C 2

2810755

RU

10 UHTEJIJIEKTYAJIbHOM COBCTBEHHOCTHU

POCCUVICKAS ®EJIEPAITHS (19)

RU" 2810 755" Cc2

(51) MITIK

A23L 33/16 (2016.01)
A23L 33/175 (2016.01)
A23L 33/10 (2016.01)
A23L 33/15 (2016.01)
A23L 2/66 (2006.01)

A23L 2/68 (2006.01)

OEJNEPAJIBHAS CIIVXBA

AG6IK 31/198 (2006.01)

(12) OITMCAHUE U30BPETEHU A K ITATEHTY

(52) CIIK

A23L 33/16 (2023.05); A23L 33/175 (2023.05); A23L 33/10 (2023.05); A23L 33/15 (2023.05); A23L 2/66

(2023.05); A23L 2/68 (2023.05); A61K 31/198 (2023.05)

(21)(22) 3asBka: 2021114781, 01.11.2019

(24) darta Hauana oTcuera Cpoka JeHCTBUS MATEHTA:
01.11.2019

Hata perucrpamyu:
28.12.2023

ITpuopurert(bl):
(30) KoHBEHLIMOHHBIN TPUOPUTET:
02.11.2018 US 62/754,918

(43) Hata nyonukanuu 3asBku: 25.11.2022 Broy. Ne 33
(45) OnyonukoBano: 28.12.2023 Broi. Ne 1

(85) darta nauana paccmorpenusi 3aaBku PCT Ha
HalpoHaJbHOU (aze: 25.05.2021

(86) 3asBka PCT:
EP 2019/079947 (01.11.2019)

(87) ITy6mukanus 3assku PCT:
WO 2020/089447 (07.05.2020)

AJipec [IIs IEPENUCKu:
101000, yn. Mscaunxas, 1. 13, ctp. 5, Mocksa,
101000, Poccus, OOO "Coro3nateHT"

(72) ABTOP(BI):
TEMBIJIBI, Ceiixyn (US)

(73) ITaTenToobnamaTenb(u):
COCBETE JE ITPOAIOU HECTIJIE CA.
(CH)

(56) Cricox TOKYMEHTOB, IUTHPOBAHHBIX B OTUCTE
o roucke: WO 2004107881 Al, 16.12.2004. US
5629023 Al, 13.05.1997. US 20110077303 A1,
31.03.2011. US 20090176715 A1, 09.07.2009. WO
2016033183 Al, 03.03.2016. US 20060269535 Al,
30.11.2006. US 20150132440 A1, 14.05.2015. WO
2012013975 A1, 02.02.2012. EP 2374452 A1,
12.10.2011. WO 2016191468 A1, 01.12.2016.

(54) TIOPOIIOK, COAEPXAIIIUN BY®EPHVIO COJIb U AMUHOKHUCJIOTY, PACTBOPEHUE
TAKOTI'O IIOPOIIKA O ITUTATEJIBHOI'O ITPOAYKTA 1 CIIOCOBBI ITPUMEHEHM S TAKOI'O

IIUTATEJIBHOTI'O ITPOAYKTA
(57) Pedepart:

N300peTeHne OTHOCUTCS K KOMIIO3ULMH B BUIE
MOPOILIKAa I IPUTCOTOBIIEHUS IUTATEIBHOIO
npoaykra. [Topolox A noay4eHus MUTaTeIbHOTO
MPOAYKTA COACPKUT (pochaTHYIO COb, IO MEHBIIIEH
Mepe OIWH TJMIMH WIM ero (yHKIMOHAJIBHOE
IIPOU3BOAHOE, 110 MeHbUIEH Mepe oauH N-
ANCTWINUCTEVH, L-IUCTENH WK UX QYHKIMOHAIILHOE
npousBojHoe, BuTaMuH E, Butamun C, ButamuH B,

n muHK. [Tpruém nopomok obaagaeT mo MeHbIIeH
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TpyHIBI, cocrosimied W3 ciaemyromux: (i)
AMUHOKHUCIIOTBI INPUCYTCTBYIOT B IOPOILKE B
KOJIMYECTBE, II0 MEHBIIEH Mepe YacTUYHO
BKITIOYAIOIIEM aMUHOKHUCIIOTY B (popMe, BEIOpaHHOM
U3 TPYIIbI, COCTOSIIEH W3 CBOOOAHOM (OPMBI,
JIMIIETITUAOB, TPUIENTUIOB U HUX cMmecer, u (ii)
MOPOIIIOK, TIO CYIIECTBY, HE COIEPKUT (PEpPMEHTOB U
a"TuTel. [1pu 3TOM JKUIKWIA MUTATEIBHBIA IPOLYKT
COJIEPKUT BBILIEYKA3aHHBIN IOPOIIOK U UHIPEUEHT,
BBIOPAHHBII U3 TPYIIIIbI, COCTOALIEH U3 KUCIIOTHOTO
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KOMIIOHeHTa, Oenka U wux cMmeced. Crocob
YMEHBILICHUSI WJIM TPEIOTBPAIICHUS JACHATYpALUU
Oenmka ®  Koarysimuu — Oerika,
pacTBOpPEHUEM ITOPOIITKA B )KUAKOCTH, COACpIKaIIeH
WHTPEIUEHT, BBIOpaHHBIN M3 TPYIIITHI, COCTOSIICH U3
Oenka WM cMecy OeTka M KMCIIOTHOTO KOMITOHEHTa,
BKJIIOUAET B ce0sl CTAIUIO, BBIOPAHHYIO U3 TPYIIIIBL,
cocrosieit u3 (i) cyxoro cmemmBaHus GpochaTHOM
COJIM C AMMHOKMCIOTOH W (ii) CYWIKM BOJHOIO
pactBopa, coaepxkamero ¢ochaTHyio coms U
AMHHOKHUCIIOTY, TIPUYEM TOPOIMIOK  COIEPIKHUT
ochaTHyIO COMB, MO MEHBIIIEH Mepe OIUH TITUIUH
wii ero (yHKIMOHAJIBHOE IPOU3BOJHOE, IO
MEHbLIEH MepPE OJUH N-aueTUILMCTErH, L-uucTenH

