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O0J1acTh TEXHHKH, K KOTOPOi OTHOCHTCS M300peTeHHe

OmnucaHHBIC B HACTOSIIEM JIOKYMEHTE BAPHAHTHI OCYIICCTBICHUS OTHOCSTCS K MIUTATEILHOMY COCTaBY IS
TIOCTPOCHUS AWETH NPH (PEHWIKETOHYPHH, TO €CTh [UIA JICUeHHS (EHUIKETOHYPHH, M K COOTBETCTBYIOIIEMY
cnioco0y momyderns. CocTaB B COOTBETCTBHHU C BapUAHTAMHU OCYILECTBIICHUS, ONMCAHHBIMHU B HACTOSIIEM JIOKY-
MEHTE, MOXKET OBITh MCIIOJIb30BaH, HAIPUMED, U U3TOTOBJICHUS TOPOIIKOBOTO MPOAYKTA, MOJICKAIIETO pac-
TBOPEHHIO B XHUIKOI MHIIE, HAMUTKE U T.II., HAIPUMEP, B BOJE, NIepea YIOTpeOIeHHEeM, TO €CTh ITOPOIIKa, MO-
JIeKAIIEro BOCCTAHOBICHHUIO B KUAKOCTH. Kpome TOro, COCTaB B COOTBETCTBHHM C BAPHAHTAMH OCYILECTBIICHHS,
OTIMCaHHBIM B HACTOSIIEM JOKYMEHTE, MOXKET OBITh TaK)Ke MCIIONIb30BaH, HAIPUMED, IS H3TOTOBIICHUS JKUIKO-
TO TMPOJYKTa, TOTOBOTO K YIMOTPEOICHUIO, TO €CTh TOTOBOTO K TOMY, YTOOBI €r0 BBIMUTH. KpoMme TOro, cocras B
COOTBETCTBUM C BAPUAHTAMHU OCYIICCTBICHHS, OTTMCAHHBIMHU B HACTOSIIEM JOKYMEHTE, MOXKET OBITh, HAIIPUMED,
UCIIOJIb30BaH B KAYECTBE MHTPEIUCHTA JUIS U3TOTOBICHUS APYTUX IMHIICBBIX MPOIYKTOB, TAKHX KaK MOJIOYHBIE
MPOAYKTHI, B YACTHOCTU HOTYPT, WIIN KOHIUTCPCKUX MPOTYKTOB, TAKMX KaK KPEMBI WM ITyIUHTHY, BBITICYKA, Ta-
Kasl Kak XJieO, KpeKepsl, XJICOHbIC MANOYKH, CHEKH, TICUCHbE, MTUPOKHBIC, CIAIKUE CHEKH, KOHIUTEPCKHUE U3Ic-
TSl 1 MAaKapOHHBIC U3ICITHS U T.IL., WM JAPYTUC MUIICBHIC HATTUTKH.

IIpenmecTBYIOLIHI YPOBEHb TEXHUKH

W3BecTHO, uTo (henmnketonypus (PKU) sBissercss penkum MeTabonmmdeckuM 3a00JIeBaHHEM, BBI3BAHHBIM
HapylieHneM Metabonu3Ma (pennnanannna. Jlehunur hepmenTa GeHMIATAHUATHAPOKCHIIA3Hl WIIH €T0 KOodak-
TOpa TeTparuApoONONTepuHa BHI3BIBAET aHOMAJIbHOE HAKOIUICHHE (PCHMIAIAHWHA B KHUIKOCTSIX OpPTaHW3Ma U B
IIEHTPaTHLHOW HEPBHOM CHUCTEME, KOTOpasi, O-BUIUMOMY, SIBIISIETCS YacThi0, HauboJiee MOIBEP)KEHHOM ITOH Ima-
TOJIOTHH. B 3aBUCHMOCTH OT OCTaTOYHOW CHOCOOHOCTH METaOONM3UpPOBATh (CHIJIANIAHUH H, CIEIOBATENBHO,
KOHIICHTPAITUH 3TOW aMHHOKHCIIOTHI B KPOBH, 3a00JicBaHHE KIAaCCH(MUIIUPYETCs KaK TSKEIOe, YMEPEHHOE WIIH
nerkoe. Ecmu koHICHTpanus (eHUIaTaHMHA B KPOBU HE KOHTPOJIHMPYETCS, MAIIMCHTHl MCIBITHIBAIOT KOTHUTHB-
HBIN TeUIUT U HEOOPATUMYIO YMCTBEHHYIO OTCTAJIOCTb.

Cpennsisi 3a0051eBaeMOCTh (PCHUIKETOHYpHEH cpeau eBpormeiines coctapmseT 1: 10000/15000, ¢ mukom B
Typuun (1:2600) 1 oueHb HU3KUM ypoBHEM 3aboneBaemocty B @uristaanu (1:200000).

ITocie moctanoBku nuarHo3a PKU HeoOxomumo HayaTh Oojiee WM MEHEe OTPaHHYUTENBbHYIO 0e30eiKo-
BYIO IMETY B 3aBUCUMOCTH OT OCTaTOYHOH aKTHBHOCTH ()EPMEHTOB Y IMallUeHTa, U MOTpedeHne Oeska Heo0Xo-
IUMO IOMOJTHHUTH MPOAYKTAMH CIEIMaJbHOTO METUIIMHCKOTO Ha3HAYCHHSA, HE COACp)KalIMMHU (eHIIATAHUH.
OTH MUIIEBbIe TPOTYKTHI, KaK IPaBHIIO, TIPEACTABIAIOT COO0H MPOAYKTH B BHJE MOPOIIKA, MOUIEKAIIIETO BOC-
CTaHOBJICHUIO BOJOM, FUTH JKUIKHE ITHIIEBHIC MPOAYKTHI, TOTOBBIE K YIOTPEOJICHHUIO, M COCTOSAT M3 CBOOOIHBIX
AMHUHOKHUCIIOT, BO3MOXKHO, YTJICBOJOB M XHPOB, MUHEPAIBHBIX COJICH, MHKPO3JIEMEHTOB U BUTaMHHOB. bemko-
BBIif KOMIIOHECHT OOBIYHO COCTOUT M3 BCEX aMUHOKHUCIIOT, 38 UCKIIIOUCHUEM (CHIIANAHINHA, U aMHHOKUCIIOTHBIH
npoQuUIs aJanTUPOBAH B COOTBETCTBHU C BO3PACTHOM TPYIION, JUIT KOTOPOH NMpeIHA3HAYECH KOHKPETHBINA IPO-
IYKT. Ba)HO, YTOOBI MAlIMEHTHI YIMOTPEOSITH 3TU MPOIYKTHI, IOTOMY YTO OHH IPEJACTABIIIOT ¢IMHCTBCHHBIN
"Oe30macHbIi" HCTOYHHK OEKa, TO €CTh IMOJIHOCTHIO CBOOOMHBINA OT (PeHUIATIAHWHA, COICPKALIMNA TOCTATOYHOE
KOJIMYECTBO TUPO3UHA U IPYTHX HE3aMCHUMBIX aMHHOKHUCIIOT.

[IpoayKTHI CHEIMAIBPHOTO MEIUIIMHCKOTO HAa3HAYCHHS, TPAJUIIMOHHO HCIONB3yeMble sl ieuenuss PKU,
MMEIOT HECKOJIBKO OTPHIATEIEHBIX aCIIEKTOB:

OpPTaHOJIENTHYECCKUH aCIeKT: aMHHOKHCIIOTH NMIPUAAIOT MPOAYKTaM HENPHUATHHIN NMPHUBKYC U 3alax, TaKOW
KaK, HallpuMep, KUCIbIH, TOPbKUM, CEPHUCTBIN WJIM KaIyCTHBIN NMPUBKYC WX 3amax. XOTs NalMeHThl PUBbIKA-
0T K 3THM HEOOBIYHBIM BKYyCaM C MIIaJICHYECTBA, CYIIECTBYET HEOOXOIMMOCTh B yIy4IICHHN OpraHOJICIITHYC-
CKHX CBOMCTB 3THX MPOAYKTOB, a TAKXKE B TOM, YTOOBI Pa3HOOOPA3UTH BEIOOP MPOIYKTOB;

YCBOGHUEC aMHUHOKHCJIOT Ha YPOBHE JKEIYAOYHO-KHIICYHOTO TPAKTa: B OTIUYUE OT aOCOpOIMH HOpMAb-
HBIX OCIIKOB, OTJCIBHBIC aMUHOKUCIIOTE a0COPOUPYIOTCS TOpa3no OBICTpee Ha YPOBHE KUIICYHUKA, TOCKOIBKY
CTamus TUAPOIH3a OeliKa He SIBIIICTCS HEOOXOAMMOM. ITO MPUBOIUT K PA3IHUYUIO B YACPKaHUM a30Ta HA YPOBHE
TeNa ¥ CHUYKEHUIO OIIYIIEHUS CHITOCTH (Y MHOTHX MAIIEHTOB 3TO KOPPEIUPYET C PHCKOM H30BITOYHOTO BEca).

Kpome TOro, aMHHOKHCIIOTHI, HCIIOJIB3yEeMbIC JJISI H3TOTOBJICHUS 3THUX MPOIYKTOB, MOYYAIOT MyTEM THI-
poNU3a MPUPOHBIX OCIKOB WM MyTEM XMMHYECKOTO CHHTe3a. Takum 00pa3oM, COCTaBbl UMCIOT CHHTETHYC-
CKUH WJIM UCKYCCTBEHHBIN BHJ B TJIa3ax MOTpeOHTENeH, M TIPOU3BOAUTEIN CTAPAIOTCS OTPaHUIUTh €T0 10 He00-
XOJMMOTO MUHUMYMA.

C 1990-x ros10B OBLTa OTKPBITA BO3MOYKHOCTh HMCITOJIE30BAHUS OMPENIEIICHHOTO TenTuaa s tedeHus: PKU
MUIIeBBIMU TIpoAyKTaMu. [lenTua, Ha3piBaeMblil rmmkoMakponentuaom (GMP), oOpa3yercst B pe3ynbrate pac-
merteHns: K-kazenHa XUMO3MHOM BO BpEMs IPOM3BOJICTBA CHIPA M MOXKET OBITH JIETKO BBIACIICH U3 CHIBOPOTKH.
GMP nogxonut mis yederns PKU ¢ moMoImpio MHAMIEBBIX MPOTYKTOB, TIOCKOJIBKY OH OT MPHPOIBI COIEPKUT
Masio ()eHIIAIAHUHA, TIO3TOMY €r0 MOXKHO BKJIFOYATh B IMHIICBBIC MPOAYKTHI CIICIIUATFHOTO MEIUIIMHCKOTO Ha-
3HAYCHHS B KQUECTBE HCTOYHHKA OCITKa.

OCHOBHBIMHU NOJIOKUTENbHBIMU acniekTaMu GMP st neuenust PKU siBrsiroTcst cnepyromue:

GMP npeacrasisier co6o0it menTua, OYeHb NOXOXKUH Ha HAaTypajbHbIE OCIKH, U IMEET HEUTPAIBHBII BKYC,
0e3 HEMPUATHOTO MPUBKYCA, XapaKTEPHOTO JJIS aMHUHOKHCIOT. DTa XapaKTepUCTHUKa MO3BOJSIET pa3padoTaTh
MUIICBBIC MPOAYKTHI, XapaKTEPU3YIOIINECs JIYIIIHM OPTaHOJICHTHICCKIM MPOGUIEM 0 CPABHEHUIO C TPaIUIIH-
OHHO FCITOJIE3YEMBIMH CMECSIMH aMHHOKHCIIOT, B KOTOPBIX He ncmoib3ytoT GMP. IlponykTel, comepskamne
GMP, momoraroT manueHTaM Jydiie coOIoAaTh AUETY Oarofaps yIIydIIeHHI0 BKyca U YBEITHYCHUIO KOJTHYEeCT-
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Ba MPOIYKTOB, HOAXOAAIINX ISl OEITKOBBIX T00ABOK;

yIIy4IIeHne HEKOTOPBIX aclleKTOB, OTHOCSIIUXCS K YCBOGHHIO MENTHIA: THIPOJIU3 MenTuaa odecreunBaet
YCBOEHHE aMHUHOKHCIIOT, KOTOpPOE TPOUCXOANUT Oojiee MEUICHHO U (PH3MOJIOTHYECKH, TeM CAMBIM YBEIHIHBAS
YyBCTBO CBHITOCTH y maiueHTa. KpoMe Toro, yBenIn4nBaeTCs yaepKUBaHNE OelTKa U YMEHBIIAIOTCA (QIIyKTYaIiH
ypoBHE# (eHmnanannaa. TakuM 00pa3oM, 3TOT MOCTCTHUNA aCHEKT YIIydIIaeT KOHTPOIb (heHITAIaHNHA B KPOBH
10 CPaBHEHHIO C AUETOH, KOTOopasi 00eCreunBaeT TOIHKO MOCTYIICHHE B OPTaHU3M aMHUHOKHCIIOT;

3HAYUTENbHBIN ypoBeHb coequHeHn LNAA (60ombmnx HEHTpaIbHBIX aMHUHOKHUCIIOT) 0O0HapykeH B GMP,
ceMeicTBa aMIHOKHUCIIOT, HMEIOIMINX TaKOH e TIePEeHOCUUK, YTO U (DeHIIATaHiuH, Ha YpOBHE TeMaTodHIedatn-
yeckoro 6apbepa. K aToMy cemeifcTBY npuHaIexaT JSHINH, BaJIMH, U30JICHIIMH, THCTHINH, METHOHUH, TPHII-
To(aH, THPO3MH U TPEOHHH. /I3BecTHa BOZMOYKHOCTh HCIIOJIB30BAHUSI CMECEH 3TUX aMHHOKHCIIOT, KOTOphIe Oy-
JyT HACHIIATh ATU IIEPEHOCUYNKHU HA YPOBHE TOJIOBHOTO MO3Id, OTPaHUYMBAsI MOCTYIUICHHE TOKCHYHOTO (heHMIIa-
JIAHWHA B TOJIOBHOW M03T. CleIoBaTebHO, HCIOIb30BaHue cMeceld LNAA [uis eueHus MalUeHTOB ¢ (heHIITKE-
TOHYpHEH MOXET CHU3UTh KOHIIEHTPaNNIO (eHUIIAIaHNHA, HAKaILIMBAEMOT0 Ha YPOBHE TOJIOBHOT'O MO3ra, KOTO-
phli gBIseTca HelipoTokcuuHbIM. CrnenoBatensHo, LNAA, mpucyrctByronme B GMP, MoryT urpats 3alurHyo
POJBb HA YPOBHE TOJIOBHOTO MO3Ta;

nmuera, cofepxamias npoaykTsl ¢ GMP, ctuMynupyeT pocT HanueHToB ¢ (heHMIKETOHYpHeH, crtocoOCTBYs
YBEJIMYECHUIO MBIIICYHON MacCHl M1 YMEHBIIICHUIO )KHPOBOW MacCHI.

Taxxe m3BectHO, 9T0 GMP He MoOTHOCTRIO CBOOOIEH OT (DeHMITATaHWHA, W 3TO OTPAHUYHBAET KOJIUIECTBO
MEeNTHIA, KOTOPOE MOXKET OBITh BBEIEHO B MPOMYKTHL. HecMOTps Ha 3TO orpaHHMYEHHE, KOIMYECTBO NENTHAA,
KOTOPOE MOXET OBITh MUCIIOIB30BAHO B PA3IMYHBIX MPOAYKTAX, SBISETCS JOCTATOYHBIM JUIA TOTO, YTOOBI 3HAUH-
TENBHO YJIYYIINTh MX MHUTATENbHbIE M OPraHOJENTHYECKUE acIeKThl, (paKkTOpbl, MOJOKUTEIHHO BIUSIONIME Ha
co0utoileHre MalMeHTaMu JHueToTepanuu. boiee Toro, Tekymiass peKOMEHIAalus JWUETOJIOTOB 3aKII0YaeTcs B
ToM, uTo GMP MOXkeT OBITh MCHONB30BaH IS 3aMEHBI 0KoJI0 50% moTpebiiseMoro Oenka, 4TOOBI MOBBICUTH
MUTATENbHYIO LIEHHOCTh U BKYCOBBIE Ka4eCTBa JUETHI.

