Kancynwt TBepbIC )XETaTHHOBEIE, pa3Mep Ne3, ¢ 6eITsIM HEeITpo3pavyHbIM KOPITYCOM U O€JI0i HeTPO3padHOM
KPBIIIECYKOW; COAEPKUMOE KaTCyII - IIOPOLIOK ITOYTH OEI0ro MiIu GEII0ro C JKENTHIM OTTEHKOM I[BETA.
1 kamnc.

HUTH3WHOH 10 mr

Bcnomozamenvhoie eeujecmed: Kpaxmall Hpe)KeJ'IaTPIHH3PIp0BaHHLIﬁ.

Cocmas meepooii scenamunosoil kancyavl Ne3: tTurana nuokeun (E171), xxenatun.



60 mrt. - 6aHkH (1) - MAYKK KAPTOHHBIE.

Kuaunnuko-gapmakonornyeckasi rpynna: I[penapar juist Jed4eHns HACISCTBEHHON hepMeHTaTHBHOM
HEOOCTATOYHOCTHU

(I)apMaKO-TepaHeBTH‘leCKaﬂ rpynna: TUpOo3WHEMHH HACIEJACTBEHHON CPECTBO JEUEHUS
dapmakoJioruyecKoe jJeiicTpue

CpeacTBo 1St JICUSHHUsI HACJIEICTBEHHON THPO3MHEMHH | THITA, KOHKYPEHTHBII HHTHOUTOP 4-THapOKCU(eHMII-
MMUPYyBAT JUOKCUTEHA3bl — (pepMeHTa MpenecTBeHHnKa pymapmianeroaneTarruaponassl (FAH) B mytu
KaTabosM3Ma THpO3uHA. IHrMOUpy sl HOpMaIbHBIN KaTaOoIM3M THPO3HMHA Y MIAIIMEHTOB C HACIECCTBECHHOM
THUPO3UHEMHEH | THIIA, HUTH3UHOH NPEOTBpAIlacT KyMYJLILHIO IPOMEXYTOYHBIX IPOAYKTOB KaTaboimn3ma
MajlewialeToanerara 1 pymapuiaaneroanerara. Y NalueHToOB ¢ HAaCcIeACTBEHHOW THpO3uHeMuel 1 Tuma 3tu
POMEXKYTOYHBIE IPOJYKThI KaTa0O0JIM3Ma IPEBPAIAIOTCS B TOKCHUECKHE METa0OIUTHI CYKIIMHIIALETOH 1
CYKIMHHUJIAIIETOAIETAT, KOTOPBIE BBI3BIBAIOT TenaTo- 1 HepoTokcHYHOCTh. CyKIMHIIIALETOH TaKKe CIOCOOCH
UHIMOMPOBATh MyTh CHHTE3a NOP(UpPHHA, YTO NPUBOAUT K KyMYJISILIMU S-aMHOJIEBYJIMHATA, HEHPOTOKCHUHA,
OTBETCTBCHHOTO 32 OP(GUPHHOBBIC KPU3bI, XapaKTEPHBIC JJIsl HACICICTBEHHON TUPO3UHEMUH | THIIA.

HutnsnHoH nHrHOMpyeT KaTaboIi3M aMIHOKHCIOTH THPO3UHA, YTO ITPUBOJNT K MOBBIIICHUIO COJCP/KAHNS
THPO3WHA B Ta3Me. TakuM 00pa3oM, JeUeHNE HUTH3NHOHOM TpeOyeT OrpaHnYeHHs TOTPEOIeHNS TPOAYKTOB,
COZIeprKaIUX TUPO3HMH U (eHWIAIAHNUH JUIS TIPEIOTBPAIIECHHA TOKCHIHOCTH, 00YyCIOBICHHOE MTOBBIIIICHUEM
coZiepKaHUs TUPO3HHA B IIa3Me.

q)apMaKOKI/IHeTI/IKa

B IKCIICPUMCHTAJIBHBIX UCCICAOBAHUAX [TOKA3aHO, YTO HUTU3UHOH PaCHpCACIIACTC B pa3JIMIHbIX OpTraHax,
0COOCHHO B IICYCHH U B ITOYKAX. HO,Z[BepFaeTCSI 6I/IOTpaHC(1)OpMaL[I/II/I " BBIBOJUTCS C MOYOH.