BbI3BAHHOMN
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WM uX (PYHKIMOHATIBHOE MPOU3BOIHOE, BUTaMKH E,
ButamuH C, BuTamMuH B, ¥ muHK, ¥ uUMeeT 1o

MEHBIIIeH Mepe OAHY XapaKTEPUCTHKY, BEIOPAHHYIO
W3 TPYINbl, COCTOALEH U3 cieayomwux: (i)
AMUHOKHUCIIOTBl IPUCYTCTBYIOT B IIOPOLUKE B
KOJMYECTBE, MO MEHBIIEH MEPE YACTUUHO
BKJTIOYAIOIIEM aMUHOKHUCIIOTY B pOpMe, BBIOpAHHOM
W3 TPYIIIBI, COCTOSIIEH W3 CBOOOTHON (HOPMEI,
JIMIIETITUAOB, TPUIENTUIOB U HMX cMmeced, U (ii)
MOPOIIIOK, TIO CYIIECTBY, HE COJIEPKUT (PEpPMEHTOB U
anturen. 3o0peTeHue TMO3BOJISIET CBECTU K
MUHUMYMY UJIH TTPEIOTBPATUTH IEHATYPAIUIO OeTKa
U KOATYJISIUIO OeTKa MpU PaCTBOPEHUN TIOPOIIIKA B
KUIKOCTH. 3 H. U 21 3.11. p-71b1, 4 W1, 1 TIp.
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(57) Abstract:

FIELD: pharmaceuticals.

SUBSTANCE: invention relates to a composition
in the form of a powder for preparing a nutritious
product. The powder for obtaining a nutritional product
contains a phosphate salt, at least one glycine or a
functional derivative thereof, at least one N-
acetylcysteine, L-cysteine or a functional derivative
thereof, vitamin E, vitamin C, vitamin B, and zinc.

Moreover, the powder has at least one characteristic
selected from the group consisting of the following: (i)
amino acids are present in the powder in an amount at
least partially including an amino acid in a form selected
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from the group consisting of free form, dipeptides,
tripeptides and their mixtures, and (ii) the powder is
substantially free of enzymes and antibodies. The liquid
nutritional product contains the above powder and an
ingredient selected from the group consisting of an acid
component, protein and mixtures thereof. A method of
reducing or preventing protein denaturation and protein
coagulation caused by dissolving a powder in a liquid
containing an ingredient selected from the group
consisting of a protein or a mixture of a protein and an
acid component includes a step selected from the group
consisting of (i) dry mixing a phosphate salt with an
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amino acid and (ii) drying an aqueous solution
containing a phosphate salt and an amino acid, wherein
the powder contains a phosphate salt, at least one
glycine or a functional derivative thereof, at least one
N-acetylcysteine, L-cysteine or a functional derivative
thereof, vitamin E, vitamin C, vitamin B, and zinc, and

has at least one characteristic selected from the group
consisting of the following: (i) amino acids are present

Crp.: 4

in the powder in an amount at least partially comprising
the amino acid in a form selected from the group,
consisting of free form, dipeptides, tripeptides and
mixtures thereof, and (ii) the powder is substantially
free of enzymes and antibodies.

EFFECT: invention makes it possible to minimize
or prevent protein denaturation and protein coagulation
when dissolving the powder in a liquid.

24 cl, 4 dwg, 1 ex
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[TpenmochlIku co31anust U300peTeHust

Hacrosee onucanue, 1o cyuiecTBy, OTHOCUTCS K KOMITO3ULMSM U CIIOCO0aM, B KOTOPBIX
UCTIOJIB3YIOT Oy (PepHYIO COJIb, AMUHOKHUCIIOTY M HEOOSI3aT€IbHO BUTAMUH W/WJIM MUHEPATIbHOE
BELLECTBO. B HE MMEIOIIEM OrpaHUYUTEIIBHOTO XapaKTepa BAPUAHTE OCYILECTBIICHUS
KOMITO3ULIMS TPEICTABIISIET COOON MOPOIIOK, KOTOPBIM COACPIKUT MO MEHbIIIEH Mepe OJUH
[JIMIMH WK €0 (QYHKIMOHAIBHOE MPOU3BOIHOE, IO MEHbIIeH Mepe OAUH N-aleTUILUCTENH,
L-nuctenH uim ux GyHKIMOHAIBHOE ITPOU3BOIHOE U Oy(PEepHYIO COJIb; ¥ MTOPOIIOK MOXKHO
PaCTBOPATH B )KUJIKOCTH C 00pAa30BAHUEM MUTATEIBHOTO MPOJIYKTA.