I'mukomakponentun (GMP) conepkurcst Takke Ha HU3KOM YPOBHE B APYIMX aMHHOKHCIIOTaX, TAKHX Kak
apTUHMH, IUCTUH, TUCTUANH, TPUNTO(aH, THPO3HH U JeHinH. Cpean 3THX aMUHOKHCIIOT TUCTHIUH, TpUIITO(aH
W JICHIINH SBJSIIOTCS HE3aMEHHMBIMH, apTHMHUH, IUCTHH U THPO3HH SABISIOTCA HE3aMEHHMBIMH BO BpeMs (a3bl
pasButus pebenka. THUPO3WH TaKKe CTAHOBHUTCS HE3aMEHUMOW aMUHOKHCIIOTOW Ha MPOTSHKEHWW BCEH KWU3HU
JIofied, cTpamaomnx (eHWIKETOHYpHEH, MOCKONbKY OH HE MOXKET MPOAYIHMPOBATHCS M3 (eHMUIATaHWHA, KaK
3TO TMPOHMCXOANT B HOPMAIBHBIX YCIOBHUAX. [lo3TOMY aMHHOKHCIOTHL, HE cofepxantie GMP, Heo6xonumo mo-
TIOJHSTh, YTOOBI YJOBJIETBOPUTE IOTPEOHOCTH B IUTAHUH MAIIMEHTOB C (PEHUIKETOHYPHEH.

B noxkymente WO-A-2010/144821 onmcan npoaykT JieueOHOr0 nmutanus Ha ocHoBe GMP mnst nuerorepa-
nmuu ipu PKU n npyrux merabosmueckux HapyHIEHHUSX, KOTOpbIi, moMuMo GMP, BKiIlO9aeT HOMOTHUTENLHEIC
KOJIMYECTBa apTrHHUHA, JISHIINHA 1 HE00S3aTEIbHO JPYTHUX aMHHOKHCIIOT, TAKUX KaK THPO3UH.

B nmokymenre WO-A-2015/205489 ommcan nurarenbHBIA cOCTaB B (hopMe IMOPOIIKA, KOTOPBIH MOXKET
OBITH OOBEANHEH C BOAOM JUISl IIPUTOTOBJICHUS HAIMTKA, MMOX0XKEro Ha MOJoKo, it auetotepanuu PKU. Ilo-
POLIKOBBIH cocTaB conepkuT kazenH-GMP (cGMP) n kommieMeHTapHble He3aMEHUMbIE aMHHOKHCIIOTHI, KOTO-
pBIE TIPEACTABIAIOT COOOH CMech THPO3WHA, apTMHUHA, TpUNTO(aHa, JeHInHa, THCTUANHA, KOTOPEIE B KOMOU-
HaIUH 1aloT TpeOyeMbli poGHITb AMIHOKHUCIIOT.

B noxymente US-B-9,414,619 ommcaH roToBBIN K yIOTPEOICHHUIO KUIKAN MUTATEIBLHBIA COCTAaB IS Jie-
genus PKU, TuposnaeMun nian apyrux ommbok Meradonusma. CoctaB conepxut cGMP B kauecTBe OCHOBHOTO
HCTOYHHKA OCJIKOB W KOMIUIEMEHTApHbIC HE3aMEHUMBIE aMUHOKHUCIIOTHI JJIS 3aBEPIIEHUS TpeOyeMoro GekoBo-
ro npoduis. Hanmutok Takxke conepKUT BUTAMHHBI 1 MUHEPAJIBI ISl yIOBJIETBOPCHUS €KETHEBHBIX MOTPEOHO-
CTEH B 9THX JJIEMEHTAaX, W TPH HCIOIb30BaHUHU B KadecTBe cOAIaHCHPOBAHHOM IMETHI COCTAaB TAKXKE BKIIIOYACT
UCTOYHUK yTJIEBOJOB U UCTOYHUK KHUPOB.

B noxymente WO-A-98/08402 onmcana nurarensHast popMysia s aMeHToB, cTpanarommx PKU, koto-
past cOIepKUT B KaduecTBe MCTOYHMKA Oesika cMech kazenH-GMP (cGMP) u komriemeHTapHbIe He3aMEHHMBIE
AMHMHOKHCIIOTHI, OTJIMYHBIE OT (peHUIIAIaHUHA.

B moxymente US-B-6,355,612 onucan OenKOBBIN MPOAYKT ¢ HU3KOH CKOPOCTHIO TIEpEBApUBAHUS JIJIS W3-
TOTOBJICHHUSA DHTEPATHHON KOMIIO3UINH, KOTOPAsi MO3BOJISIET MOIYJIHUPOBATh YPOBHHU MOCTIPAHANAIBHBIX aMU-
HOKHCJIOT B ITJIa3Me.

B noxymente FR-A-3.002.831 omwcan mMUIIEBO MPOAYKT, TOTOBBIA K YIOTPEOJICHUIO, IS TTAIIMEHTOB C
MeTa0OIMYECKON TTATOJIOTHEH OTHON MIIH HECKOJIBKUX aMUHOKHCIIOT.

Taxoke, n3BectHa myonukamus "Position of the American Dietetic Association: Use of Nutritive and Non-
nutritive Sweeteners", Journal of the American Dietetic Association, Vol. 104, no. 2, 1 February 2004, pages
255-275.

OpHUM HETOCTaTKOM M3BECTHBIX ITUTATEIBHBIX COCTABOB SIBJISIETCS TO, YTO, XOTsI OHU oOecneunBator GMP
U KOMIUIEMEHTapHbIE HE3aMEHUMBbIE aMHUHOKHCIOTHI A ueneit auerorepanuu npu PKU, tem He MeHee oHu
00J1a1al0T HeaJeKBaTHBIMU CEHCOPHBIMHM CBOMCTBAMH, KOTOPBIC IETAIOT WX HEHPHUSITHBIMH C OpTraHOJICHTHYE-
CKOM TOUYKU 3pEHUs Ul TeX, KTO IPUHIUMAET ONUCAHHBIE BBIIIE COCTaBBL.

CrnenoBatenbHO, CYIIECTBYET MOTPEOHOCTh B YCOBEPIICHCTBOBAHUH MUTATEIHHOTO COCTaBa JUIS ITOCTPOE-
HUS TUCTH TP (HEHIIKETOHYPHH U COOTBETCTBYIOIIETO CIIOCO0a MOTYYECHHUS, KOTOPBIH MOXKET MPEOI0JIETh 110
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MEHBIICH Mepe OJTUH U3 HEJIOCTATKOB U3BECTHOTO YPOBHS TCXHUKH.

B wactHOCTH, OJHO# U3 IENCi HACTOSINETr0 U300PETEHUS SBISACTCS 00CCIICUCHUE MUTATEIBHBIX COCTABOB,
KoTopble, moMumo obecrnieduernss GMP 1 KoMIIeMEHTapHBIX HE3aMEHUMBIX aMHUHOKHCIIOT JUIS IeNiel THeToTe-
pammu ipu PKU, o0nagaroT afnekBaTHRIMU CEHCOPHBIMU CBOMCTBAMH, YTOOBI OBITh IPUATHBIME C OPTaHOJIETITH-
YECKOW TOUKH 3pEHHS IS T€X, KTO IPHHUMAET ONMCAHHbIE BHIIIE COCTABHI.

3asBuTENb pazpadoTal, MPOTECTUPOBAT M OCYIIECTBHI HACTOAIIEe M300peTeHHEe, YTOOBI MPEOI0JIeTh He-
JIOCTaTKH COBPEMEHHOTO YPOBHS TEXHUKH, a TAKKe JOCTHTHYTh STUX M IPYTUX HEeNeH U MPEenMyIIeCTB.

CyurHocTb u300peTeHust

Hacrosiee n3o0peTeHre U3JI0KCHO U 0XapaKTEPU30BAHO B HE3aBHCHUMBIX IMyHKTaX (opMyisl u3obpere-
HUS, B TO BpEeMs KaK 3aBUCHMEBIC TTYHKTBI (POPMYITBI H300PETCHHS OMUCHIBAIOT APYTHE XapaKTEPUCTUKU U300pe-
TEHUSI WK BAPUAHTH OCHOBHOM UJICH H300PCTCHHUSI.

B cOOTBEeTCTBHH C BBHINICYKA3aHHBIMHA IIEJSIMH BapUAHTHI OCYIICCTBICHUS OTHOCATCS K MUTATEIBHOMY CO-
CTaBY JUIS IIOCTPOCHUSI JUETHI NP (PCHUIKCTOHYPHUH, B YACTHOCTH, MIPUTOJHON JJIs JICUCHHS (PCHIIKCTOHYPHH.
B CcOOTBETCTBUM C OJHUM BAapUAHTOM OCYIICCTBICHHS MHUTATCIBHBIH COCTaB COICPIKHUT TITHKOMAKPOICTITH]
(GMP) B xauecTBe OCHOBHOTO MCTOYHHKA OCIIKOB M JOMIOJHUTEIHHBIX KOMITJIEMEHTAPHBIX HE3aMEHUMBIX aMH-
HOKHCJIOT ISl 3aBepIIeHUs TpeOyeMoro OenKkoBOro Mpogmis, ITOCTaBIEMBI B CMECH, COAepKalle apruHUH,
IUCTHH, TUCTUAWH, TpUOTO(AaH, THPO3UH U JIEHIIMH. B muTaTeIbHOM cocTaBe colepKaHne aprHHUHA COCTaBIISIET
oT 33 mo 50 MuTUTpaMM aprUHUHA/TPAMM SKBHBAJIICHTHBIX OCIKOB M JISHIIWHA OT 47 10 76 MHJUTMTPpAMM JIeH-
IIIHA/TPaMM 3KBHBAJICHTHBIX OCIIKOB.

B cooTBeTCTBHM ¢ HEKOTOPHIMH BapHAHTAMH OCYIIECTBICHHS, KOTOPHIE MOKHO KOMOWHUPOBATH CO BCEMH
BapHaHTAMH OCYIICCTBIICHUS, OMHCAHHBIMU B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJICPIKAHUE
THUPO3HHA cOCTaBIseT OT 112 o 188 MuTMrpaMm THpO3WHA/TPaMM SKBHBAJICHTHBIX OCIIKOB.

B cooTBeTCTBHU ¢ HEKOTOPHIMH BapUAHTAMH OCYIICCTBICHHS, KOTOPBIC MOXKHO KOMOWHUPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBICHUS, OMMCAHHBIMU B HACTOSINEM JOKYMCHTE, B MUTATCILHOM COCTaBe OOIMas macca
JIOTIOTHUTEIBHBIX KOMIUIEMCHTAPHBIX HE3aMEHHMBIX aMUHOKHCIIOT COCTAaBIIET OT 35% 10 65% oT o6meit mac-
CBI, TIpeJicTaBIeHHON Maccoi 6enkoB GMP BMecTe ¢ Maccoil JOTIOTHUTEIHHBIX KOMIUIEMEHTAPHBIX HE3aMEHHU-
MBIX aMUHOKHCIIOT.

B cooTBeTCTBHM ¢ HEKOTOPHIMH BapHAHTAMH OCYIIECTBICHHS, KOTOPBIE MOKHO KOMOWHUPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHUS, ONMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COICpIKaHUE
TpunTodaHa CoCTaBIsAET OT 12 10 22 MIWUIHTpaMM TpUNTO(aHa/TpaMM SKBUBAJIECHTHBIX OCITKOB.

B cooTBeTCTBHM ¢ HEKOTOPHIMH BapHAHTAMH OCYIIECTBICHHS, KOTOPHIE MOKHO KOMOWHUPOBATH CO BCEMH
BapHaHTAMH OCYIICCTBJICHUS, OMHCAHHBIMU B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJICPIKAHUE
THUCTUAMHA COCTABIACT OT 22 10 37 MIDIMTPAaMM TUCTUIMHA/TPAMM SKBHBAJCHTHBIX OCIIKOB.

B cooTBeTCTBHU ¢ HEKOTOPHIMH BapUAHTAMH OCYIICCTBICHHS, KOTOPBIC MOKHO KOMOWHUPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBJICHUS, OMHCAHHBIMU B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJICPIKAHUE
UCTHHA COCTABILIET OT 3,8 10 6,2 MIJLTUTPaMM IIUCTHHA/TPaMM 3KBUBAJICHTHBIX OCJIKOB.

B cooTBeTCTBHU ¢ HEKOTOPHIMH BapUAHTAMH OCYIICCTBICHHS, KOTOPBIC MOKHO KOMOWHUPOBATH CO BCEMHU
BapHaHTaMH OCYIIECTBJICHUS, ONHMCAHHBIMA B HACTOSIIEM TOKYMEHTE, aprHHHH, MTOCTaBIIEMBIH B KadecTBE
KOMIUIEMEHTapHOH He3aMEHUMOW aMHUHOKHUCJIOTHI, B IOTIOJHEHHE K apTHHUHY, ipoucxojsamemy u3 GMP, mpo-
WCXOIIUT U3 apTUHHUHA, IOCTABISIEMOTO B (hOpMeE CONIM apTHHUHA, B YaCTHOCTH, COJIM apTHHUHA aclapTaTa.

JlomromHUTEIHHBIE OMMUCAHHBIE B HACTOSIIEM JOKYMEHTE BapHAHTHI OCYIIECTBIICHHSI OTHOCSATCS K IHIIIEBO-
My MPOAYKTY WIIM HAITUTKY, COJEPIKAIEMY COCTaB B COOTBETCTBHH C HACTOSIINM OTIMCAHHEM.

B cooTBeTCTBHU ¢ HEKOTOPHIMH BapUAHTAMH OCYIICCTBICHHS, KOTOPBIC MOKHO KOMOWHUPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBIICHUS, OMMCAHHBIMK B HACTOSIIEM JIOKYMEHTE, MUIICBOI MPOJYKT WM HAIIUTOK TAKKE
COJICPKHT YTIICBOJBI U )KUPEHIL.

B cooTBeTCTBHY ¢ HEKOTOPHIMH BapUAHTAMH OCYIICCTBICHHS, KOTOPBIC MOKHO KOMOWHUPOBATH CO BCEMHU
BapHaHTaMHU OCYIICCTBIICHHS, OMMCAHHBIMU B HACTOSIIEM JOKYMEHTE, YIAeBO bl oOecmeunBatoT ot 20% mo 50%
SHEPTHU MPOIYKTA WK HAITUTKA.

B cooTBeTCTBHM ¢ HEKOTOPHIMH BapHAHTAMH OCYIIECTBICHHS, KOTOPHIE MOKHO KOMOWHUPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHHS, ONMCAHHBIMH B HACTOSIIEM JOKYMEHTE, KHpHI oOecreunBaroT oT 1% mo 50%
SHEPrUX IPOIYKTA WIH HAIIUTKA.

B cooTBeTCTBHM ¢ HEKOTOPHIMH BapHAHTAMH OCYIIECTBICHHS, KOTOPHIE MOKHO KOMOWHUPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHUS, OMMCAaHHBIMHU B HACTOSIIEM JOKYMEHTE, MaCCOBOE COOTHOIICHHE MEX Ty OeIKaMu
Y YIJIEBOJAMU B MPOAYKTE WIIM HAITUTKE, KOTOPBIH BKIIOYAET MATATENBHBIN cocTaB, cocTanisieT oT 0,85 mo 2,5.

B coOTBETCTBHH ¢ HEKOTOPBIMH BapUAHTAMH OCYIICCTBICHHS, KOTOPBIE MOXKHO KOMOWHUPOBATH CO BCEMHU
BapHaHTaMH OCYIICCTBIICHUS, OMMCAHHBIMU B HACTOSIIEM JOKYMEHTE, MACCOBOE COOTHOIICHHUE MEXKITYy OeIKaMu
Y J)KUPaMU B MPOJYKTE WU HAITUTKE, KOTOPBIM BKIIFOYACT MUTATEIBHBINA COCTaB, cocTaBisieT oT 10 go 130.