Hewu3sBecTHo, oBepraeTcst JIM HUTH3MHOH METa00IM3My B opraHuzme uenoseka. Cpenuuii T12 y 300pOBBIX
MYXYHH COCTaBIseT 54 .

IMoka3anus akTUBHBIX BemecTB npenapata Hugopdaun

JleyeHne HaCIeICTBEHHONW THPO3MHEMHH THIA | TIPH yCIIOBUH COOIOACHHS AUETHI C OTPAHMYEHNEM IIPOYKTOB,
COZIeprKaIluX THPO3HMH U (PeHUIIAIaHNH.

Pexxum no3upoBanus

Cnocob npumenerus u pexcum 003UpOSaHUsi KOHKPEMHO20 NPEnapama 3a6ucsin om e2o opmvl oInYcKa u Opyeux
daxmopos. Onmumanvhwviil pexcum 003uposanus onpedensem epay. Ciedyem cmpozo cobmo0ams coomseemcmasue
UCNOTLIYEMOU TEKAPCMEEHHOU POPMbI KOHKPEMHO20 NPEenapama NoKa3aHusM K NPUMEHEHUIO U PeHCUMY
003UpOBAHUSL.

[Mpunumaror BHyTph. HauansHas no3a — 1 mr/kr/cyt B 2 npuema (yTpoM 1 Beuepom). MakcumasbHas 1o03a - 2
MI/KT/CYT.

Bo Bpems JieueHUs MAIMEHT OJDKEH COOII0IATh IUETY C OTPAaHUYCHUEM MPOIYKTOB, COISPIKAIIX THPO3HH H
(heHmIaNaHIH.

Ecnu uepes 1 Mec nociie Hayana Tepanuy HUTU3UHOHOM HE MPOU30III0 HOPMAaIU3allui aKTUBHOCTH
SpUTpOIMTAPHON ToppoOmTHHOTeH crHTa3bl (PBG-CHHTA3EI) U colepKaHus B MOYE S-aTaHWHA U CYKIMHUIICTOHA,
TO 03y MOXKHO YBEIWYUTH A0 1.5 MI/Kr/cyT.

Ecmm y manmeHToB, momydaromux 1.5 Mr/kr/cyT, He MPOU30IILIO HOPMAIH3allii aKTUBHOCTH dpuTpouuTapHoit PBG-
CHHTa3bl ¥ COZICP)KaHUs B MOYe 5-aJJaHHHA U CYKLMHIIILETOHA, TO Yepe3 3 Mec Mocie Havyania Tepain
HUTH3MHOHOM JI03y MO>KHO YBEJIMYUTb 10 MAKCUMAJIbHON — 2 MI/KT.

Ecin HeBO3MOXKHO OIPeEeNUTh KOHIIEHTPALUIO HUTU3UHOHA B IJIa3ME KPOBH, COAEPIKaHUE B IUIa3Me
CYKIMHWJIAIIETOHA, COJIEPKaHNe B MOYE S-ajlaHWHA ¥ aKTUBHOCTH 3puTpouuTapHoil PBG-cuHTa3b1, TO KIIMHIYECKHE
71ab0paTOpHBIE METOBI HCCIIEIOBAHMS TOJDKHBI BKIIIOYATh COJIEP)KaHUE B MOYE CYKIMHWIALIETOHA, aHAJIH3
(YHKIIMOHAIBHBIX TECTOB IIEYEHH, OIIPECIICHHIE COAEPXKaHus aIb(da-PeTonpoTenHa, CHIBOPOTOUHOTO CONCPIKAHMS
THUpO3WHA U (peHMTanannHa. B Hagase Tepaniy u B T€YEHHE OCTPHIX MPOSBICHUH 3a00JI€BaAHUSI MOXKET
oTpeboBaThes Oosee TIIATENFHOE UCCIEJOBAHNE C ONPEICIICHAEM BCEX TOCTYMHBIX OMOXUMHIECKUX TTAPaMETPOB.

ITo0ounoe neiicrBue

Yacmo: omyXoJb IEYCHU, ICUCHOYHAS HEJIOCTATOYHOCTh, KOHBIOHKTUBUT, TOMYTHEHUE POTOBUIIBI, KEPATHT,
(borodobust, 6nedapur, 60 B TI1a3aX, KaTapakTa, TPOMOOIUTONCHNUS, ICHKONICHHS, TPAHy IO TOIICHHS,
op(UPHSL, SMUCTAKCHUC, KOXKHBINA 3y, 3KC()OIMATUBHEBIN IEPMATHUT, CYXOCTh KOXKH, MAKyJIO-TIaITyJIe3HAs CHITb,
AJIOIELIHSL.