CrapeHue HaceJIeHUS SIBIISIETCS] 3aMETHBIM JieMorpadudeckuM sBiieHrueM. [10ckobKy pocT
HAaCeJIEHUS TTOKUIIOTO BO3pACTa MPEBBICUIT OOIIMI POCT HACEIICHUS U3-3a YBEIIUUEHUS
MPOAOJIKUTEIIbLHOCTH KU3HH, 10151 TOYKUIIBIX JIFO/IEH TIO OTHOLIEHUIO K OCTAJIbHOM MOITYJISILIUU
3HAYUTENIbHO Bo3pocia. Hampumep, B 1950 1. KaxbIii 1BEeHAIUATHIN YeJIOBEK ObLIT B BO3pACTE
1o MeHslel Mepe 60 stet, a kK koHiy 2000 r. B Bo3pacte 60 JIeT UK cTapIie ObUT KaXkK bl
necsateid. K konny 2050 r. mo mporHo3am KaxJbli MSThII YeIOBEK B MUpE OYyAET B BO3pACTe
60 JeT UM crapiie.

[Toxuible UM cTaperoLue JII0IM YaCTO CTPAJaI0T B KAKONW-TO MEPE KOTHUTUBHBIMU
HapYLIEHUSIMH, BKJIIOYAs CHUKEHHE KOTHUTUBHOMN (PYHKIMU, KOTOPOE MPOTPECCUPYET C
BO3PacTOM, a BO3PACTHbIE M3MEHEHUS] B MOP(OJIOTMH TOJIOBHOTO MO3Tra U
1epedpOBACKYIISIPHOM (DYHKIMU SIBISIOTCS PACIPOCTPAHEHHBIM siBiieHHeM. C BO3pacToM
YCTOMYMBO OTMEUAETCS YXY/IIIEHUE KOTHUTUBHBIX CIIOCOOHOCTEN MO LEIOMY CIEKTPY
KOTHUTUBHBIX (DYHKIUH, BKITIOYAsSI CKOPOCTh 00paboTKu MH(pOpMAIUK, BHUMAHHE,
3MU30/IMYECKYIO TAMSTh, CHOCOOHOCTD K MPOCTPAHCTBEHHOMY OPUEHTUPOBAHUIO U
CIOCOOHOCTS K LIeJICHAIPABIICHHOM JIeSITeIbHOCTU. VccenoBanus ¢ BU3yaIu3alyei TOJIOBHOTO
MO3ra MoKa3aJju, YTO TaKhe HOpMaJIbHbI€ BO3PACTHBIEC YXYIILIEHUSI KOTHUTUBHBIX
CITOCOOHOCTEN CBSI3aHBI C YMEHBIIICHHEM 00beMa KaK Ceporo, Tak U OEIOTo BEIIeCTBA B
TOJIOBHOM MO3T€, TIPH 9TOM Yallle BCETO U3-3a CTAPEHUs CTpaaeT (GPOHTO-CTpUaTaIbHAS
cucrema. Takoe yMeHbllleHHe 00beMa KOPbI TOJIOBHOTO MO3ra MOYKHO OOBSCHUTDH PSIIOM
pa3pyLIMTEIbHBIX KIIETOYHBIX IPOLECCOB, CBI3aHHBIX C HOPMAJIBHBIM CTAPEHUEM, TAKUX KAK
HaKOIUJIEHHE TTOBPEXKACHUI OT CBOOOAHBIX PA/IMKAJIOB C TEUEHUEM BPEMEHH, ITPUBOSIIEE K
OKUCJIMUTEIIbHOMY IIOBPEXK/IEHUIO, XPOHUYECKOE HU3KOMHTEHCUBHOE BOCIIAJIEHUE, HAKOIUIEHHE
TOMOLMCTENHA (TTOBBIIIIEHHNE KOTOPOTO SBJISIETCS (PaKTOPOM PUCKA HAPYIIIEHUSI KOTHUTUBHBIX
(GYHKIMM U TeMEeHIMK) U CHUKeHHe 3¢ (EeKTUBHOCTU MUTOXOHApUit. Hapsay ¢ mpsMbiM
MTOBPEXKIEHUEM KJIETOK, MO3T TAKXK€ KOCBEHHO IMOBPEXIAETCS U3-32 BO3ACHCTBUI HA
MUKPOCOCYAUCTBIE CTPYKTYPHI.

OueBUAHO, UTO MATOIOTUS CTAPEHUS, A TAKXKE JEMEHIHUS ABISIOTCS KOMIUIEKCOM 3THX
CBSI3AHHBIX IPYT C APYTOM B3aUMOIEUCTBYIONMX (hakTOpOoB. Hampumep, MUTOXOHApUATHLHAS
TUCHYHKIMS TPUBOAUT K TTOBBIIIEHUIO OKUCITUTEIILHOTO CTPECCa, & OKUCITUTEIbHBIN CTPecc
MOKET BbI3BATh BOCIAJIICHUE U ITOBPEXKIEHHUS COCYOB.