B cooTBeTCTBHU ¢ HEKOTOPHIMH BapUAHTAMH OCYIICCTBICHHS, KOTOPBIC MOKHO KOMOWHUPOBATH CO BCEMHU
BapHaHTaMH OCYIIECTBIICHHUS, ONMMCAHHBIMH B HACTOSIIEM TOKYMEHTE, YTJICBOJBI IMHIICBOIO MPOJYKTa WM Ha-
MHUTKA COAEPKAT TPEranosy, U CoAep:KaHHe TPerayuo3sl cocTaBisteT oT 35% a0 95% mo macce MO OTHOILIEHUIO K
00I1IeMy KOJIMYIECTBY IO Macce MPUCYTCTBYIOIINX yTIIEBOIOB.

Jpyrue BapuaHTBl OCYIIECTBIICHHS, OMICAHHBIE B HACTOAIIEM JOKYMEHTE, OTHOCITCA K CLIOCO0y M3TrOTOB-
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JICHUSI MTUTATEIEHOTO COCTaBa ISl MOCTPOCHHUS JUETHI MPH (PCHUIKSTOHYPHU. B COOTBETCTBUY ¢ OJTHUM BapuaH-
TOM OCYIICCTBIICHHS CITOCOO BKIIFOYACT cMelmBaHue riukomakpornentuaa (GMP) B xadyecTBe OCHOBHOTO HC-
TOYHHMKA OCJKOB W JIOTIOJIHUTEIHHBIX KOMIUIEMEHTAPHBIX HE3aMEHUMBIX aMHHOKHCIIOT JUIS 3aBEpIICHUS HE0O-
XOJMMOTO OEJIKOBOTO HPOQUIIS, TOCTABIIEMOr0 B CMECH, COIEp Kalleil apruHUH, IUCTHH, THCTUANH, TPUIITO-
(haH, THPO3UH U JIEHIIMH. B COOTBETCTBHM C OIHWM BapHaHTOM OCYIIECTBICHUS apTWHUH W JICHIINH MMOCTaBIIA-
FOTCSl B TAaKUX KOJIMYECTBAX, YTO B YKa3aHHOM IMUTATEIFHOM COCTaBe COJAEpKaHWE aprMHHHA COCTaBIAeT OT 33
o0 50 MHUTATpaMM apTHHWUHA/TpaMM JKBHBAJICHTHBIX OEIKOB W JieHIHa OT 47 mo 76 MHJUTMTpaMM JICHITH-
Ha/TpaMM SKBHBAJICHTHBIX OEIIKOB.

Jlpyrue onmucaHHBIC B HACTOSIIEM TOKYMEHTE BapHAHTHI OCYIICCTBICHUS OTHOCSATCS K CIIOCOOY M3TOTOB-
JICHUS MTUIIEBOTO MPOIYKTA WM HATTUTKA JIIs TIOCTPOCHUS AUCTHI MPpH (PEHUIKETOHYpUH. B HEKOTOPHIX BapHaH-
TaX OCYIIECTBJICHUS ATOT CIOCO0 00eCIeUunBacT HATMYUC U CMCIIUBAHUE BMECTE IO MEHBIIICH Mepe: MUTATEIb-
HOTO COCTaBa B COOTBETCTBUU C HACTOSIIUM OIMCAHUEM, YTICBOIOB U )KUPOB. B ciiydae M3roTOBICHUS HAIMTKA,
croco0 mpeaycMaTpUBacT CMEIIMBAHUE MUTATEIBHOTO COCTaBa, YIIICBOJOB M )KHPOB C MHIICBON KUAKOCTBIO, B
YaCTHOCTH, BOJIOM.

OTH U IpyTHE aCHeKTHI, XapaKTEPUCTUKH U MPEUMYIIIECTBA HACTOSIIETO PACKPBITHS OyIyT JTydIe MOHATHI
pu 0OpaIeHUH K CIeAYIONIeMy OTICAHUIO U TIpIaraeMoi popMyiie H300peTeHMsI.

PasniuHble acmekTHl M XapaKTepUCTHKH, OMMCAHHBIC B HACTOAIIEM M300pETEHUH, MOKHO TIPUMEHSTHh WH-
IUBHIyalIbHO, TAE 3TO BO3MOXHO. DTH OTACIBHBIC aCMEeKTHI, HAPUMEP, aCIeKThl U XapaKTePUCTUKH B OIIHCa-
HUHM WIA B TPHIAraeMbIX 3aBHCHMBIX ITyHKTaX (OpMyJBl H300pETeHHS, MOTYT OBITh OOBEKTOM BBIACIICHHBIX
3asIBOK.

CrnemyeT MOHUMATh, YTO €CJIU JIFOOOW acIeKT WM XapaKTepPUCTUKA, KOTOopas OOHAPYKHUBAIOTCS BO BpeMs
mpoliecca MaTeHTOBAHUS, SIBIICTCS YK€ U3BECTHOU, HE TOJKHA OBITh 3asBJICHA U JOJDKHA OBITh OOBEKTOM OTKa-
3a 0T (hOPMYJIBI H300PETCHHSI.

ITonpoOHoe onncanne HEKOTOPBIX BADHAHTOB OCYIICCTBICHUS

Tenepr moapoOHO OYAYT PACCMOTPEHBI Pa3IHYHBIC BAPHAHTHI OCYIIIECTBICHUS HACTOSIIETO H300PETCHUS.
Kaxxmprii mpuMep mpencTaBiieH ISl WIUTIOCTPAIIUN U300pETeHUS M He JOJDKEH ITOHMMATHCS KaK ero orpaHude-
Hue. Hampumep, XxapakTepHUCTHKH, IMOKa3aHHBIC WIIM OMHMCAaHHBIE B TOM Mepe, B KaKOH OHM SBISIOTCS YacCThIO
OJTHOTO BapHaHTa OCYIIECTBIICHHUS, MOTYT OBITh aJallTHPOBAHBI MM CBSA3AHBI C APYTHUMH BapHAHTAMH OCYIIECT-
BJICHUS U CO3JMAHHS APYroro BapHaHTa OCyIIecTBIeHUS. [IOHATHO, YTO HacTosmmIee M300peTeHHE BKIIIOYAET
BCE TaKue MOJM(HUKAINN 1 BapHAHTHI.

[lepen ommcanreM 3TUX BapHAHTOB OCYIIECTBIICHHS HEOOXOINMO TaK)Ke MPOSICHUTH, YTO HACTOSIIEE H30-
OpeTcHHE HE OTPAaHWYHMBACTCS B CBOEM MPHMCHCHHHU IMOAPOOHBIM OIHCAHHEM KOHCTPYKIIMH M PACIOJIOKCHHUS
KOMIIOHCHTOB, KaK H3JIOKECHO B IOCIEAYIOIIEM omrcaHuu. Hacrosimee ommcaHue MOXET OOCCIICYHTH IPYTHE
BapHaHTHl OCYIECTBICHHUS U MOXKET OBITh MTOJYYCHO WM BBIMIOJHCHO PAa3IMYHBIMU JPYTUMH criocobamu. Heoo-
XOJIIMO TaKXKE YTOYHUTH, YTO (PPa3eOoJIOTHsI U TSPMHHOJIOTHS, UCTIONB3YEMbIC B HACTOSIIEM JOKYMEHTE, TPe/-
HA3HAYCHBI TOJBKO JIJIsl ONIMCAHUS M HE MOTYT PaCCMAaTPUBATHCS KaK OTPaHUYUBAIOIINC.

Ecimu He ompeneneHo MHaYe, BCe TEXHUYCCKHE M HAYYHBIC TEPMHHBI, HCIIOIB3yEMbIC B HACTOSIIEM JOKY-
MEHTE U Jajiee B HACTOAIIEM JOKyMEHTE, IMEIOT TaKoe K€ 3Ha4CHHE, KOTOPOe OOBIYHO TOHUMAETCS] OOBITHBIM
CHENHANTNCTOM B TaHHON 00JacTH TEXHUKH, K KOTOPOH OTHOCHTCS HacTosiee n3ooperenue. [laxe ecnu croco-
OBl M MaTepuaibl, TOAOOHBIC WJIM SKBHBAJCHTHBIC TE€M, KOTOPHIE ONMCAHBI B HACTOAILIEM JAOKYMEHTE, MOXHO
WCIIOJIB30BaTh TIPH OCYIIECTBICHUN U NP TECTHPOBAHUH HACTOAIIETO M300PETCHNUS, YKa3aHHBIE CIIOCOOBI M Ma-
TEpHaNbl OMICAHBI Jajiee B HACTOSIIEM JOKYMEHTE B KadecTBe puMepa. B ciyuae mpoTHBOpedns mpenMyIecT-
BEHHYIO CHUIy OyJeT UMETh HACTOSIIAs 3asBKa, BKJIFOUYAs €€ ONpelesicHus. MaTepualsl, CiocoObl W MPUMEPHI
UMCIOT UCKITFOUUTEIHFHO WIDTFOCTPATUBHYIO 1IENb U HE JOJDKHBI TOHUMATHCS KaK OTPaHHYUTCIIBHEIC.

B nenom, Bce yka3aHHBIC MPOICHTHBIC COACPIKAHUS M COOTHOIICHUS OTHOCATCS K Macce BCel KOMITO3UIIHH
(Mmac./mac.), ecu He yKa3aHO UHOE.

Bce moka3zaHHBIC B HACTOSIIEM JOKYMEHTE JUANa30HbI IPOIIEHTHOTO COJICPKAHUS MPEICTABICHBI MIPH YC-
JIOBHH, YTO CyMMa IT0 OTHOIIICHHIO K 001Iel kommno3uiuu coctaisieT 100%, ecnu He yka3aHO WHOE.

CrnenyeT MOHMMATh, YTO BCE YKAa3aHHBIC B HACTOSIIEM JOKYMEHTE AHMAIa30HbI BKIIOUAIOT KpaifHIe 3Hade-
HUS, B TOM YHCJIE T€, KOTOPBIC YKa3bIBAIOT AWAMA30H "MEeXIy'" NBYMs 3HAYSHUSMH, €CITH HE YKa3aHO UHOE.

Hacrosmmee onmcanme Takke BKIIOYAET AMAIIA30HEI, KOTOPHIE 00pa3yloTCs B Pe3yNIbTaTe MEePEKPHITHS WITH
00BeIMHEHNS ABYX WX O0JIee OMMCAHHBIX TUAITa30HOB, €CIIM HE YKa3aHO HHOE.

Hacrosmiee onmcanne Takxe BKIIOYACT THATTA30HBI, KOTOPBIE MOTYT OBITH 00pa30BaHEI B pe3ysbTaTe 00b-
eAWHEHUS IBYX WK 0oJee 3HAUEeHHUI, B3ATHIX B pa3HBIX TOYKAX, €CIIM HE yKa3aHO HHOE.

BapuaHTBI OCyIIIECTBICHUS, ONMCAHHBIC B HACTOSIICM JOKYMEHTE, OTHOCSATCS K MHUTATEIIFHOMY COCTaBY
Juist moctpoeHus auetsl npu ¢permnkeronypun (PKU), uMeromemy nurarensHsiii npoduns 6enka GMP u no-
MOJTHHUTEIBHBIX KOMIDIEMEHTAPHBIX aMUHOKHCIIOT JUIs 00ecIiedueHus X cOATaHCUPOBAHHOTO MOTPEOICHUS IS
nuetsl mpu PKU.

B dvacTHOCTH, MUTATENBHBIN TMPOQPIIH, TO €CTh KOMIIO3HIUS HE3aMCHHMBIX aMUHOKUCIIOT BHYTPH ITHTA-
TEJNILHOTO COCTaBa, MOXKET OBITh BEIPAYKECH B HACTOSIIIEM IOKYMEHTE B MIULTUTPaMMaX Ha TPaMM SKBHUBAJICHTHBIX
6enkoB (T EP mim rpaMM SKBHBaJIEHTHBIX OCITKOB).

O6mme >xBuBanieHTHBIE Oenku (EP) mMoryt ObITH paccuMTaHbl B HACTOAIIEM TOKYMEHTE B BHUJE CYyMMBI
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o6emka GMP u cyMMBI JOMOTHHUTENBHBIX KOMIUIEMEHTAPHBIX aMHHOKUCIIOT, JICNICHHON Ha 1,2, corjacHo cie-
nyromei hopmyie:

EP = 6emoxk GMP + (cymMa TOTOJHUTENBHBIX KOMIUIEMEHTAPHBIX aMHHOKHCIIOT/1,2).

OrnrcaHHBINA BBITIE MUTATEIBHBIA COCTAB CONEPKUT TukomMakporentua (GMP) B kauecTBe OCHOBHOTO HC-
TOYHHKA OETKOB M JOTOJHUTEIbHBIE KOMIUIEMEHTApPHBIE HE3aMEHUMBIE aMHUHOKHUCIIOTHI IJISl 3aBEPIICHHS Tpe-
Oyemoro 6emkoBoro npoduis. J[omomHNTEIbHbIE KOMIUIEMEHTAPHBIC He3aMEHNMbIE aMUHOKHUCIIOTHI MOCTABIIS-
FOTCSl B CMECH, COJIEepIKAaIeil apruHIH, IIUCTUH, THCTUANH, TPUITO(AH, THPO3WUH U JICHITIH.

B nurTaTtensHOM cocTaBe, OIMCAaHHOM BHIIIE, COAEPKAaHIE apTHHUHA COCTaBIsIeT oT 33 1o 50 MmumrpamMm
ApTUHHUHA/TPAaMM SKBHUBAJICHTHBIX OCITKOB U JicHIMHA OT 47 10 76 MIJLTUTpaMM JICHITUHA/TPAMM SKBHUBAJICHTHBIX
OenmkoB. 3 HUX KOJMYECTBO JOOABIIEMOI0 aprUHHMHA B JOMOJHEHUE K aprUHHHY, mpoucxonsimemy w3 GMP,
cocraBisieT oT 32 10 48,5 MIUIMTpaMM aprHHUHA/TPaMM JKBHUBAJICHTHBIX OCIKOB, TOTJA KaK KOJUYECTBO J0-
0aBisieMOro JICHIMHA, JOTIOJHUTENBHO K JIeiunHy, npoucxomsaimemy nu3 GMP, cocrasisiet ot 39 no 65 mMun-
rpaMM JIeHIIMHA/TPaMM YKBUBAJICHTHBIX OCIIKOB.

3asiBUTENb OOHAPYXKIJI, YTO JICUIIUH MPEICTABIACT COOOH aMHHOKHCIOTY C OPTaHOJNENTHYCCKUM MPoGu-
JIeM C OY€Hb BBIPAKEHHBIM TOPHKAM BKycoM. OTHaKO M3BECTHO, YTO OH UTPAET BAYKHYIO POJIb B IIUTAHWH, SBIIS-
sICb HE3aMEHMMOM aMUHOKHUCIJIOTOM. 1o 3TMM npuumHaMm A03MpPOBKA JEHLIMHA B COCTABE B COOTBETCTBUM C Ha-
CTOSIIIIAM OTIMCAHUEM, COCTABIIIONMAs Bcero oT 47 no 76 MHJUTMTpaMM JISHITHA/TpaMM SKBHBAJIEHTHBIX OEITKOB,
CHJIFHO CHIDKEHA TI0 CPAaBHEHHMIO C CYMIECTBYIOIIMM YPOBHEM TEXHHUKH, C MUHUMAJIBHBIM BO3JCHCTBHEM Ha Op-
TaHOJIETITHYECKOM YPOBHE, B JIIOOOM cirydae KomreHcupys aepuuut GMP, coxpaHss pois HE3aMEHUMOHW aMHu-
HOKHCJIOTHI, KaK oTpenesieHo B JokyMmeHTe "Protein and amino acids requirements in human nutrition" (BO3,
Tabmn. 23 u Tabmn. 36).