Peoxo: neranbHBI UCXO/, CYyIOPOTH, OITyXO0JIb MO3Ta, dHIIe(haIonaTus, roloBHas 60Jb, TUIIEPKUHESHI, [IUAHO3,
00JIM B )KHUBOTE, AHAPEsi, SHAHTEMA, FACTPHT, TACTPOIHTEPHUT, JKEITYA0UHO-KHIIICUHOE KPOBOTCUCHHUE, MEJICHA,
HW3MEHEHHE [BETa 3y00B, HAPYIICHNUE (PYHKIIUH ITCUCHH, MOBBIIIICHAC aKTUBHOCTH MCUCHOYHBIX ()ePMEHTOB,



YBCJIMYCHUEC PA3MEPOB NMCUYCHU, ACTrUuapaTanus, ruiorjinkeMus, xax/ia, I/IH(l)eKIII/Iﬂ, CCTHLICMUA, OTHUT, 6p0HXI/IT,
AbIXaTeJbHAs HEAOCTATOYHOCTD, MMATOJIOTUYCCKUEC TIEPEIIOMbI, aMCHOPE, HEPBO3HOCTH, COHJIMBOCTD.

IIpoTruBonoKka3aHusi K NpUMEHEHUIO
IloBeiieHHAS YYBCTBUTCIIBHOCTb K HUTU3UHOHY.
IIpumeHenue npu 6epeMeHHOCTH H KOPMJIEHHH I'PYIbIO

AZIEKBaTHBIX M CTPOTO KOHTPOJIHMPYEMBIX KIMHUYECKUX HCCIEA0BaHNI y OEpEeMEHHBIX KEHIIMH He MPOBOAMIOCH. B
SKCHEPUMEHTAIBHBIX HCCIEJOBAHUAX HA KUBOTHBIX IOKa3aHa TEPATOr€HHOCTh HUTH3UHOHA B J103aX,
MIPEBBIIIAIOIINX PEKOMEH IyeMble 11l 4enaoBeka B 1.6, 4 u 8 pa3. [lonararor, 4To npuMeHeHNe IpH OEpEeMEHHOCTH
BO3MOJXKHO B CIIy4asiX, KOTJa OXKHJaeMast 10JIb3a Tepanuy ISl MaTepH IPEBHIIIACT OTSHIMAIBHBIA PUCK JUTS
I0/a.

HeI/l3BeCTHO, BBIACTACTCA JIM HUTU3WHOH C TPYJAHBIM MOJIOKOM Yy Y€JIOBEKA. HpI/I HCOGXOZ[I/IMOCTI/I NPpUMCHECHUS B
nepuo JakTaluuu rpyJHOC BCKapMJIMBaHUC CICAYCT NMPCKPATUTD.

IIpuMeHeHe PH HAPYLIEHUAX PYHKIUM NeYeHH

[Tpu nosiBjIeHNM NOOOYHBIX PEaKIMi CO CTOPOHBI IEUSHH CIIEAYeT IPOBOAUTH PEryJISIPHBIN KOHTPOJIb C
HNpUMEHEHUEM METOJIOB BU3YyaJIU3alnH MIeUeHH (yJIbTPa3ByKOBOE UCCIIEIOBAHHE, KOMITBIOTEpPHAs ToMorpadus,
MarHMTHO-PE30HAHCHOE HCCIIeIOBaHKE) U J1a00PaTOPHBIH KOHTPOJIb, BKIIOYAIONIMH KOHIIEHTPALIUIO CBIBOPOTOYHOTO
anbda-peronporerHa. Y NallMEHTOB C MOBBILIEHHBIM YPOBHEM alib(a-(heTONpOTEHHA WIN C TOSBICHUEM Y3JI0B
NI€YEHU BO BpeMs JICUEHUS] HUTU3UHOHOM CIIEAYET UCKIIOUUTh MaIUTHU3ALMIO ICUYEHU.