Kpowme Toro, yxy/ieHne KOrTHUTUBHBIX CHOCOOHOCTEH SIBJISIETCSI pAHHUM ITPOTHOCTUYECKUM
(haKTOPOM WK TATOJIOTHEN 00J1e3HU AlbLreliMepa, 1 OHO HAUMHAETCS 10 Ha4aJIa IEMEHIWH.
B 1aHHOM KOHTEKCTE KOMILUIEKCHASI KOTHUTUBHAS OLIEHKA MPEJCTABIISIET COOOM HAJIeKHOE
CPEICTBO OLEHKHU YXYALIEHUS] KOTHUTUBHBIX CIOCOOHOCTEH, MPEAIIECTBYIOMIETO JEMEHLMH.
JlocToBepHbIE JAHHbIE CBUAETEIBCTBYIOT O TOM, UTO MOJIEPKAHUE 300POBbS TOJIOBHOI'O
MO3ra ¥ MpeI0TBpaIlEHUe YXY/IIEHNUs KOTHUTUBHBIX CIOCOOHOCTEN ¢ BO3PACTOM MOXKET
MPEIOTBPATUTD UM 3aMEIJIUTh Pa3BUTHUE JIEMEHIIMH, BEI3BAHHOM 00JIe3HBIO ATblreiiMepa 1
JIPYTMMU BO3PACTHBIMU HEWPONATOIOTUSIMHU.

B Guoorun ¥ ICMXOIOTHH TEPMUH «CTPECC» OTHOCUTCS K TTOCIIEICTBUSIM HECTIOCOOHOCTHU
YeJI0BEKA UJIM IPYrOoTro )KUBOTHOTO OTPEATMPOBATH HAIEKAIIMM 00pa3oM Ha
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(hU3HOIOTHYECKHUE, SMOIMOHAIbHBIE WU (PU3MUECKHUE YIPO3bl, Oyab TO (paKTUUECKHE WU
BooOpaxaeMble. [IcuxoOuoaornueckne 0COOEHHOCTH CTpecca MOTYT MPOSIBISATHCS B BUE
MIPU3HAKOB OKUCIIMTEILHOTO CTPECCA, TO €CTh JUcOaIaHCca MEX Iy ITPOIYKIMEH U TPOSIBIICHUEM
AKTUBHBIX (JOPM KUCIOPOJA ¥ CTOCOOHOCTHIO OMOJIOTUUECKOM CUCTEMBI OBICTPO YCTPAHUTH
TOKCHUYECKOE JIEHCTBUE aKTUBHBIX TPOMEKYTOUYHBIX COSTMHEHUI UJTH YCTPAHUTH TTOJTYYEHHOE
noBpexaeHue. HapyieHnuss HopMajibHOTO OKUCIIUTEIbHO-BOCCTAHOBUTEIIBHOT'O CTAaTyca
TKaHEeW MOTYT IPUBOJIUTH K TOKCUYECKUM 3P PeKTaM B pe3yIbTaTe BEIPAOOTKH MEPOKCUIOB
Y CBOOOJTHBIX PAJUKAIOB, KOTOPBIE TOBPEXKAAIOT BCE KOMITOHEHTHI KJIETKH, BKITIOUast OEIKHU,
el M JIHK. HekoTopble akTMBHBIE OKUCIIUTENIBHbBIE BEIIECTBA MOTYT J1aKe BBICTYIATh
B KAU€CTBE MECCEH/)KEPOB B PE3YJILTATE SIBJICHUS, HA3bIBAEMOTO «OKUCIIMTEIIBHO-
BOCCTAHOBUTEIILHOM CUTHAJIU3AICH> .

V nrofelt OKUCIUTENBHBIN CTPECC YU4acTBYET BO MHOTHX 3aboyieBaHusIX. [IpuMmepnt
BKJIIOUAIOT aTEPOCKIIEPO3, 60s1e3Hb [lapkuHCcOHa, cepAeUHyI0 HEJOCTATOUHOCTh, MHDAPKT
MHUOKap/ia, 001e3Hbp AnblreiiMepa, mmu30(QpeHnto, OUIOISIPHOE PACCTPONUCTBO, CUHIPOM
JIOMKOM X-XpOMOCOMBI U CHHAPOM XPOHUYECKON YCTAIOCTH.

OJ1HUM UCTOYHHMKOM aKTUBHOT'O KUCIIOPOAA MPU HOPMAJIBHBIX YCIIOBUSIX Y JIFOJEH SIBISETCS
yT€UKa aKTUBUPOBAHHOI'O KUCIOPOJA U3 MUTOXOHIPUI MTPU OKUCITUTETBHOM
dbochopunpoBanuu. Jpyrumu ¢pepMeHTaMu, CIOCOOHBIMU MTPOAYIIUPOBATH CYNIEPOKCU]L
(02-), IBIAIOTCSA KCAHTUHOKCH/1a3a, HUKOTUHAMM/IICHUHIUHYKJIeOTHIPoChaT-OKCHIa3bI
(NADPH-okcuaassl) u nutoxpomsl P450. Ilepokcua Bogopoaa, Apyrow CUIbHbIN
OKHCJIUTEIIHHBIN aTeHT, TEHEPUPYETCS IMTUPOKUM CITIEKTPOM (PEpMEHTOB, BKITIOUASI HECKOJIBKO
OKcuaa3. AKTUBHBIE (POPMBI KUCIIOPO/1a UTPAIOT BAXKHYIO POJIb B KIIETOUHOM CUTHAJIU3ALMY,
KOTOpas Ha3bIBAETCSl OKUCITUTEIbHO-BOCCTAHOBUTEILHOM CUTHaIM3auen. Takum o0pazom,
JUTS TIOJIJIEPKaHUS HaJJIeXKalllero KIeTOYHOro roMeocTa3a HeoOX0IMMO MOAIePKUBATh
OaraHc MeXIy MPOAYKIMEH U TOTPeOICeHMEeM aKTUBHOT'O KMCIIOPO/a.