3asiBUTENb OOHAPYKWII, YTO APTHHHUH TAKXKE SIBIICTCS OYCHb TOPHKOW aMHHOKHUCIOTOH. [losTOMY Ha cra-
JMH pa3pabOTKH COCTaBa B COOTBETCTBHHU C HACTOSIIMM ONHMCAHUECM 3asSBUTEIh BBITOIHWI SKCIICPUMCHTAIBHEIC
TECTHI ISl CPABHCHHUS BITUSHUS PA3IMIHBIX (JOPM aprHHMHA Ha OOIIUI OpraHOJICITHUCCKUN TPOQHIH COCTaBa C
GMP B COOTBETCTBHM C HACTOSIIMM OITUCAHUEM. 3asBUTEb OOHAPYKUII, YTO MPEAMOYTHTEIBHO UCIOIb30BATh
COCTaB COJIM apTMHMHA aclapTara [0 CPaBHEHHUIO ¢ YUCTOH (HOpMOI apTHHIHA, TOCKOIBKY OHA SIBIISIETCS MEHEE
ropeKkoid. Takum 00pa3oM, B HEKOTOPHIX BapHaHTaX OCYIIECTBIICHHUS KOJMYECTBEHHBIN BKJIa apriHUHA, 100aB-
JICHHOTO B COCTaB, OITMCAHHBINA B HACTOSIIEM JTOKyMEHTE, B JOMOJHEHNE K apTHHUHY, poucxomsmemy u3 GMP,
MPOMCXOIUT OT apTHHHMHA, IOCTABIIIEMOr0 B (hOpMe COJH, B YaCTHOCTH, COJIM apTHHHMHA acmapTara, moMoras
ONTUMHU3UPOBATH OPTAHOJCTITHIECKHUN TPO(HIH MPOAYKTA C TEXHOJIOTHIECKOW TOUKH 3PEHHSL.

B HacTosmem moxymente orMmedaetcs, uTo GMP 1o cBoei mpupo/ie MoCTaBisieT CHIPKEHHBIE KOJTMYECTBa
aprUHMHA, MUCTUHA, THCTHINHA U JCHIIMHA, TIO9TOMY B ONMCAHHOM BBIIIE COCTaBe 0O0INas MHUHUMAIbHAs 9aCTh
aprUHMHA, TUCTUHA, THCTUINHA U JeinuHa nmpoucxomut u3 GMP, a octanbHas O0JbIIast 9acTh MPOUCXOTUT U3
JIOTIOJTHUTEIBHBIX KOMIUICMCHTAPHBIX HE3aMEHUMBIX aMHUHOKHCIIOT, IIPH 3TOM B COCTaBE, OMHCAHHOM BBIIIC,
TpunToaH ¥ THPO3UH MPOUCXOAAT TONBKO W3 JOMOJHHUTEIBHBIX KOMIUIEMCHTAPHBIX HE3aMEHUMBIX aMHHOKUC-
JIOT.

B cooTBeTCTBHYU ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIIECTBIICHUS, ONMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COJICpIKaHUE
THPO3WHA cocTaBisieT oT 112 no 188 mMwmurpaMm THPO3WHA/TPaMM DKBHUBAJICHTHBIX OCIIKOB, MPOHMCXOISIITUX
HCKITIOYUTETHFHO U3 TOTIOHUTEIBHBIX aMIHOKHCIIOT, a He 13 GMP.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHaHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMH OCYIICCTBIICHHS, ONMMCAHHBIMH B HACTOSIEM JTOKYMEHTE, B MUTATEILHOM cCoOcTaBe oOmias macca
JIOTIOTHUTEIBHBIX KOMIUIEMCHTAPHBIX HE3aMEHUMBIX aMUHOKHCIIOT COCTAaBISIET OT 35% 10 65% oT o6meit mac-
CBI, TIPE/ICTABICHHON Maccoit 6emkoB GMP BMecTe ¢ Maccoii JOMOTHUTEIBHBIX KOMIUICMEHTAPHBIX HE3aMCHH-
MBIX aMUHOKHCJIOT.

B omoyHUTENHHBIX BO3MOXKHBIX BapHUaHTaX OCYIICCTBICHHS 0OIIas Macca JOTOJHUTCIEHBIX He3aMEHU-
MBIX KOMIIEMEHTapHBIX aMHHOKHCIIOT cocTaBisieT oT 45% 110 65% ot oOmieit Macchl, pecTaBICHHOW Maccou
o6emxoB GMP BMecTe ¢ Maccoil TOMOHUTEIBHBIX KOMILICMEHTAPHBIX HE3aMECHIMBIX aMHHOKHUCIIOT.

B omosHUTENBHBIX BO3MOKHBIX BapHaHTaX OCYIIECTBICHHS OOIMas Macca JOTONHUTENBHBIX HEe3aMEHH-
MBIX KOMIZIEMEHTapHBIX aMHHOKHUCIIOT COCTaBISIET OT 55% 10 65% oT o01mielt Maccsl, IpeACcTaBIeHHOH MacCcoi
6emxoB GMP BMecTe ¢ Maccoil TOMOTHUTENBHBIX KOMILIEMEHTAPHBIX He3aMEHIMbIX aMHHOKHUCIIOT.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHaHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHUS, OMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COJICpIKaHUE
TpunTodaHa cocTaBiseT oT 12 10 22 MIWUIATPaMM TpUNTo(ana/rpaMM KBUBAJICHTHBIX OCITKOB U THCTHIUHA OT
22 10 37 MWIIUTpaMM THCTHIWHA/TPAMM 3KBHUBAJICHTHBIX O€IKOB. 3 HUX TpuUNTO(aH MPOUCXOIUT UCKITIOYH-
TEJNBHO W3 JOMOJHUTEIBHBIX aMHHOKHUCIIOT, a He U3 GMP, Torma xak KOIMYecTBO A00aBIIEMOrO THUCTHINHA B
JIONIOJTHEHHE K TUCTUIUHY, npoucxonsamemy u3 GMP, cocrasisier ot 21 10 36,3 MUJUTMrpaMM FHCTHINHA/TPaMM
SKBHUBAJICHTHBIX OCITKOB.

B cooTBeTCTBMU ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBJICHUS, OMHCAHHBIMU B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJCPIKAHUE
IIUCTHHA COCTaBJIsAET OT 3,8 10 6,2 MIJUTMTPaMM IIUCTHHA/TpaMM DKBHUBAJICHTHBIX OeKOB. V3 HUX KOJUYECTBO
J00aBIAEMOTO MUCTUHA, JOMOJHUTEIFHO K MUCTHHY, mpoucxonsmemy u3 GMP, cocrasmser ot 3,45 mo 5,75
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MUUIATPaMM IIHCTHHA/TPaMM 3KBHBAJICHTHBIX OCIIKOB.

B JomOMTHUTENBHBIX BApUAHTaX OCYIIECTBICHHUS, KOMOMHUPYEMBIX CO BCEMH BapHAHTAMH OCYIIIECTBICHUS,
OTMCAaHHBIMH B HACTOSIIEM JOKYMEHTE, B IUTATEIFHOM COCTaBe, OMMCAHHOM BBIIIE, B JOTIOJHEHNE K YIOMSHY-
TBIM BBIIIIE AMUHOKHCJIOTAM apTUHUHY, OUCTHHY, THCTUANHY, JCHIINHY, TPUNTOPAHY U THPO3UHY, TAKXKE IPH-
CYTCTBYET OJHA, HECKOJIbKO HIIM BCE W3 CIECIYIONNX aMUHOKHCIIOT: allaHUH, acCaparnHOBasi KUCIIOTA, TIIyTaMH-
HOBasl KHCJIOTa, TIyTaMHH, TJIUIWH, W30JICHINH, JH3WH, METHOHHUH, MIPOJIMH, CEPUH, TPEOHUH, BaluH. M3 HUX
W30JICUIIMH, CEpUH U BaJIMH MTPOUCXOAT TOIbKO 13 GMP, MOCKOIBKY MPUCYTCTBYIOT B HEM I10 CBOSH MPHUpOJIE, B
TO BpeMs KaK aJlaHUH, acllaparMHOBAasi KUCJIOTa, TITyTAMHUHOBAs KUCJIOTA, TIIyTaMUH, TIUIHH, JTH3WH, METHOHHH,
TPOJIMH, TPCOHUH MPOUCXOJIT Kak u3 GMP, Tak u mo0OaBISIOTCS IS 3aBEPIICHUS MUTATENBHOTO Tpodums. Ta-
KuM 00pa30oM, B BO3MOKHBIX BapHAHTaX OCYIICCTBICHHS OMMCAHHBIN BBIIIC MTUTATCIBHBIA COCTAB MOMKET TAKKE
BKITIOYATh, B JonoidHeHne K GMP u aMHHOKHUCIIOTaM, IO MPUPOIE MPUCYTCTBYIOIINM B HEM, 15 MOMOTHHUTENb-
HBIX aMUHOKHUCIIOT, @ UMCHHO, apTHHHH, IUCTHH, TUCTUIVH, JICHIIMH, TpUNTo(aH, THPO3UH, COJCPKAHUEC KOTO-
peix B GMP sBnsieTcss HU3KUM, a TaKkXKe ajlaHWH, acllapardHOBas KUCIIOTa, TIIYTAMHHOBAs KUCIOTA, TIIyTaMUH,
TJIUIH, JIN3WH, METUOHUH, TIPOJINH U TPECOHUH.

MunnMansHOE cofepykaHue (peHmIaTaHuHa B COCTaBe, OMICAHHOM B HACTOSIEM JOKyMEHTE, B JIOOOM
cilydae HAMHOTO HIDKE MHUHHMAJIBHOTO ITOPOTOBOTO 3Ha4deHWs i marueHtoB ¢ PKU, mpoucxomuT MCKITIOYH-
tenapbHO M3 GMP, roe dheHmnamanuH MpUCYTCTBYET 1o mpupoae. Hanpumep, ucnomszyror GMP, xotopslit co-
nepxut Makcumym 0,2 mMr ¢ermnanannaa Ha 100 rpamm Oenka. B cOOTBETCTBHHM ¢ BO3MOYKHBIMU BapHaHTAMH
OCYILECTBIICHHS, KOTOPbIE MOXHO KOMOMHHPOBATH CO BCEMH BapHAaHTAMH OCYILECTBIICHHS, OMMCAHHBIMA B Ha-
CTOSIIIIEM JIOKYMEHTE, B MMUTATEIILHOM COCTaBe CoJlepKaHne (eHMIATaHnHA COCTaBisieT He Oonee 1,6, mpenmod-
TUTENBHO 1,5, maxke Ooyiee MpenmoYTHTENBHO 1,4 MILTHTpaMM (peHUIIAIAaHWHA/TPAMM DKBUBAJICHTHBIX OCJIKOB.
Hanpumep, coaepkanue eHmIaTaHWMHA MOXKET HAXOIUThCS B qUama3oHe oT 1,2 10 1,5, mpeamovTuTensHo OT
1,2 no 1,4 MmmwmurpaMm QeHnIanaHnHa/TpaMM SKBHBaJICHTHBIX OCIIKOB.

B cooTBeTCTBUY ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBJICHUS, OMMCAHHBIMU B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJICpIKAHUE
aJlaHWHA COCTaBisIieT OT 51 1m0 75 MWIIMrpaMM aJaHWHA/TPaMM 3KBUBAJICHTHBIX OenkoB. M3 HUX KOJWUYECTBO
J00aBIsAEMOTO allaHUHA, TOTIOHUTEIHHO K allaHuHY, poucxosmemMy n3 GMP, coctasmisiet oT 28 10 47 MHILIH-
TpaMM aJlaHWHA/TPaMM SKBHBAJICHTHBIX OCITKOB.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHAHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHUS, ONMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COICpIKaHUE
acraparuHOBOW KUCIIOTBI COCTABISAET OT 86 Mo 130 MmwIIMrpaMM acrapariHOBOHW KHACIOTHI/TpaMM SKBHUBAJICHT-
HBIX OCJKOB. V3 HUX KOJUYECTBO JOOABISCMON acapariHOBOW KUCIOTHI, TOTMOJHUTEIBHO K KHCIOTE, IPOUCXO0-
e u3 GMP, cocrasnsieT ot 53 10 90 MUIITHrpaMM acTiaparnHOBON KHCJIOTHI/TPaMM SKBHBAJIEHTHBIX OEIIKOB.

B cooTBeTCTBHU ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBJICHUS, OMHCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJICPIKAHUE
TIIyTaMUHOBOW KHCIIOTBI COCTaBIsIeT OT 78 10 99,5 MMIIMrpaMm IiTyTaMHHOBOW KHCJIOTBI/TPAaMM 3KBHBAJICHT-
HBIX OeiKkoB. I3 HUX KOMHUYECTBO TOOABISIEMON TITyTAMUHOBOH KHCJIOTHI, JOTIOJHUTEIFHO K KUCIOTE, IPOUCXO-
nmsmieit 3 GMP, coctaBisieT ot 7 10 12 MHJUTMTpaMM TITyTAMHHOBOM KUCJIOTHI/TPaMM SKBHBAJICHTHBIX OCITKOB.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHaHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHUS, ONMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COICpIKaHUE
TIIyTaMHHa COCTaBIseT OT 47 10 79 MIWIIHrpaMM TIIyTaMHUHA/TpaMM SKBHUBAJICHTHBIX OENKOB, MPOMCXOISIINX
HCKITIOYUTETHFHO M3 TOTIOHUTEIBHBIX aMIHOKHCIIOT, a He 13 GMP.

B cooTBeTCTBMU ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBJICHUS, OMHCAHHBIMU B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJCPIKAHUE
TJIMIIUHA COCTAaBJSIET OT 58 M0 96 MILTUrpaMM TIIUIMHA/TPaMM JKBUBAJICHTHBIX OCITKOB. M3 HHX KOJIUYECTBO
J00ABIIIEMOTO TIHIMHA B IOTIOJIHEHUE K MIHIUHY, npoucxomsamemy u3 GMP, cocrasmsier ot 54 mo 91 mummu-
rpaMM TIHIUHA/TPaMM KBUBAJICHTHBIX OCJIKOB.

B cooTBeTCTBHU ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIIECTBIICHUS, ONMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COJICpIKaHUE
M30JICUIIMHA COCTaBIAET OT 39 10 96 MIUTMTpaMM H30JICUIIMHA/TPaMM SKBUBAICHTHBIX OeNkoB. M3 HUX KOJH-
YeCTBO J00aBISIEMOT0 H30JISHIIMH B JOMOJIHEHNE K M30JEHITNHY, poucxomsnieMmy u3 GMP, MokeT coCTaBIATh
ot 0 10 48 MIUIHrpaMM H30JIEHITMHA/TPAaMM 3KBUBAJICHTHBIX OCITKOB.

B cooTBeTCcTBIH ¢ BO3MOKHBIMU BapHaHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHUS, OMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COICpIKaHHE
JIM3UHA COCTABIIET OT 61 M0 93 MILTUrpaMM JIN3WHA/TpaMM 3KBUBAJICHTHBIX OEJNKOB. M3 HUX KOJUYECTBO JI0-
0aBJIsIeMOro JIM3MHA B JIOTIOJIHEHUE K JIM3MHY, poucxopsamemy n3 GMP, cocrasiser ot 39 1o 65 Muumiurpamm
JIM3UHA/TPaMM 3KBHBAJICHTHBIX OCIIKOB.