Oco0ble ykazanust
Jleuenne JAOJIKCH IIPOBOJUT Bpay, I/IMGIOH.[I/Iﬁ OIIBIT BEACHUA OOJIBHBIX C HaCHeHCTBeHHOﬁ TI/IpOSI/IHeMPIeﬁ Tuna 1.

[Tpu nosiBjIeHNHM NOOOYHBIX PEaKIMid CO CTOPOHBI IEYSHH CIIEAYET IPOBOAUTD PEryJISIPHBIN KOHTPOJIb C
NpUMEHEHHUEM METOJIOB BH3YyalIU3alUH MeUeHH (yJIbTPa3ByKOBOE HCCIIEI0BaHUE, KOMITBIOTEpHAst TOMOrpadus,
MarHMTHO-PE30HAHCHOE HCCIIeI0BaHKE) U J1a00PaTOPHBIH KOHTPOJIb, BKIIOYAIOUIMH KOHIIEHTPALUIO CBIBOPOTOYHOTO
anbda-peronporerHa. Y NallMEHTOB C MOBBILIEHHBIM YPOBHEM allb(a-(heTONpOTEHHA WIN C TOSBICHUEM Y3JI0B
IIEYCHH BO BpPEeMsl JICUECHUS] HUTU3UHOHOM CJIEYET UCKIIOUUTh MAJIMTHU3ALUIO TICUCHU.

Bo Bpemst JiedeHHs] HUTH3HHOH MOKET BBI3BIBATH IIOBBIICHHE COACPIKAHMS THPO3KWHA B KPOBH Y MALIEHTOB C
HACJICACTBEHHOI THPO3UHEMHEH THIIA |, MO3TOMY B EPHOJ JICUCHHS [ALMSHTHI JODKHBI COOMIONATE AUETY C
OrpaHUYCHHEM COACPKaHUsI TUPO3uHA U (ennnananuna. CoaepkaHne THPO3UHA B IUIA3ME CICAYET MOICPIKUBATH
Ha ypoBHe Huke 500 MKMOJIB/J1.

[IpeBbInienue conepkaHus TApo3uHa B KpoBH Oosiee 500 MKMOJIB/JI MOXKET IPUBECTH K TOOOYHBIM PEAKLIUSIM CO
CTOPOHBI OpraHa 3pEHMs - SI3BBI POTOBHUIIBI, IOMYTHEHHE POTOBHUIBI, KEPATHT, KOHBIOHKTHUBUT, OOJIH B TJ1a3ax,
¢dorodobus. [TosToMy 10 Havana JEUCHUS U B IIEPHOJ JICICHUS TPeOyeTCsl pETYIISIPHBIA KOHTPOJIb OKYJIHCTA.
[ManmenTtam, y KOTOPBIX BO BpeMsI JISUEHHS pa3BUBAIUCh PoTodoOHs, O0JIH B Il1a3aX, CHMITOMBI BOCTIAJIEHHS, TaKHe
KaK IIOKpPAaCHEHHE, OTCYHOCTh, XOKEHHE, TPEOYETCs PEryJIIpHBIN MOBTOPHBIA 0(TaIbMOIOTHIECKUH KOHTPOIb U
OIIpEZICIICHHIE COACPKaHU THPO3HHA B TIa3Me. BO3MOKHBI 3aMeUIEHIE MBICTIUTEIFHOTO MPOIIecca U 3aIeprKKa
pas3BuTHs. B Takux ciaydasx TpeOyeTcst KOHTPOJIb HEBPOJIOTUYECKOTO CTaTyCca M ONPEIEIICHHE CONCPKAHUS
THUPO3MHA B IIa3Me. Bo3MoxHO 00pazoBanue O0IE3HEHHBIX THIIEPKEPATO3HBIX YSITyHUaTHIX HACTOCHUH Ha
JIAJI0HSX U CTOMAX.

B nepuo JICUCHUA CICAYCT PETYJIAPHO KOHTPOJIUPOBATH KOJIUICCTBO HeﬁKOHHTOB nu TpOM60HI/ITOB.

JlekapcTBeHHOE B3aMoOJeliCTBHE

[Ipu coBMecTHOM PUMEHEHUH HUTU3MHOHA C MHTHOUTOpaMu Wi MHAyKTopamu nzodepmenra CYP3A4 moxer
MOTPeOOBaTHCS KOPPEKIHS 03Bl
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