OKUCIUTENBHBIN CTPECC BHOCUT BKJIA]T B MOBPEXK/IEHUE TKAHU MTOCIIE OOJIyYeHUS U
runiepokcu. [lpenmnonaraercs Takxe, 4YTO OH UTPAET BAXKHYIO POJIb IPU
HeNUpoiereHePAaTUBHBIX 3a00JIeBaHMSIX, BKITIOUYas 00JIe3Hb AJblreriMepa, 00J1e3Hb
ITapkuncona, amuoTpoduieckuit 60koBoi ckiepos (ALS) u 60o51e3Hb XaHTUHITOHA.

Takxe cuuTaeTcs, YTO OKUCIIUTEIIbHBIN CTPECC CBSA3AH C ONPEIEIIEHHBIMU CEPICUHO-
COCYJIUCTHIMU 3200JIEBAHUSMM, ITOCKOJIBKY OKUCIIEHUE JIUITOMPOTENHOB HU3KOM IIJIOTHOCTH
(JITTHIT) B cocyaucToM 3HIOTENNU SIBISETCS MPEAIIECTBEHHUKOM 00pa30BaHUsl OJISIIIIEK.
OKUCIUTENBHBIN CTPECC TAKKE UTPAET POJIb B UIIEMUYECKOM KAaCKaJle BCIIEICTBUE
penepdy3uOHHOTO MOBPEKACHUS KUCIOPOJIOM MOCIIE TUITIOKCUU. DTOT KacKaJ BKIIIOYAET B
ceOst KaK MHCYJTIBTHI, TaK U UH(PAPKThL. OKUCIUTETHHBIN CTPECC TAK)KE BHOCUT BKJIA]] B CUHIPOM
XPOHUYECKOMN yCTAIOCTH.

Boiee Toro, cB0601HOpaIMKATIbHAS TEOPUS CTAPEHUS TTPEINOJIAraeT, YTO OMOJIOTUYECKUI
MPOLECC CTAPEHUS MIPUBOJAUT K MOBBIIICHUIO OKUCIIUTEIILHOTO CTPECCa y MOKUJIBIX JTIOICH.
CnocoOHOCTh KJIETOK COITPOTHUBIIATHCS TOBPEKAAIOIIEMY MTOTEHIMATY OKUCIUTEIHHOTO
CTpecca OmpeesseTCs KU3HEHHO HeOOXO0IMMbIM OaTaHCOM MEXIy 00pa30BaHUEM
OKHCIIUTEJIbHBIX CBOOOIHBIX PAIMKAJIOB U PSAOM 3AIUTHBIX aHTUOKCUAAHTOB, JOCTYITHBIX
11 K1eTKu. CylniecTByeT MHOKECTBO AHTUOKCUAAHTHBIX 3aIUTHBIX CUCTEM, U TJIyTaTUOH
(GSH) siBnisiercst HauboJiee paclpOCTPAHEHHBIM BHYTPUKIIETOUHBIM KOMIIOHEHTOM M3 BCEX
CPEACTB AaHTUOKCUAAHTHOM 3a1nThl. GSH, Tpunentua, CMUHTE3UpyeTcsl U3 aMUHOKUCIIOT-
MPEAIIECTBEHHUKOB IlyTaMaTa, UCTEMHA U TJIMLMHA B IBE€ CTAAUU, KATAJIU3UPYEMBbIEC
rinyramatuuctenHiaurasoi (GCL, Takyke M3BECTHOM KaK raMMa-I1y TaMWILMCTEMHCUHTETA3A,
EC 6.3.2.2) u ramma-L-riryraMuii-L-uyucTens: riMuuimra3on (Takke M3BECTHOM Kak
riayratuoHcuHTeTasa, EC 6.3.2.3), u cuate3 GSH npoucxoaut B kireTkax de novo.

Crp.: 6



10

5

20

25

30

35

40

45

RU 2810755 C2

N3noxeHue cylmHoCTH U300peTeHust

Kucnble amuHokucnorsl, Takue kak N-anetuniuctend (NAC), MOTYT A€HATYPUPOBATh
OeNIKHM B )KUJIKOCTH. B cylliecTByIOIIMX pacTBOpax /jis MoBbIeHust pH coaepkaimx 6enox
KHUIKOCTEN MPUMEHSIOT LIEIIOYHbIE JOOABKH, TAKUE KAK TUAPOKCHUI KAJIMS U TUIPOKCU]
HaTpusi. OMHAKO aBTOPBI HACTOSAILET0 U300PETEHUS 3aMETUIIH, UTO yBenrueHue pH
COZIepIKaIlero OEJIOK pacTBOPa MOKET U3MEHUTHh KOHPUTYpaIMIO OETKOBBIX CTPYKTYP, UTO
MOXET IIPUBECTH K ACHATYPALMH UM FeJIe00pa30BaAHUIO 0 100ABIEHHS KUCITBIX AMUHOKHUCIIOT.