B cooTBeTCTBUY ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBJICHUS, OMHCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJICPIKAHUE
METHOHHMHA COCTaBISICT OT 15 mo 23,5 MmwumMrpaMM METHOHWHA/TPAMM SKBHUBAJICHTHBIX OenkoB. M3 HUX KOJH-
YeCcTBO A0OABISEMOT0 METHOHMHA B JOMOJHEHNE K METHOHUHY, npoucxomsamiemy 3 GMP, cocrasmsger ot 8 1o
14 MuTUTpaMM METHOHWHA/TPaMM SKBUBAJICHTHBIX OSJIKOB.
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B cooTBeTCTBHY ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBJICHUS, OMHCAHHBIMU B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJICPIKAHUE
TIPOJIMHA COCTABIISET OT 99 o 146,5 MUIIHrpaMM MPOJIMHA/TPaMM SKBUBAJIEHTHBIX O0eTTKOB. 113 HUX KOTUYeCTBO
J00aBIsAEMOTO TIPOJIMHA, JOMOJNHUTELHO K MPOJUHY, mpoucxomsmemy u3 GMP, cocrasiser ot 55 mo 92,5
MIJIITATPaMM TIPOJIFHA/TPaMM SKBUBAJICHTHBIX OCITKOB.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHaHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHUS, OMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COICpIKaHUE
CepHHA COCTaBIsET OT 28 10 69 MIWUITMTpaMM CEPHHA/TPaMM SKBHBAJICHTHBIX O€NTKOB. M3 HUX KOJHMYECTBO JO-
0aBJIsIeMOT0 CEepUHA B JIOTIOJIHEHUE K CepUHY, npoucxoasmemy n3 GMP, moxer coctaBisats ot 0 10 34,5 mui-
JUTPaMM CEpUHA/TPaMM 3KBHBAJICHTHBIX OCJIKOB.

B cooTBeTCTBHU ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTAMH OCYIICCTBJICHUS, OMHCAHHBIMU B HACTOSIIEM IOKYMEHTE, B IHTATCIFHOM COCTaBE COJICPIKAHUE
TpeoHHHa cocTtaBisieT oT 79 1o 105,5 MuMrpaMM TpeoHHHa/TpaMM DKBHBAICHTHBIX 0enkoB. M3 HuX Koinde-
CTBO J100aBISIEMOTO TPEOHHMHA, IIOMIMO TPEOHHHA, mpoucxoasuiero u3 GMP, coctaenseT ot 16 mo 28 mmuim-
TpaMM cepuHa/TpaMM 3KBUBAJICHTHBIX OCIIKOB.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHaHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMH OCYIIECTBIICHUS, OMMCAHHBIMH B HACTOSIIEM IOKYMEHTE, B IHTATEIFHOM COCTaBE COJICpIKaHUE
BaJIMHA cocTaBysgeT oT 31 1Mo 77 MUJUTMTpaMM BaJlMHA/TpaMM SKBHUBAJICHTHBIX O€lTKOB. V3 HUX KOJWYECTBO JO-
0aBJIsIeMOT0 BaJliHA, B IOTIOJHEHHE K BAMHY, mpoucxoaamemy u3 GMP, moxer coctaBisats ot 0 1o 38,5 mui-
JUTpaMM BaJIMHA/TPaMM SKBHBAJICHTHBIX OCITKOB.

[IpennovTuTenFHO aMUHOTpaMMa, KOTOpask XapaKTepH3yeT COCTaBbl B COOTBETCTBHU C PA3IMYHBEIMH BapH-
AHTaMH OCYIIECTBIICHHS, ObUTa pa3paboTaHa U TECTUPOBaHA 3asBUTEIEM TaKUM 00pa3oM, YTOOBI, IOMUMO 0Oec-
MCYCHUSI aJICKBATHOTO KOJIMYECTBA KOMIUIEMCHTAPHBIX HE3aMEHUMBIX aMHHOKHCIIOT, MOAXOISINUX JJIS Leneh
muerotepanuu npu PKU, B To ke BpeMs OHa rapaHTHpOBaa MOAXOAIINE CEHCOPHBIC CBOMCTBA CAMUX COCTa-
BOB, YTOOBI OHH OBLTH TaKXKe MPUATHBIMH C OPTAHOJCITUYCCKON TOUKH 3PCHHUS JJIS TE€X, KTO MPHUHUMACT OIIH-
CaHHBIC BBIIIE COCTABHL.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHAHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMHU OCYIIECTBIICHHS, ONMMUCAHHBIMU B HACTOSAIIEM JOKYMEHTE, OTMCAHHBIN BBIIIE MATATEIBHBIN COCTaB
mpencTaBieH B (hopMe mopoInika. Bo3MOKHBIN WILTIOCTPATHBHBINA BapUAHT OCYIIECTBICHUS TPEACTABISIET COO0MH
MOPOIIKOBEIN MPOAYKT, COACPIKALIIA COCTaB B COOTBETCTBUHU C HACTOSAIINM OIHCAHUEM, KOTOPHIH CIIEAYET MpH-
HUMAaTh [IOCJIE PACTBOPEHMSI B JKUAKOCTH, TAKON KaK BOAA WJIM aHAJIOTMYHBIN NoaxoAsmui HanuTok. ITopomko-
BBII MPOJYKT MOXKET BKIIFOYATh CMECh CYXUX MHTPEAUCHTOB, CPEIH KOTOPHIX COCTAB B COOTBETCTBHH C HACTOS-
MM OITUCAHWEM W, HAIIPUMEP, YTIICBOJIBI, )KUPHI, BUTAMHUHBI, MHHEPAJIBHBIC COJH, MUKPOAJIEMEHTHI U T.1I. [1o-
POIIKOBBIH MPOIYKT MOXET OBITh HETIOJTHBIM WJIH MOJHBIM, B 3aBUCUMOCTH OT PELICITA.

Jlpyrue BapuaHTBI OCYIICCTBICHUS TaK:KE OTHOCSITCS K KUAKOMY TPOIYKTY WM HICBOMY HAIUTKY, CO-
JIepKaIeMy COCTaB B COOTBCTCTBUH C BapHaHTaMHU OCYIICCTBIICHUS, ONMUCAHHBIMH B HACTOSIIEM JOKYMEHTE.
B03MOXXHBIN HIUTFOCTPATUBHBIN BapHaHT OCYIICCTBICHUS MPEICTABIACT COOON JKUAKHMIA MPOMYKT WIA HAMUTOK,
TOTOBBII K yIOTPEOICHNIO, KOTOPBIA COAEPIKUT IO MEHBIICH Mepe COCTaB B COOTBETCTBHH C BapHAaHTaAMH OCY-
IIECTBJICHUS M KOTOPBIM TakXKe MOXKET COJEepXKaTh, HAPHUMEDP, BUTAMUHBI, F/UJI MUHEPAIb, W/HIN MHKpPO3JIe-
MEHTHI, WIN JpYTHe TOJe3Hble Wi (yHKIMOHAJbHBIC BemecTBa. JKUAKUIA MPOIYKT MOXKET BKIIOYATh CMECh
CYXHX MHTPEIHECHTOB, BKIIIOYAsi COCTaB B COOTBETCTBUH C HACTOSIINM OTIMCAHHUEM, H KUAKUX HHIPeAneHTOB. 13
YHcIa JOTOJHUTENBHBIX MHTPEIUCHTOB, CYXHUX WU XKHUIKHAX, B JOTOJHEHHE K COCTaBy B COOTBETCTBHE C Ha-
CTOSIIIMM OIHCAaHWEM, HAPUMEP, TAKXKE, B 3TOM CIIydae MOTYT ObITh 00ECIICUCHBI YTIICBOBI, KUPHI, BATAMUHEI,
MUHEpaJIbHBIC COJU, MUKPOAJIEMEHTHI U T.I1. JKUIKHUN MPOJYKT MOXKET OBITh HETIOJHBIM HITH TIOJTHBIM, B 3aBUCH-
MOCTH OT peIIeTTa.

B cooTBeTCcTBUHM ¢ BO3MOXHBIMH BapHaHTAMH OCYIICCTBICHHS TaK)XEe MOTYT OBITH OOCCIICYCHBI APYTHUC
MUIIEBBIC TPOTYKTHI, KOTOPBIC COJCPKAT COCTAB B COOTBETCTBHU C HACTOSIIUM ONHCAHUECM, TAKHE KaK MOJIOY-
HBIC TIPOJYKTHI, B YaCTHOCTH, HOTYPT, WM KOHIAUTEPCKHUE U3ICIHs, TAKUEC KaK KPEMBI WM IyAHHTH, XJIe000y-
JIOYHBIE M3/IENNs, TaKHe KaK XJ1e0, KpeKephl, XJIeOHbIE MMAI0UKH, CHEKH, TIeUYeHbE, TOPTHI, CIaIKie CHEKH, KOHTH-
TEPCKHE M3JIENUS U MaKapOHHBIE W3IENUS WIN T.I1., WM IPYTHE COCTABhI C PA3TUYHON INIOTHOCTHIO MIIH BSI3KO-
cTpio. Taroke, MOTYT OBITH OOEcIeueHBl APYTHe NUIIEBBIE HAMUTKH, B KOTOPBIX HCIIONB3YEeTCsS NMHUTATESIBHBIN
COCTaB B COOTBETCTBUH C HACTOSIINM OITUCAHUEM.

Takum 0Opa3oM, ycIoBHE TOTO, YTO COCTaB B COOTBETCTBHHM C ONMCAHHBIMH B HACTOSIIEM JIOKyMEHTE Ba-
pHAHTAMH OCYITICCTBIICHUS MOXET OBITh "OCTOBOM" MM OOIIEH OCHOBOH IJISl pa3MYHBIX MHUINEBBIX MPOIYKTOB
WIA HAIUTKOB, KOTOPHIC MOTYT OBITh M3TOTOBJICHBI, MOAMAIACT IOJ CYIIHOCTH HACTOSIIETO OMHCAHHS. DTOT
OCTOB WJIM 00IIasi OCHOBAa MOXET COCTOSITh B OCHOBHOM H3 OenkoBoil yacth GMP # TOMOTHUTEBHBIX KOMILIE-
MEHTapHBIX HE3aMCHUMBIX aMHHOKHCIOT W, CJIEJOBATCIBLHO, MPEACTABIIACT OCHOBY IUISL PA3IIUYHBIX PELEITOB
Pa3HBIX MUMIEBBIX TPOYKTOB, KOTOPBIC MOTYT OBITH IPUTOTOBJICHBI.

Kpome Toro, moiydaeMbie POAYKTHI, B PEUENTE KOTOPBIX UCIONB3YETCS COCTaB B COOTBETCTBUU C OITHU-
CaHHBIMH B HACTOSIIEM JOKYMCHTE BapHaHTAMH OCYIICCTBICHUS, MOTYT COJCPKATh YTIICBOMBI M JKUPHI, 100aB-
JICHHBIE K HUM B Pa3IMYHBIX KOJMYECTBAX.

[TomyyenHbpIe TakUM 00pa30M HPOIYKTH MOTYT OBITH ITOJHBIMH WJIM HETIOJIHBIMH TpoayKTamu. Ecim cam
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MPOAYKT COJICPIKUT HEKOTOPOE KOIUYECTBO OENKOB, YIJICBOJOB U KHPOB, JOCTATOYHOE JUIS yIOBICTBOPCHUS
MUTATCBHBIX TOTPEOHOCTE! MalueHTa ¢ (PEHUIKETOHYpUeH, OH CUUTACTCS TOJHBIM, B MPOTHBHOM CIIy4ae OH
OTIpeNIeNAeTCs] KaK HETTOTHBIH.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHaHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTAMHU OCYIIECTBIICHMS, ONMCAHHBIMU B HACTOSIIEM JOKYMEHTE, B IHIIEBBIX MPOAYKTaX, KOTOPHIE BKIIIO-
YaroT MUTATENbHBIA COCTAaB, OTIMCAHHBIH BHIIIE, TAK)KE MOTYT IIPUCYTCTBOBATE YTIICBOIBI U JKUPEI.

B 3THX muImIeBBIX TPOAYKTax YIrIeBOABI MOTYT obecriednts oT 20% 1o 50% sHeprum mpoayKTa, U JKUPHI
MoryT obecrieunts oT 1% 10 50% sHeprun mpoayKTa.

Uro KkacaeTcs YIJICBOJOB, TO B BO3MOXHBEIX BapHaHTaX OCYIICCTBICHHS MPUMCHEHHE MOHOCAXapHIOB B
pelenrax MoJy4acMbIX MHIICBBIX MPOIYKTOB MPEINOYTHTEIFHO OTPAHHYUBAIOT, HACKOJIBKO 3TO BO3MOXHO, B
MOJIb3y MPUMEHECHHUS TIOJIMCAXaPUIOB, TAKUX KaK, HAMPUMEP, KpaxXMallbl, MATbTOICKCTPHH, TPEraao3a U JaKTo3a.

B B0O3MOXHBIX BapHaHTaX OCYIICCTBICHHUS, B YACTHOCTH, COCTAB MOXKET COJCPIKATh TPETalo3y B KOJIUYC-
ctBe OT 35% 10 95% Mo Macce Mo OTHOIICHHUIO K O0IIEH Macce YriieBOI0B, IPUCYTCTBYIONIMX B MUIIECBOM IIPO-
JyKTE€, KOTOPBIN BKJIFOUACT MMUTATEIBHBIA COCTAB 110 HACTOSAIICMY OMHCAHUIO.

B wacTtHOCTH, Tperano3a mpencTaBiaseT coO00i Aucaxapul, COCTOSIINNA U3 IBYX MOJIEKYJI TJIFOKO3bI, COeIU-
HEHHBIX TNIMKO3UIHOM cBs3blo a-o (1,1)'. Ero xuMuueckas cTpyKTypa AenaeT ero 0cCOOEHHO CTaOMIBHBIM C KH-
HETHYECKOH M TEPMOJMHAMHUYECKOHN TOUKH 3pSHI, U AETAeT €ro HeBOCCTAHABIMBAIONINM CaxapoM, OTOMY He
OYeHb CKJIOHHBIM K B3aWMOJICHCTBUIO C NPYTUMH BEIIECTBAMH BHYTPH MHIICBBIX MAaTpHIl. B momomHeHne K 3T0-
My, Tperajgo3a o0JaaeT CrrocCOOHOCTBIO 3aITUIIATh OCNKH U UX CTPYKTYPY B OIPEAEIICHHBIX CTPECCOBBIX CHTYya-
IUSIX.

Kpowme Toro, Tperano3a ygacTByeT B MOXYJHPOBAHUN COJICHOTO W TOPHKOTO BKYCa B IMHIIEBBIX MATPHIIAX.
B cocTaBe B COOTBETCTBHU C HACTOSIIMM OMKCAHHEM MPUMCHCHHE TPErajio3bl BBITOIHBEIM 00pa30M MO3BOJISCT
MAaCKUpPOBATh TOPHKUI M COJICHBIH BKYCHI, IPOUCXOSIINE HE TOIHLKO OT HEKOTOPHIX aMHHOKHUCIIOT, HO TAKXKE OT
HEKOTOPBIX MUHEPAIBHBIX coyield. TakuM 00pa3oM, BBITOJHOE NMPUMEHEHHE TPETalo3bl B KaYeCTBE OCHOBHOTO
HCTOYHHKA YTJIEBOJOB TAK)KE WUTPACT POJb B YMCHBIICHHU MTOCTOPOHHUX MPUBKYCOB, TUITHMYHBIX JUIS 3THX CO-
CTaBOB.

B mpoaykTax, momy4yaeMbIX B COOTBETCTBHH C HACTOSIIMM OIUCAHUEM, NOOABICHHBIC YIIIEBOABI MOTYT
obecreunBaTh OT 0k0JI0 20% 1m0 0Kk0JI0 5S0% DHEPTrHH.

B cooTBeTcTBIH ¢ BO3MOKHBIMU BapHaHTAMH OCYIIECTBICHHUS, KOTOPBIE MOXXHO KOMOMHHPOBATH CO BCEMH
BapHaHTaMH OCYIIECTBICHHUS, OIMCAHHBIMU B HACTOSIIEM JOKYMEHTE, MaCCOBOE OTHOIICHHE MEXIY OeNKaMu 1
YIJI€BOAAMHU B MHIIEBOM IPOIYKTE, KOTOPHIH BKIFOYAECT MUTATEIBHBIA COCTaB 110 HACTOAIIEMY OIHCAHHUIO, MO-
JKET HaXOIUThCA B muamnasoHe ot 0,85 mo 2,5. Boamoxknasle mpumepsl BritrodaroT 0,85, 0,9, 0,95, 1, 1,25, 1,3, 1,5,
1,75, 2, 2,25, 2,5. DT 3Ha4YeHHs, KaK B OTHOIIICHWHW TUANa30HA, TaK ¥ B OTHOIICHUHM KOHKPETHHIX 3HAYCHUH,
MOTYT OBITh BEIOPAHBI KaK I OPOIIKOBEIX, TaK U JUISL XKHJIKAX MPOAYKTOB, B COOTBETCTBHH C MIOTPECOHOCTSIMHU.