ABTOPBI HACTOSIIIIETO U300 PETEHUSI HEOKUTAHHO OOHAPYIKUITH, UTO OyepHbIe COJIU, TAKUE
KakK TuHATpHii pochaT W/uim TByXOCHOBHBIN (pocdaT Kaaus, MOKHO CMEIIIUBATH C KUCITBIMU
AMUHOKHUCIIOTAMM, A 3aTEM I00ABIISITh B )KUIKOCTH, COAEpKAIIME OEITOK, TAKON KaK MOJIOYHbBIN
0eIoK, pacTUTENbHBIN O€I0K, KOJUTATeH WM UX cMecH. TakuM 00pa3om, MOXKHO U30ekKaTh
JIeHATYpaluK OSIIKOB TP pa3IMUHBIX KOHIEHTPANMSIX U YCIIOBUSX ITyTEM YCTAHOBJICHUS W/
WIH TIOJIIEPIKaHUSI CTAOUIIBHOTO YpoBHS pH &uakocTu.

JeiicTBUTETbHO, OCTKM YyBCTBUTENbHBI K M3MEHEHUSIM pH B JKUIKOM cperne, U Taxe
HeOoIbIIMe U3MEeHEeHUs pH MOTYT BBI3BIBAThH HAPYILIEHUE CTPYKTYPBI O€jIKa U IeHaTypaluIo,
KOTOpPasi MOXKET MPUBOJIUTH K I'eJIe00pa30BaAHUIO, OCAKIAEHUIO U arperauuu. OTHUM U3
Croco00B, BBI3BIBAIOIIMX U3MeHeHUe pH okpyskarolel cpepl, siBiIsieTcs: Jo0OaBlIeHUe
KHMCJIOTHBIX WIIM LIEIOYHBIX KOMITOHEHTOB. Hanpumep, aMMHOKUCIIOTHI UMEIOT XMMUYECKYIO
CTPYKTYPY, KOTOpasi MOKET MPUBECTH K YBEIMUEHUIO WM cHUkeHHto pH. CiegoBaTenbHO,
no0aBIeHUE ITUX AMUHOKHUCIIOT B cojiepKallne 6eT0K KUIKUE TPOAYKTHI MOXKET ITPUBECTU
K JICHaTypalUy BCIIEICTBUE YBEIMUEHUS UK cHIKeHUs! pH. Kak U311oxkeHo H1Ke B HACTOSIIEM
JIOKYMEHTE, aBTOPbI HACTOSIIIET0 U300peTeHus OLIEHUBAIIM JJOOaBIeHre OypepHBbIX colier
JUTSI IPEOTBPAILIEHUS Pe3KMX U3MeHeHu pH JKuaKoCTH, coaepkaiiei 6e10K. ABTOpBI
HACTOSIIETO U300PETEHUST OOHAPYKUIIM, UTO 3TH Oy(epHbIe COM CBEITM K MUHUMYMY
u3MeHeHue pH v yMEHbBIIUIIN OCaXKIeHHUE OeJIKa M0 CPaBHEHMIO CO CIIy4asiMu, Kora OydepHbie
COJIM HE TPUMEHSIIM.

CoOTBETCTBEHHO, B O0II[EM BApUAHTE OCYILIECTBICHHSI B HACTOSILIEM OMUCAHUM TPETIOKEH
MOPOIIIOK, CoepKaImi Oy(hepHyIo collb U aMUHOKUCIIOTY. [Topoiok o01agaeT mo MeHbIei
Mepe OJIHOM XapaKTEePUCTUKON, BRIOPAHHOM W3 TPYMIIbI, COCTOAILIEH U3 CIIeAYIOMmUX: (i)
AMMHOKMCIIOTA IIPUCYTCTBYET B KOJIMYECTBE, 10 MEHBLIEN MEpPE YACTUYHO BKIIFOUAIOIIEM
AMUHOKHCIIOTY B hOopMe, BBIOPAHHOM U3 TPYIIITBI, COCTOSIIIEH 13 CBOOOTHON (POPMBL,
JUTIENITUAOB, TPUMETITUIOB U UX CMECeH, U (ii) MOPOIIIOK, MO CYIIECTBY, HE COAEPIKUT
(epMEHTOB U AHTUTEIL.

B ogHOM BapuaHTe OCYIIECTBICHUS] aMUHOKHUCIIOTA COJIEPKUT KUCITYIO AMUHOKUCTIOTY.

B ogHOM BapuaHTe OCYLIECTBIEHUS TOPOUIOK JOMOJHUTEIBHO COAEP/KUT IO MEHBILIEH
Mepe OJIHO U3 BUTAMHUHA WJIM MUHEPATbHOTO BELIECTBA.

B ogHOM BapuaHTe OCYIIECTBIECHUS TOPOIIOK JOMOJHUTEIBLHO COICPKUT TTO MEHBIIIEH
Mepe OAVH U3 KaTbIWsI, HATPHS U KaJIHsl.

B ogHOM BapuaHTe OCYIIECTBICHUSI aMUHOKUCIIOTA COJIEPKUT L-UMCTerH, TJIMIUH U L-
[JIyTaMaT, KOTOPbIE OOECIIEYEHBI B IOPOIIKE IIIyTATUOHOM.

B oiHOM BapuaHTe OCyIIECTBICHUSI AMUHOKHUCIIOTA COJAEPKUT IO MEHbIIIeN Mepe OJIMH N-
AlEeTUILMCTEUH UM ero QyHKIMOHAIBHOE TPOU3BOIHOE.

B o1HOM BapuaHTe OCyIIECTBIEHUS] AaMUHOKUCIOTA COJIEPKUT KOMOMHALMIO TIO MEHbIIIEH
Mepe oHOTO N-aleTUIIMCTENHA UM ero (PYHKIIMOHATIBHOTO MTPOU3BOAHOTO U IO MEHbIIIEH
Mepe OAHOTO IIMIMHA WK eT0 (PYHKIMOHATIBHOTO ITPOU3BOIHOTO.

[Topo1miok MOKeT HaXOAUTHCA B €AMHUYHOMN JO3UPOBaHHOM hopMe, cosiepxralieit
KOMOMHALMIO TIO MEHbIIIEH Mepe 0 HOTro N-aleTUIHUCTeNHA, L-IIMcTenHa Wi UX
(YHKUMOHATIBHOTO MPOU3BOJHOIO U [0 MEHBIIIEH MEPE OJTHOTO TIIMIMHA UIIH €TrO
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(hYHKIIMOHAJIBHOT'O ITPOU3BOIHOTO B KOJIMYECTBE, I((HEKTUBHOM JIJIs JICUCHUSI, CHUKCHUS
YACTOTHI BOBHUKHOBEHHUS WJIM YMEHBIIIECHUS TSKECTU MO MEHBIIIEH MEPE OJTHOTO COCTOSTHHUS,
BBIOPAHHOT'O U3 IPYMIIBI, COCTOSIIEH M3 METaOOJIMYECKOT0 CHHAPOMA, BO3PACTHOTO CHUKCHUS
MeTa0O0JIMUECKOMN PEeryIsiUU U MbIILIEYHbIX TTOKA3ATENEH.

[Topoliok MOXeT HaXOAUTHCS B €AMHUYHOM 103UpOBaHHOM hopMe, coJieprKalei
KOMOMHAIMIO 110 MEHbIIIeH Mepe ogqHOoro N-aleTHIMCTenHa, L-IMcTenHa Uitk uX
(GYHKIMOHATBHOTO MTPOU3BOIHOIO M IO MEHBIIIEH MEpe OJTHOTO TIIMIMHA WITH €TO
(hYHKIMOHATIBHOT'O TTPOU3BOTHOTO B KOJIMYECTBE, 3((EKTUBHOM JIJIS IO MEHBIIIEH Mepe
OHOTO U3 (i) JICYSCHUS WK TIPEIOTBPAIIICHHUS 110 MEHBIIIeH Mepe OJTHOTO (PU3UIECKOTO
COCTOSIHUS, BBIOPAHHOT'O U3 IPYIIIbI, COCTOSIIEH U3 OKUCIIUTEILHOTO CTPecca, COCTOSHUS,
CBSI3AHHOT'O C OKUCIIMTEIIbHBIM CTPECCOM (HAIIPUMED, CTAPEHUS Y ET'0 MOCIIEACTBUM, HAIIPUMED
CTApPEHUS KOKM), IOHUKEHHOTO YPOBHS ITTyTATUOHA, COCTOSIHUS, CBI3AHHOT'O C TOHUKEHHBIM
YPOBHEM TIIyTaTUOHA, WM (ii) yIydIlIeHUs] OJTHOTO MK OoJjiee U3 MeTa0OJIMYECKOTO
MPOrPAMMUPOBAHUS TUIOJA JIS1 IPEIOTBPALIEHUS TTOCIEIYIOIIETO PA3ZBUTUSL OKUPECHUS,
npeaayMadeTa u/viam nuadeTa, 3A0POBhs MATEPU U TIJI0JIa MIPU TeCTallMOHHOM JuabeTe,
MEPEHOCUMOCTH (PU3UIECKUX HATPY30K U (PU3HUECKON (PYHKIMH, KAUeCTBA KU3HHU,
MPOIOJKUTEIIBHOCTU KU3HU, MMAMSITH, KOTHUTUBHOM (DYHKIIUM, TOCTTPaBMATUUECKOTO
BOCCTAHOBJICHHUS U BBIDKUBAEMOCTH WUJIM BOCCTAHOBIICHHUS ITOCJIE TPABMbI U XUPYPTUYECKOTO
BMEILIATEIbCTBA.