B cooTBeTCTBHY ¢ BO3MOKHBIMU BapUAHTAMH OCYIIECTBICHHUS, KOTOPBIC MOXXHO KOMOMHHPOBATH CO BCEMHU
BapHaHTaMH OCYIICCTBIICHUS, ONMMCAHHBIMU B HACTOSIIEM JOKYMEHTE, MACCOBOE COOTHOIICHHUE MEXKITYy OeIKaMu
Y KHPaMH B MUIIEBOM MPOIYKTE, KOTOPHIA BKIFOYACT MUTATEIHHBIA COCTAB IO HACTOSIIIEMY OTIHCAHHUIO, MOXKET
HaxoAuTbcs B auanazone ot 10 go 130. Bo3amoxkHbIMU mpumepamu Moryt siisiteest 10, 12, 18, 25, 30, 35, 40,
45, 50, 60, 70, 80, 85, 90, 100, 110, 120, 130. B gacTHOCTH, B CiIy4dae MOPOIIKOBOTO MPOIYKTa MACCOBOE COOT-
HOIIIEHHE MEXAy OelKaMu W JKUPAMH B IHIIEBOM MPOAYKTE MOXET COCTaBIsATh, Hampumep, oT 60 mo 130. B
ciTydae JKHAKOTO MPOAYKTa MacCOBOE COOTHOIICHHE MEXAY OeNKaMH W JKHpPaM{ B MHIIEBOM MPOIYKTE MOXKET
COCTaBIIATh, Hampumep, oT 10 10 90.

Uro kacaeTrcsi KHUPOB, TO B peIenTaxX MHUIIEBLIX MPOAYKTOB, ITOTYyYaeMbIX B COOTBETCTBHU C HACTOSIINUM
OTIMICaHWEM, MOTYT TIPHCYTCTBOBATH JKUPHI, TAKHE KaK, HATIPUMEP, OJTMHEHACHIIIIEHHBIE HE3aMEHUMBIC KUPHBIE
KHCJIOTHI, B YaCTHOCTH, KJIacca OMera-3, Hampumep, anb(a-ITHHOICHOBAsI KUCIIOTa, DHKO3aIICHTACHOBAsT KUCIIOTa
(EPA), noxozarekcaenosas kuciora (DHA), u omera-6, HarnpuMmep, JIMHOJIEBAst KUCIOTa U apaxXUI0HOBas KHCIIO-
Ta (ARA), st oOoramieHus MUTaTeIFHOro IPOoQIIs MPoIyKToB. HampuMep, B perentax MOTyT OBITh HCIIOJIB30-
Banbl ARA, EPA u DHA.

Kpome Toro, npyrue pacTUTEIBHBIC KHUPBI, B YACTHOCTH, PACTUTCIHHBIC MACIIa, TAK)KE MOTYT OBITh BKJIIO-
YCHBI B PEIICTITHI IS 00OTAIICHHUS ITUTATSILHOTO TPOQUIS MPOIYKTOB.

Bo3MOXXHBIME TIpEMEpaM¥ SBJISFOTCS MAacjio KaHOJBI, ITOJICOTHEYHOE MAcio, IMaTbMOBOE/TTAIEMOSIIPOBOE
Maclio, COEBOE MacIio, JbHIHOE Maclo, caIopoBOe MACI0, KOKOCOBOE MAacll0 U Macjo IIIH.

Kpome Toro, Takxke BO3MOXXHO JO0OaBICHHE CPEIHELETOYCYHBIX JKUPHBIX KHCIOT (CpeXHeIernoYeqHbId
tpuraunepun, MCT).

B mpoaykTax, momygaeMbIX B COOTBETCTBHH C HACTOSIIMM OIMHMCAHUEM, JOOABICHHBIC KHUPBI MOTYT obec-
neynBaTh OT npumepHo 1% no npumepno 50% s>uepruu.

Kpome Toro, B perentax MUIIEBBIX MPOIYKTOB, IMONyY4ACMBIX B COOTBETCTBUH C HACTOSIIUM OIMUCAHUEM,
MOTYT IPUCYTCTBOBATh PACTUTEIBHBIC BOJIOKHA B KOJHYECTBE BILIOTH 10 10% Mo Macce B penente.

[NomyyaeMbie MUINEBBIC TPOIYKTHI MOTYT TAKXKE COJEPIKATh MUHEPAIIBI, MUKPO3JIEMEHTHI U BUTAMUHEIL, JUIS
MOJYYeHUs cOATaHCUPOBAHHOTO MPOQUIIT MUKPOIIICMECHTOB.

Kpowme Toro, apyrue BapuaHTHI OCYIICCTBIICHUS, OIMMCAHHBIC B HACTOSIIEM JTOKYMEHTE, OTHOCSTCS K CIIO-
co0y M3TOTOBIICHHS MMUTATEIHHOTO COCTaBa LIS MOCTPOSHUS AWETH IpH (EHIIKETOHYpUH. B cooTBeTCTBHHU C
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OJTHUM BapHaHTOM OCYILIECTBIICHUS CIIOCOO BKIIOYAET cMemuBaHue TmukoMakpornentuaa (GMP) B kadectse
OCHOBHOTO MCTOYHHKA OCJIKOB H JIOTIOJIHUTEIHHBIX KOMIDIEMEHTAPHBIX HE3aMEHUMBIX aMHHOKHUCIIOT TS 3aBEp-
mIeHus: TpedyemMoro npoduis 6enka, IOCTaBIsAEMOT0 B CMECH, COJEpKAIel apTUHUH, IUCTHH, TUCTUINH, TPHII-
ToaH, THPO3HUH U JICHIMH. APIrUHUH W JICUIIUH ITOCTABIISIOTCA B TAKUX KOJIMYECTBAX, YTO B MUTATEILHOM CO-
CTaBe CoJIep KaHne apTUHIHA COCTaBisIeT oT 33 710 50 MWwITUrpaMM aprHHUHA/TpaMM SKBHUBAJICHTHBIX OCJIKOB U
neiuHa oT 47 1o 76 MAJUTATpAaMM JICHIIMHA/TpaMM SKBHUBAJICHTHBIX OCITKOB.

B nmomomHUTENRHBIX BapHaHTaX OCYIIECTBIICHHS TaK)KE MOXET OBITh OOECIedYeH CIocOo0 HM3TrOTOBICHHS
MHUIIEBBIX MPOAYKTOB B ITOPOIIKOBOM WM JKHUAKOH (popMe ¢ HCIOIB30BaHMEM COCTaBa B COOTBETCTBHH C Ha-
CTOSIIIMM OITMCAHHEM.

B ciydae m3rotoBiieHUs MPOAYKTa B BHIC CYXOr'0 MOPOIIKA, CIIOCO0 MOXKET MpeIyCMaTpUBATh CMCIIHBA-
HHUE CYXHMX HMHTPCIUCHTOB, BKIOYAs COCTAB, OMUCAHHBIA BBIIIC, B MOJXOMANINX CMECHTEISX. 3aTE€M MPOAYKT
JIO3UPYIOT U YIAKOBBIBAIOT B IMOIXOISIIUC KOHTCHHEPHI, KOTOPHIE MOTYT OBITh PACCUUTAHBI HA MHOXKECTBO TIOP-
IIUH, TAKUEe KaK KOHCEPBHBIC OaHKH WM OAHKH, WK HA OJIHY MOPIHIO, MPEAIOYTUTEIFHO B MOTUPHUIIMPOBAHHON
aTMocdepe.

[Ipu HM3rOTOBIEHUH XUIKOTO MPOIYKTa, TOTOBOTO K YIMOTPEOJICHHIO, CIIOCOO0 MOXKET IIpelycMaTpUBaTh
CMEIIMBaHUE BEIOPAHHON KUIKOCTH, HAIIPUMEDP BOJBI, CYXHMX MOPOIIKOOOPAa3HBIX HHIPEANEHTOB, BKIIIOYAs OTIH-
CaHHBIM B HACTOSIIEM JOKYMEHTE COCTaB, M XHUIKUX WHTPeIUCHTOB. [[0IydeHHYIO KUIKYIO CMECh TepeMeIn-
BalOT B TEUYCHHE IOAXOISIIETO BPEMEHH, IOCIIE Yero €¢ MUKPOOHMOJIOTHYECKH CTAOMIM3UPYIOT MOCPEICTBOM
tepmudeckoii 0opadotkn (UHT wim mactepusanmu) u pacacoBBIBAIOT B YITAKOBKH Pa3IMIHOrO oObeMa, Ha
MHOXXECTBO TOPLIUI WK Ha OJHY HOpHHI0. B KadecTBe aabTepHATUBBI, CMECh MOXKET OBITH CTaOMIM3MpPOBAaHA
MIOCPE/ICTBOM XOJIOJHOM mactepu3anuy ¢ 00paboTkoit nox BeicoknMm nasnennem (HHP, High Hydrostatic Pres-
sure wtu HPP, High Pressure Processing); B 3TOM ciy4ae, B 3aBUCUMOCTH OT COJCpIKaHUS OCJKa, MOXKET OBITh
MOJYYCH KOHCYHBIH MPOJYKT C H3MEHEHHOH IIIOTHOCTHIO HITH BSI3KOCTHIO.

Takum 00pa3oM, acTeKThl Pa3TUYHBIX MPOAYKTOB, MOTYYaeMbIX C HUCIIOJIB30BAHUEM COCTaBa U CIocoda B
COOTBETCTBUH C HACTOSIIUM OITUCAHUECM, B3SITHIC HHIUBHUIYaIbHO W B KOMOMHAIIUYU IPYT C APYTOM B COOTBET-
CTBHH C Pa3lIWYHBIMH BapHaHTaMH OCYIIECTBICHHUS, OMHUCAHHBIMU B HACTOSIIEM JOKYMEHTE, MOTYT MPEICTaB-
JISITH COOOM CIeIyIOIIHe:

OYCHb HH3KOE cojepkaHue (eHWJIaNaHWHA, He TpeBbImammee 1,4 Muwumurpamm (eHuIaTaHuHA/TpaMM
SKBHUBAJICHTHBIX OCIIKOB,;

0enKoBas 4acTh, COCTOSIIAS UCKIIOUUTENHHO 3 GMP 1 1omomTHUTENRHBIX He3aMEHIMBIX KOMIUIEMEHTap-
HBIX aMUHOKHCIIOT;

aMHHOTpaMMa, B KOTOPOH 110 OTHOIIEHHIO K OOIIEMY KOJMYECTBY aMHMHOKHCIIOT OT OKoJIo 35% 10 OKoJIo
65% npoucxoaut u3 GMP, a ocranbHbIe 0T 0KOJIO 65% 110 0KOJI0 35% TIPOUCXOAAT U3 CBOOOHBIX AMHHOKHC-
not. Hampumep, okxomno 40% npoucxoaut uz3 GMP, a ocranbHbie 0k070 60% MPOUCXOIAT U3 CBOOOIHBIX aMHHO-
KHUCJIOT;

MTOJTHBIH MPOGMITB IO BCEM aMUHOKHCIOTaM KaK He3aMCHUMBIM, TaK M 3aMCHUMBIM;

aMUHOTpaMMa, KOTOpast TI03BOJIIET TOCTABIIATh KOMILICMEHTAPHBIC HE3aMECHUMBIC aMUHOKHUCIIOTHI B KOJTHU-
4yecTBe, moaxosameM s ueneil nuerorepanuu npu PKU, momywyas oIHOBpPEMEHHO MOAXOMSIINE CEHCOPHBIE
CBOWCTBa COCTABOB, TAKUM 00pa30OM, YTO OHH TAK)X€ ABISIOTCA NPUATHBIMH C OPTaHOJICTITUIECKOI TOUKH 3pCHUS
U TeX, KTO IPUHAMAaET ONFCAHHBIC BBIIIE COCTAaBHI, KaK OIMMCAHO HIXKE CO CCBUIKOW Ha SKCICPUMEHTAIbHEIC
WCTIBITaHNUS, IPOBEICHHBIC 3agBUTEIIEM;

BBICOKHI YPOBEHb THPO3WHA, OT 112 10 188 MmmmurpaMm THPO3WHA/TpaMM SKBHUBAJICHTHBIX OCJIKOB, COOT-
BETCTBYIOIIUN MOTPeOHOCTAM B muTanuu mamueHTtoB ¢ PKU, yuuteiBas, uro mpu PKU THpo3wH cTaHOBHTCS
HE3aMEHUMOM aMUHOKHUCIIOTOMH;

Omaromaps 0co00¥ KOMITO3UIIMHA aMHHOKHUCIIOT, IMEETCS aJICKBATHOE KOJIMYCCTBO OOJBINUX HEHTPAThHBIX
amuHOKUCIOT (LNAA), KOTOphIe MOTYT KOHKYPUPOBATh C MOCTYIUICHHEM (DeHMIaTaHWHA Ha YPOBHE TOJIOBHOTO
Mo3ra. Hampumep, B HEKOTOPHIX BapHaHTaX OCYIICCTBICHHUS MOXET HPUCYTCTBOBaTh OT mpumepno 0,360 mo
npumepro 0,625 rpamm LNAA/rpaMm 5KBHBaJEHTHBIX O€lIKOB. BO3MOXXHBIM IPUMEPOM SIBIISIETCSI PUMEPHO
0,448 rpamm LNAA/rpaMM 3KBHUBaJICHTHBIX OCJIKOB.

3asBuTenb 00HApYXwI, 4TO cpenu LNAA neiinuH o0nanaeT HauXyaIIuM OpTaHOJIEITHISCKUM TTpodumemM
W OYeHb BBIPAXKEHHBIM TOPBKUM BKycoM. OnmHako 3asBHUTENb TAaKXKE OTMETHJI, YTO OH TaKXKe HIPAaeT BAaXKHYIO
pOJib B IUTAaHUH, MTOCKOJIBKY SIBJISIETCS HE3aMEHUMOU aMUHOKHUCIOTOH. [1o 3TM nmpuynHaM JO3UPOBKa JICUIIMHA
B COCTaBE B COOTBETCTBHHU C HACTOSIIUM OIMHUCAHUEM, B 001IeM oT 47 10 76 MHJUITUTpaMM JISHITHA/TpaMM SKBH-
BAJICHTHBIX OEJKOB, 3HAYUTEIHHO CHIDKEHA MO CPAaBHEHHIO C CYIIECTBYIOIIUM YPOBHEM TEXHHKH, TO €CTh OH
OKa3bIBaCT MUHUMAJIFHOE BO3JICHCTBHE HA OPraHOJICITHYCCKOM YPOBHE M B JIOOOM cly4ae BOCIONHSCT Aedu-
uut GMP, coxpansist posib He3aMEHUMON aMHUHOKHUCIIOTHI.

Kpome Toro, criemyromnme 0COOCHHOCTH JOTIOTHUTEIFHO XapaKTEPU3YIOT MPOIYKTHI, MOJyYaeMbIe C HC-
MOJIb30BAHUEM BAPHAHTOB OCYIIIECTBIICHUS COCTaBa, ONMMCAHHOTO B HACTOSAIIEM JOKYMCHTE!

B CIIy4ae HEIMOJHBIX MPOIYKTOB C TOYKU 3PCHUS MUTAHUSL, OHU MOTYT HMETh OHMKECHHYIO KAJIOPUITHOCTD
Omaromapsi MOHMKCHHOMY COJICPIKAHHIO YTICBOAOB U, MPEXKJIE BCETO, IPOCTHIX CaXapoB;

MIPOAYKTHl MOTYT UMETh BBICOKOE COJIEPKAHNE MUTATEIBHBIX MUKPO3JIEMEHTOB, OOBIYHO OTCYTCTBYIOIINX
y manrenToB ¢ PKU (Takux kak, Hampumep, KalbIlui, IMHK, BUTaMUH B12, ceneH, kene30), 6e3 MpeBbIIICHUS
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0O0JBIION TO3BI AJIS TOTO, YTOOBI COOTBETCTBOBATH 0OJIeE BEICOKUM YPOBHSIM YCTAaHOBICHHOTO MOTPEOICHUS;

0 BO3MOKHOCTH JOOABISIOTCS MHIPEAUCHTHI, TAKHE KaK TIIOKO-0JIUTOCaXapuabl/(ppyKTO-0IUTroCcaXapu bl
GOS/FOS, npedbuoTudeckre COSAMHEHUS, TAKUE KaK HHYJIWH U apOHMSI MeJlaHOKapIia (aHTHOKCHIAHT), KOTOPBIE,
B 3aBUCHMOCTH OT II€JIeBBIX ITAI[IEHTOB, MOTYT YJIy4IIaTh TUTATSIbHBIA NPO(UIb MPOIYKTOB MPUMEHHUTENBHO K

PKU.

ITpumep 1.

IIpumepbI

B crenyrommx tabs. 1 u 2 moka3aHsl auana3oHsl 3HadeHH GMP 1 cBOOOAHBIX aMHUHOKHCIIOT, TIPUCYTCT-
BYIOIIIUX B COCTaBaX B COOTBETCTBHU C BO3MOXKHBIMH BapHUaHTAMHU OCYIICCTBJICHHUS, KOTOPBIC MOTYT OBITh MOJ-
XOJISIIIAMH JIJISI U3TOTOBJICHUS PA3IMYHBIX THUIIOB MPOAYKTOB, HAIPUMED, KaK OMUCAHO BHIIIC. 3HAUCHUS B Ta0J.
1 ¥ 2 BeIpaXkeHBI B BUJIC MHJUTUTPAMM HA TPaMM IKBUBAJICHTHBIX OCIIKOB.

B Tabn. 1 u 2, paccMaTpuBaeMBbIX B IIEJIOM, MPEICTABICHBI MMPUMEPHI, B KOTOPHIX 00IIas Macca JOIOHH-
TENBHBIX KOMIUICMCHTAPHBIX HE3aMCHUMBIX aMHHOKHUCIIOT COCTaBIAeT OT 45% 1m0 65% ot o0rielt Macchl, pe-
CTaBICHHON Maccoil O6einkoB GMP BMmecTe ¢ Maccoil TOMOTHUTEIBHBIX KOMIICMEHTAPHBIX HE3aMCHUMBIX aMH-

HOKHCIJIOT.

Hcnonezyembrit GMP conepxut 0,2 mr ¢pennnanannHa Ha 100 rpaMM 5KBUBAJICHTHBIX OCJIKOB, U YCTAHOB-
JICHHBIH BEpXHUH Tpenest GeHnIaraHnHa COCTaBisieT 1,4 Mr/TpaMM SKBUBAJICHTHBIX OCIIKOB.

B ugactHOCTH, B Tabn. 1 HMXKe JIeNaeTcsi CChUIKA Ha MILTIOCTPATHBHBIC BAPHAHTHI OCYIIECTBICHUS, B KOTO-
PBIX 00IIas Macca JOTIONHUTENBHBIX HE3aMEHUMBIX KOMIJIEMEHTAPHBIX aMHHOKHUCIIOT COCTaBIseT OT 55% 1o
65% ot o0melt Macchl, mpeacTaBIeHHOW Maccoi 6enkoB GMP BMecTe ¢ Maccoit JOTOTHUTEIBHBIX KOMIUIEMEH-
TapHBIX HE3aMEHUMBIX aMHHOKHUCIIOT.

Tabiumna 1
Kon-Bo
Kon-Bo ~

Enunanna 00aBIEHHBIX OO6mas

AMHHOKHCHOT& HN3MEPCHUA aMHHOKHICIIOTE! CBO6OI[HBIX aMHHOTpaMMa
P w3 GMP P
KUCJIOT

Amanns (thsnﬂrpaMM 22,86-27,94 28,2-47 51,06-74,94
ApruHHH (Mh:‘;”“rpaMM 1,08-1,32 32,85-48,18 33,93-49,5
ACNAparuKoBas — MILIIPAMM 35 so 39 g7 53,85-89,75 86,43-129,57
KHCJIOTA (mr)
ucTun EADZ‘;“”FPWM 0,35-0,43 3,45-575 3,8-6,18
TIyTaMuHOBas  MHLIUIPAMM ) 35 g7 53 72-12 78,57-99,23
KHCJIOTA (mr)
TnyTamus ?;‘S“”rpaMM § 47,25-78,75 47,25-78,75
Cnnuus I(V‘DZ‘FJ;””rpaMM 4,14-5,06 54,3-90,5 58,44-95,56
CHCTHAMH zﬁgnmpaw 0,36-0,44 21,75-36,25 22,11-36,69
Vsoneitus E’INII‘FJ;“mpaMM 39,15-47,85 0-47,85 39,15-95,7
Jlefuma E”D/’I‘S”mpaw 8,28-10,12 39-65 47,28-75,12
Jismn E”B?S”mpaw 22,86-27,94 39-65 61,86-92,94
MeTHoHHH Eﬁ‘;”"rpaw 7,65-9,35 8,25-13,75 15,9-23,1
Tposun E”JFJ;”"rpaMM 44,37-54,23 5528-92,13 99,65-146,36
Cepun ?‘hz‘;““rpaMM 28,08-34,32 0-34,32 28,08-68,64
Tpeonnn Eﬁlrj;“”rpaMM 63,45-77,55 16,5-27.5 79,95-105,05
Tpunrodan mj;ﬂmpaw - 12,75-21,25 12,75-21,25
Tuposun MEILITHTPAMM - _ 112,5-187,5 112,5-187,5

(mr)
Banun vuumarpamm  31,5-38,5 0-38,5 31,5-77

(mr)
DeHnnanaHuH ‘(“;‘rgmrpaw 1,26-1,54 - 1,26-1,54

B npuBenenHo# HUkE Tab. 2, B YaCTHOCTH, JCTAETCS CChUIKA HA MJUTFOCTPATUBHBIC BAPHAHTHI OCYIICCTB-
JICHWsI, B KOTOPBIX 00IIas Macca JOMOTHUTEIBHBIX KOMILUIEMEHTAPHBIX HE3aMCHUMBIX AMUHOKHUCIIOT COCTABIISCT
ot 45% mo 55% ot obmielt Macchl, IpencTaBIeHHON Maccor OeinkoB GMP BMecTe ¢ Maccoil JOMOTHUTEIBHBIX
KOMIUIEMEHTApHBIX HE3aMEHUMbIX aMUHOKHCIIOT.
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Tabnuma 2
Kon-56o Kon-Bo
Enununa 100aBIIEHHBIX Ob6was
AMHHOKHCHOT& U3MEPECHUST aMHHOKHCIIOTE! CBOﬁO HBIX aMHHOTpaMmMa
P us GMP A p
AMHWHOKHCIIOT
AnasuH ?";‘SHHFpaMM 28,42-36,92 22,75-37,91 51,17-74,83
AprumuH x:‘rj;ﬂmpaMM 1,29-1,68 32,64-47.87 33,93-49,54
ACNaparuHoBas  MILIUTPAMM 4 49 57 5g 46,10-76,84 86,58-129,42
KHCJIOTa (mr)
MCTHH MHILTHIPAMM ) 430,56 3,38-5,63 3,81-6,19
(mr)
Tayramunoas  MIIMIPAMM g0 71 5 93 10,09-16,82 98,81-132,05
KUCJI0Ta (mr)
Cnyramus zﬁdrj;nmpaw - 47,29-78,82 47,2978 82
Cmuums F;S“”rpaw 5,17-6,71 53,30-88,83 58,46-95,54
TucTnmH ?’%MFWMM 0,43-0,56 22,23-35,63 22,66-36,19
Vsoneitumm xgn”rpam" 48,66-63,21 0-63,20 48,66-126,41
Tleiunn gg“mpaMM 10,34-13,42 36,84-61,4 47,18-74.82
Jluzun 2"“?3“”?‘“““ 28,42-36,92 33,25-55 41 61,67-92,33
MerHoHUHE E’%ﬂmp&w 9,47-12,31 6,08-10,14 15,56-22,44
ponun Xgnmpw"" 55,12-71,60 44,73-74,55 99,85-146,15
CepuH ?“;‘S“”FPWM 34,88-4531 0-45,31 34,88-90,61
Tpeout g/‘gﬂmmm 78,81-102,36 1,06-1,77 79,87-104,13
Tpuntodan 2”}:‘;;“””3““ - 12,75-21,25 12,75-21,25
THPO3HH E“;;““FPWM - 112,5-187.5 112,5-187.5
Bamun muwummrpaMMm  39,19-50,90 0-50,90 39,19-101,80
(vr)
DeHmnaNannH gfg““rpaMM 1,57-2,03 - 1,57-2,03

B cnenyromeit Tabi. 3, anpTepHATUBHO, MoKa3aHbl 3HaueHUS GMP 1 cBOOOTHBIX aMHHOKHUCIIOT, IPUCYTCT-
BYIOIIIUX B KOHKPETHOM WILTFOCTPATUBHOM COCTaBE B COOTBETCTBHHU C HACTOSAIINM OTMCAHUEM. 3HAYCHUS B TaOlL.
3 BBIpaXXCHBI B BUJIC MIJUTHTPaMM Ha TPaMM SKBHUBAJICHTHBIX OCITKOB.
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Tabnuma 3
Kon-Bo
KonuuectBo

Enununa n0OaBIIEHHBIX Obwas

AMMHOKI/ICHOTa U3MEpPECHUA AMUHOKHCIIOTE! CBO6OZ[HI:IX aMHHOTpaMMa

P u3 GMP p
KHCIIOT

Ananun MUILITATPAMM. 55 4 37.6 63
(mr)

Aprunus MHJTHIPAMM 438 45
(mr)

AcnaparuHoBasi ~ MHJUTUTPaMM 36.2 718 108

KUCJIOTA (Mr)
MI/IJTHI/IFpaMM

Luctun (vr) 0,39 4.6 5

rJ'IyTaMHHOBaH MH.]'L]'II/IFpa,MM 79’3 9,6 89

KHCJIOTA (mr)

I'myramun MIULTHIPAMM 63 63
(mr)

uuus MILTHIDAMM 4 6 72,4 77
(mr)

Tuctmns MHZTHIPAMM ) 4 29 29
(mr)

Vsoneiiun MILTHIPAMM - 43 5 - 44
(mr)

Jleitiun MILTHIDAMM g 5 52 61
(mr)

Tuzun MHITHIPAMM 55 4 52 77
(mr)

MeTHoHHH MHILTHIPAMM g 11 19
(mr)

Tposun MILTHIDAMM 49 3 73,7 123
(mr)
MH.]'L]'II/IFpa,MM ~ _ ~

Cepun (ur) 31,2 31

Tpeonun MILTATPAMM 7 5 22 92
(mr)
MHWJLJIU rpaM M _

Tpunrodan (ur) 17 17

Tuposun MHUILTHTDAMM 150 150
(mr)

BaJ'II/IH MHJ'L]'II/IFP&MM 35 _ 3 5
(mr)

DeHunaTaHuH MU pamMM 1,4 - 1,4
(mr)

Ipumep 2.

B Tabn. 4 Hmke mokazaH MpUMEpP MOPOIITKOOOPA3HOTO MUIIEBOTO MPOAYKTA, COACPKAMIECTO MUTATCIBHBIN
COCTaB B COOTBETCTBUU C HACTOSIIVM OIMCAHHEM U cojepxamuii GMP, mims ynotpebiieHus mociae BOCCTaHOB-
JICHUs BOJOU. DTOT MpPUMEp MPEICTAaBISACT COOOW HEMOJHBIH MPOAYKT, KOTOPHIH obecmeunBaeT okoio 300
kka/100 T 1 XapakTepusyeTcs CIeAYIOMUM IpoduiIeM MaKpOdJIEMEHTOB, TIPEICTABICHHBIM B BHIIE JHAIla30Ha
Kom4yecTB B TpamMMax Ha 100 r mopomrkooOpa3Horo MUIIEBOTO MPOIYKTA.

Tabmuia 4
/100 r
Benku 30-45
Yrnepoabl 20-35
Kupsl 0,35-2

DTOT HpUMep MOPOLIKOOOPA3HOTO MHIIEBOTO MPOAYKTa B COOTBETCTBHU C HACTOSIIMM ONKCAHUEM MOXKET
COCTOSITh U3 CIIEAYIONIMX HHIPEIUCHTOB, BRIPAKEHHBIX B BHJE KoMdecTBa B rpamMmax Ha 100 r mopormikooOpas-
HOTO THIIEBOTO MPOayKTa (Tadm. 5).
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Tabnuma 5
/100 r

AnanuH 1,6
IMuctun 0,2
I'nyramuna 2,8
Tnunux 3,2
T'uctunuu 1,3
JlelnuH 2,3
Metuonux 0,5
ITponun 3,3
Tpeonun 1
Tpunrodau 0,8
Tuposux 6,6
ApruHuHa acrnaprat 3,4
Jluzuna acmaprar 3,6
JIusuHa rnyramar 1
GMP 22
Tperanosa 20
GOS 1,7
FOS 0,2
DHA 2,6
Kap6onar kanust 1,5
Docharkanblys 4,6
Docdar kamust 1,7
KapGoHar maruus 1,2
Cyabdar sxenesa 1,6
Cynbdar uuHka 0,04
Cynedar Menu 0,003
Cynbdar maprasua 0,005
Cenennr Hatpus 0,0002
Xnopuz xpoma 0,0003
Mouubpar Harpus 0,0002
Homun kamus 0,0004
Kapuurun 0,04
Xonuu 1
HMHozuton 0,13
Burtamunsl 0,7
Cyxkpainosa 0,04
ApOMaTHYECKHE COCAUHEHHUS 12

IIpumep 3.

ITpumep XKHUIKOTO MUIIEBOTO MPOAYKTA, COAEPKAIETO MUTATENbHEII COCTaB B COOTBETCTBUH C HACTOSALINM
orucaHueM U conepxkamuiit GMP, roToBbIi K ynoTpeOieHHIo, IToKa3aH HibKe B Tabi. 6. DTOT mpuMep npeacTas-
JsieT co00¥ HEMOIHBIN NPOIYKT, KOTOPHIH obecrieunBaeT okoio 60 kkan/100 r 1 XapakTepu3yercsl CleIyomnuM
npodueM MakpolJIEeMEHTOB, MPEJCTaBICHHBIM B BUJIE AMala30Ha KOJUYecTB B rpaMMax Ha 100 r xkuakoro mu-
IEBOTO MPOIYKTA.

Tabauia 6
r/100 r
Benku 6-9
Yrnepoasl 4-6
Kupsl 0,1-1

DTOT mpUMEpP KHUIKOTO MPOIYKTa B COOTBETCTBUH C HACTOSIIUM OIMCAHUEM MOXKET COCTOSITh U3 CIEAYIO-
MIMX UHIPEIMEHTOB, MPE/CTABICHHBIX B BUIE KoindecTBa B rpamMax Ha 100 r mopomkooOpa3HOro MHUIEBOTO
npoaykTa (tabi. 7).

Tabnmma 7
/100 r

AnaHuH 0,3
Iuctun 0,035
I'myramun 0,5
I'myune 0,55
I'mctunun 0,2
Jletiruna 0,4
MeTHOHUH 0,08
IIponun 0,6
Tpeounn 0,15
Tpunrodan 0,13
Tuposun 1,13
ApruHuHa acnaprar 0,6
JIu3uHa acmaprar 0,61
JInzuna rmyramat 0,15
GMP 3,8

>
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Tperanosa 2,8
Kpaxman 2,1
Hnynun 2

DHA 0,15
Lutpat HaTpus 0,4
Docdar kamvs 0,23
Docdar kanbLust 0,7
KapboHat Maraus 0,2
XTopHA Kajust 0,3
Cyabdar xenesa 0,025
Cynbdar uunka 0,006
Cynbdar menun 0,0006
Cysbdar Maraust 0,0007
CeneHut HaTpust 0,00004
Xnopug xpoma 0,00004
Mosnubaar HaTpust 0,00003
ﬁounu KaJust 0,00006
Kapuutun 0,006
XonmuH 0,2
HMuozuron 0,02
Buramunb! 0,1
ApPOMAaTHYECKHE COCAMHCHUS 0,7
Kpacurenu 0,01
ApOHUsI YepHOIIIOAHAS 0,004
Cykpasnosa 0,01
TloaconmHeuHblH JTEHUTHH 0,4
Bona 80,4

OKCIEepPUMEHTAIBHBIE TECTHI.

CocTaB B COOTBETCTBUH C HACTOSIIIINM OIMCAHUEM SIBIISIETCS CJIOKHBIM M 00ECTIEUHBAET MIPUCYTCTBUE pa3-
JWYHBIX UHTPEIUCHTOB, TakuX Kak GMP, cBOOOIHBIE aMUHOKHUCIIOTHI, @ TAK)KE€ BO3MOXKHBIE YTIIEBOJIBI, MUHEPA-
JBI ¥ MUKpO3JIeMeHThl. OTCIo/la CIEyeT, YTO OKOHYATENbHBIN BKYC COCTaBa 3aBUCHT OT BKYyCa WHAWBHIyalb-
HBIX MCIOJIb3YEMBIX HHI'PEIUCHTOB, OT X B3aUMOJCHCTBHUS B MaTPHILE U BO3MOXKHO OT TEXHOJOTHYECKUX MPO-
[IECCOB, KOTOPBIM ITOJIBEPTaeTCs MPOLYKT MUTAHUS BO BpeMsl pou3BoAcTBa. CocTaB B COOTBETCTBUH C HACTOS-
MM OIMCAHUEM pa3padoTaH M KCIEPHUMEHTAILHO M3Yy4eH 3asBUTEIEM C IIEbI0 ONTHMHU3AINU KaXIOro M3
9THX aCIIeKTOB M 00ecreueHHs MaKCUMaJIbHOW CTaOMIBHOCTH IPOIYKTOB B TEUECHHE BCETO CPOKA MX XPaHCHHS.

B xauecTBe n0Ka3aTenbCcTBA ATUX OPraHONENTUUECKUX YIIydlleHn 3asBUTEINb MPOBENl CEHCOPHYIO OLEHKY
MOPOILIKOBOTO COCTaBa B COOTBETCTBUH C IPUMEPAMH, MPEACTABICHHBIMY B Ta0I. 3 1 4, IO CPAaBHEHHIO C ABYMS
JpyTuMH npoaykramu, cogepxamumu GMP (mpoayxT 1 u npoayxr 2).

B cnenyromeit Taba. 8 06001IEeHbI XapaKTEPUCTUKN WILTIOCTPATHBHOTO IIOPOLIKOBOTO COCTAaBa B COOTBET-
CTBHU C HACTOSIIUM OITMCAHUEM M CPaBHUBACMBbIX MPOAYKTOB 1 1 2.

Tabmuma 8
XapakTepuCTHKU CocraB B coorserctBuu ¢ npumepom no IIpomykr Ilpoaykr
MIPOIYKTa HACTOSIIEMY H300peTeHHUIO 1
Oueprus kka/10 r EP 75 xkan 60 xkan 106 kkan
Oneprust ot Oenkos (%)  54% 66% 38%
Oueprus T 40% 21% 57%
yrieBonos (%)
Oneprust o1 sxkupos (%) 5% 13% 25%
r Oenkos/100 r 43r 56T 31r
r yrneBoaos/100 r 32r 18 r 47 r
r skupos/100 r 1,7t 4,7r 92r

OpraHoJIENTHIECKUI aHAH3 TTPOBOAMIICS 00YICHHON IPYIION, cocTosmel nu3 9 gerycratoposn. Ilapamer-
PBI OLIEHUBAJIHCH IO CIIeAyIomIe mKaine: [lapaMerp HHTEHCHBHOCTH 3HAYNMOCTD

0 Heonrytumbrit

1 Crnerka omryTUMBIiH

2 YMepeHHO OUTyTHMBIH

3 OTueTINBO OLYyTUMBII

4 OueHb OLTYTUMBII

5 Upe3BeI4aiiHO OLyTUMBII

Kak nokazano B Tabn. 9 Hike, MIPOBEJCHHBIN OPraHOJENTHYESCKAN aHAN3 IT0Ka3all, YTO MHTEHCHBHOCTD
TOPBKOTO M KHCJIOTO BKYCOB HAMHOT'O HIDKE B MOPOIIKOBOM COCTaBE€ B COOTBETCTBHHU C NMPUMEPOM IO HACTOSI-
meMy U300peTeHHIO, YeM B IBYX CPAaBHUBAEMbIX MPOAYKTax 1 m 2.
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Tabmuma 9
CocraB B COOTBETCTBUU C MpuMepoM no Hactosimiemy IIpoxykr — IIpomykr
OIHCAHHUIO
Foporauii 1,1 2,3 32
BKYC
Kucapiii 13 1.7 1.9
BKYC

[TonsaTHO, YTO MOAM(UKAIIMK W/WITH TOOABJICHUS YaCcTeH W/ MU CTAINH MOTYT OBITh CIIEJaHbl B TUTATEIh-
HOM COCTaBE IS TOCTPOCHHMS TUCTHI IPH (HCHIIKETOHYPHH M COOTBETCTBYIOIIEM CIIOCO0OE MOMYUICHHUS, OMUCAH-
HOM 3]IeChb paHee, 0e3 OTCTYIUICHHSI OT 00J1acTH U 00beMa HACTOSIIETO H300PETCHUS.

Takxe O4eBHIHO, YTO, XOTs HACTOSIICE M300PETEHUE OIMUCAHO CO CCHUIKOW Ha HEKOTOPHIC KOHKPETHEIC
MPUMEPHI, CIEIMATIICT B JaHHOW 007acTH, 0E3yCIOBHO, CMOXKET pa3padoTaTh MHOTHE APYTHE SKBHBAJICHTHBIC
(hOpMBI MUTATETFHOTO COCTaBa JUIS MOCTPOCHUS AUETHI MPU (DEHUIIKETOHYPHUH U COOTBETCTBYIOIIUI CIIOCO0 M3-
TOTOBJICHHS, UMCIOIIUI XapaKTCPUCTHKH, U3JI0KCHHBIC B (hOpMysie M300pPETCHUs, U, CICAOBATEIBHO, BCE, BXO-
JIIIIEE B ONPEACICHHYIO TEM CaMbIM 00J1aCTh 3aIUTHI.

DOOPMYVYIJIA N30BPETEHUA

1. [TutaTenpHBINA COCTAB, MOMXOISIIUN I MIOCTPOCHUS JUETHI IPU (PEHUIKETOHYPHH, CONEPIKAIIUI TITHU-
komakpornentun (GMP) B kauecTBe OCHOBHOTO MCTOYHHKA OCITKOB M JOMOJTHHUTEIBHBIC KOMILICMEHTApHBIC HE-
3aMEHUMBIC aAMHUHOKHCIIOTHI JUIS 3aBEPIICHHS TPeOyeMOoro OENKOBOTO MPOQWIIs, MOCTABISIEMBI B CMECH, CO-
JepKaIed apruHuH, [UCTHH, TUCTUANH, TPUNTO(MaH, THPO3HH U JICHIIWH, TIPU 3TOM COJCpPKAaHUEC aprHHHUHA B
YKa3aHHOM MUTATEIBHOM COCTaBE COCTABIACT OT 33 mo 50 MmuMrpaMm apruHUHA/TpaMM SKBHBAJICHTHBIX OeJ-
KOB M JIeWuHa oT 47 10 76 MUIUIMTpaMM JICHIIMHA/TPaMM SKBUBAJICHTHBIX OCIIKOB.

2. [TuraTenbHBIN cOCTaB 1O 1.1, B KOTOPOM COAEpKaHUE TUPO3WHA cocTaBiseT oT 112 mo 188 mummurpamm
THPO3WHA/TPAaMM SKBHUBAJICHTHBIX OCITKOB.

3. [uraTenbHbIH cocTaB 10 1.1 WK 2, B KOTOPOM 00IIIast Macca yKa3aHHBIX JOIIOJTHUTEIbHBIX KOMILIEMEH-
TapHBIX HE3aMEHUMBIX aMHUHOKHCIIOT COCTaBIsAeT OT 35% mo 65% oT obmieil Macchl, MpeICcTaBICHHONH Maccoi
6emxoB GMP BMecTe ¢ Maccoil yka3aHHBIX JOMOJHUTEIBHBIX KOMIZIEMEHTAPHBIX HE3aMEHUMbIX AMUHOKHUCIIOT.

4. TuraTenbHbIN cocTaB 1o .1, 2 wim 3, B KOTOPOM cojep)kaHue TpunrodaHa cocTaBiser ot 12 go 22
MUWUIATPaMM TPHUNTO(aHA/TpaMM SKBHUBAIICHTHBIX OCJIKOB, THCTHIWHA OT 22 1m0 37 MWUIMTPaMM TUCTHIM-
Ha/TpaMM 3KBHBAJICHTHBIX OCIIKOB W IUCTHHA OT 3,8 10 6,2 MIJLTUTPaMM HUCTHHA/TPAaMM SKBHUBAJICHTHBIX Oeli-
KOB.

5. IurarensHBIN cocTaB 1o J0O0My M3 mn.1-4, B KOTOPOM yKa3aHHBIH aprHHUH, IOCTaBJIIEMBIl B BHIE
KOMIUICMCHTapHOW HE3aMEHUMOW aMHHOKHCIIOTHI, B TOTOJMHCHHUE K apTUHUHY, poucxoaimeMy u3 GMP, mpo-
WCXOIIUT U3 apTUHHUHA, IOCTABIIEMOTO B (DOpMe COM apTHHMHA, B YaCTHOCTH COJIM apTHHUHA aclapTara.

6. [TummeBoii MPOAYKT, CoAep KalTuii cCOCTaB 1o JTr000MY |3 . 1-5.

7. IlnmeBoi MPOIYKT 1O 1.6, TAKKe CONEPIKAIINI yIIIeBOABI M )KUPBI, TAE YTIIEBOBI MOCTABIAIOT OT 20%
10 50% sHeprum yKa3zaHHOTO MPOIYKTA, U )KHUPHI MOCTABIAIOT OT 1% 10 50% sHEepruu yka3aHHOTO IPOIYKTa.

8. IumeBoif mpoAyKT 1Mo 1.6 Wik 7, TAe MacCOBOE COOTHOIIEHHE MEXIy OenKaMH M YITIeBOJaMH B yKa-
3aHHOM MPOJYKTE, KOTOPBIA BKIIOYAET YKa3aHHBIH MUATATENIbHBIN COCTaB, HaXOauTCs B nuamna3zoHe ot 0,85 mo
2,5, ¥ MaccoBOE COOTHOIICHHE MEXIy OCIKaMU U KHPAMH B YKa3aHHOM IMPOIYKTE, KOTOPBIA BKIFOYAET YKa3aH-
HBII TUTATENBHBIN cocTaB, cocTaiseT oT 10 go 130.

9. [TnmeBoii MpoayKT 1o Jr0doMy u3 mi.6, 7 uiu 8, B KOTOPOM YIIICBOABI BKJIIOYAIOT TPETAIO3Y, U COJIEp-
JKaHHUE TPETayo3bl COCTABISET OT 35% 1Mo 95% mo Macce O OTHOIICHUIO K KOJIMYECTBY OOIICH MacChl yriieBO-
JIOB, TIPUCYTCTBYIOIINX B YKA3aHHOM MPOIYKTE.

10. HaruTok, coneprkamuii coctas no grodomy u3 mir. 1-5.

11. Harmmrok mmo 1. 10, Taxke copepKaIiuii yTriIeBOAbl B KUPHI, T/Ie YIIIEBOIBI MOCTABILIIOT OT 20% 1o 50%
SHEPTUH YKa3aHHOTO HAINTKA, ¥ KUPHI MOCTABIAIOT OT 1% 10 50% sHeprun yka3aHHOTO HATIUTKA.

12. Hammurok mo n.10 wiu 11, Te MaccoBoe COOTHONIICHHE MEXIY OeKaMH M YTJIEBOJaMH B YKa3aHHOM
HAIUTKE, KOTOPBIA BKITIOYAET YKa3aHHBIA MUTATEIHHBIA COCTaB, HAXOAUTC B nuanasoHe ot 0,85 mo 2,5, n mac-
COBOE COOTHOIICHHE MEXIy OelkaMi W XKMpPaMH B YKa3aHHOM HAIUTKE, KOTOPBIH BKJIIOYACT YKa3aHHBIM MUTa-
TENbHBIN cocTaB, cocTaBisaeT oT 10 mo 130.

13. Hanurok no mo6omy u3 nir. 10, 11 wau 12, B KOTOPOM yIIIeBObI BKIIOYAIOT TPETANIO3Y, U COAEPIKAHUE
Tperaio3sl cocTaBiseT oT 35% 1o 95% mo Macce O OTHOIIECHHIO K KOJIMYECTBY OOIIEH Macchl yrieBOIOB, MPHU-
CYTCTBYIOIINX B YKa3aHHOM HAITUTKE.

14. Crioco0 M3roTOBICHHS MUTATEIBHOTO COCTABa, TIOXOISIICTO IS MOCTPOCHUS TUCTHI IPU (PCHUIKETO-
HYPHH, TIPY 3TOM YKa3aHHBIN CIIOCO0 BKIIFOYACT CMEIMBaHue rimkoMakpornentuna (GMP) B kadecTBe OCHOBHO-
TO UCTOYHHUKA OENKOB M JOIOTHHUTEIBHBIX KOMIUIEMEHTAPHBIX HE3aMEHHMBIX AMHUHOKHCIOT JUIS 3aBEPIICHHS
TpeGyemMoro 0enKoBOro MPOQHIIs, TTOCTABIIEMOTO B CMECH, COAeprKaIlel apruHuH, IUCTHH, TUCTUINH, TPUIITO-
(haH, THPO3WH W JEUINH, 1 apTHHAH U JICHIINH ITOCTABISIOTCS B TAKUX KOJIMYECTBAX, YTO B YKA3aHHOM ITHTa-
TEJIHLHOM COCTaBE COJEp)KaHHE apTHHMHA COCTaBJIAeT OT 33 10 50 MWIIUTpaMM aprUHUHA/TpaMM DKBUBAJICHT-
HBIX OETTKOB, U JICHITHA OT 47 10 76 MIJUTHTpaMM JICHITUHA/ TpaMM 3KBUBAJICHTHBIX OCITKOB.
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15. Cnoco0 M3roTOBICHUS MUINEBOTO MPOAYKTA, MOJXOMISIIETO s MIOCTPOCHUS TUETHI IPU (PCHUIKETO-
HYPHH, PH 3TOM YKa3aHHBIH crioco0d o0ecrevrnBacT HAIMYKME W CMEITMBAHUAE BMECTE MO MCHBIICH Mepe: MUTa-
TEJIHHOTO COCTaBa M0 JIF0OOMY U3 . 1 -5, YyIIIeBOIOB U )KUPOB.

16. Crtoco6 M3TrOTOBIIEHUS HAMMUTKA, TMOIXOJSIIECTO JUIsl TIOCTPOSHHS TUETH TpU (EHWIKETOHYPUH, TIPH
9TOM yKa3aHHBIH cItoco0 obecriednBaeT HAIWYHE M CMEIINBAaHIE BMECTE 10 MEHBIIEH Mepe: MUTAaTeIFHOTO COo-
CTaBa 110 JIIOOOMY M3 MII. 1 -5, yTriIeBog0B 1 )KHUPOB.

@ EBpasuiickasi naTeHTHas opraHusauus, EAMB
Poccusi, 109012, MockBa, Manblii Yepkacckuit nep., 2
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