[Topoliok MOKeT HaXOAUTHCS B €AMHUYHOM T03UpOBaHHOM hopMe, CoJiepIKaIlei
KOMOUWHAIMIO TI0 MEHBIIIEH Mepe OqHOT0 N-aleTHIIIMCTENHA WU eT0 (PYHKIIMOHATIBHOTO
MIPOU3BOIHOIO U TIO MEHBIIIEH Mepe OJTHOTO TJIMIUHA UJTU €T0 (PYHKIMOHATIBHOTO
IIPOU3BOIHOTO B KOJIMUECTBE, 3(PPEKTUBHOM JIJIs JICUSHUS UIU ITPEAOTBPAIIICHUS IT0 MEHBIIIEH
Mepe OJTHOTO (PU3UUECKOTO COCTOSIHUS, BBIOPAHHOTO U3 T'PYIIIBI, COCTOSIICH U3 BPEIHBIX
MTOCIIEJICTBHI CTapeHus, aTpodur MBI, TpeaaadeTa, reCTallMOHHOTO TuadeTa, nuabera I
tuna, nuadera Il Tuma, ocoxHeHui 1uadbera, pe3UCTEHTHOCTU K UHCYJIMHY, META00JIMYECKOTO
CUHApOMA, TUCIUIIUIEMUN, M30BITOYHOTO Beca, OKUPEHMUSI, ITOBBIIICHHBIX YPOBHEMH
XOJIECTEPUHA, MIOBBIIIEHHBIX YPOBHEW TPUTJIMLEPUIOB, IIOBBIIIEHHBIX YPOBHEN )KUPHBIX
KHUCIIOT, )KUPOBOM AUCTPO(DUM MeUeHH, 00JIE3HU MOYEK, CEPACUHO-COCYIUCTOTO 3a00IeBaHUS,
HelpoaereHepaTUBHOT O 3a00JIeBaHUs, HAPYIIICHUSI KOTHUTUBHOM (DYHKIUM, MUOITATHH, TAKON
KaK BbI3BaHHAsl CTATUHAMHW MUOTIATHS, HEAJIKOTOJIbHOI'O CT€ATOTE€NAaTUTA, 3BOHA B yIIaX,
FOJIOBOKPY’KEHMSI, TOXMEIBHOTO CUHAPOMA, HAPYIIEHHUS CIyXa, OCTEONOpOo3a, TUIIePTEH3MH,
aTepockiiepo3a / 00JIe3HU KOPOHAPHBIX apTEPUid, TOBPEKACHUS MUOKAp/Aa MOCIIe CTpecca,
TPAaBMATUYECKOTO TTOBPEK/ICHUSI TOJIOBHOT'O MO3ra, MyKOBUCIM/103a, BOCHAJICHUS, paKa U
BUY-undexnum.

B omHOM BapuaHTe OCYIIECTBIICHUS TTOPOIIIOK, 11O CYIIECTBY, HE COJIEPIKUT OEIKOB,
HMMEIOIIMX 110 MEHBIIIEH MepPe YeThbIpe aMUHOKMUCIIOTHBIX OCTATKa.

B npyrom BapuaHTe OCyIlIeCTBIIEHUSI B HACTOSIIEM U300 PETEHUU MTPEIIOKEH CIIOCOO
YMEHBIIICHUS WM MTPEIOTBPpAllleHUs JeHaTypaluuu O0ellka /Uiy KoaryJsiud 0eaka ImyTeM
PACTBOPEHUS TOPOIIIKA B KUIKOCTH, COJICPKAIIEH UHTPEIUEHT, BBIOPAHHBIN U3 TPYMIIHI,
cocTosIei u3 6enKa, KUCIOTHOTO KOMITIOHEHTAa U uX cMecd. Crioco0 BKJIIOYAET CTAAUIO,
BBIOpPAHHYIO U3 TPYIIIBI, COCTOSIIEH U3 (1) CYXOTro CMeIIuBaHus 0yhepHO CoJu ¢
AMMHOKHCIIOTOM U (ii) CYIIIKK BOJTHOTO pacTBOpA, cojepikaiiero o0ypepHyro coiab U
aMMHOKHUCITOTY. [TopoImok o611a1aeT o MeHbIIelh Mepe OTHOM XapaKTepUCTUKOM, BHIOpaHHON
Y3 TPYNIIbI, COCTOSIIECH U3 CIEAYIOMHNX: (1) AMUHOKHUCIIOTA TPUCYTCTBYET B KOJIMYECTBE, I10
MEHBbIIIEH MEpPEe YACTUYHO BKITFOUYAIOIIEM aMUHOKUCIOTY B (hopMe, BHIOpAHHOM U3 TPYIIIHI,
COCTOSIIEH U3 CBOOOHOM (DOPMBI, TUIIENITHAOB, TPUIICIITHIOB U UX CMECei, M (ii) MOPOIIIOK,
10 CYIIECTBY, HE COJIEPIKUT (DEPMEHTOB U AHTUTEIL.
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B onHOM BapuaHTe OCYIIECTBIEHUS] AMUHOKUCIIOTA COAEPKUT 110 MEHbIIEH Mepe o1MH N-
ANEeTWIIIMCTEWH WK eT0 (DYHKIMOHAIIFHOE ITPOU3BOTHOE.

B BapuaHTe oCyIecTBICHUSI aMUHOKHUCIIOTA COJIEPKUT KOMOMHAIUIO IO MEHbIIIEH Mepe
oaHoro N-aneTWIycTenHa, L-nuctenHa wim ux (GyHKIMOHAJIBHOTO IMPOU3BOIHOTO U 1O
MEHbIIIEH MEpPEe OJHOTO TJIMIKMHA WK ero (yHKIMOHAIBHOTO TTPOU3BOIHOTO.

B onHOM BapuaHTE OCYILIECTBIIEHUS TOPOILIOK JOMOJIHUTEIBHO COJIEPKUT MO MEHBIIIEH
MEpE OJHO U3 BUTAMHHA WUJIM MUHEPAJILHOTO BEILIECTBA.

B npyrom BapuaHTe OCYIIECTBJIIEHUSI B HACTOSIIIIEM ONUCAHUM MPEMJIOKEH KUIKUN
MUTATEIIBHBIN MPOIYKT, CoAepKaIumii 0y(pepHyIo COIb, aAMUHOKHUCIIOTY Yl UHTPEIUEHT,
BBIOPAHHBIN U3 TPYMIIbI, COCTOSAIIEH U3 KUCIIOTHOT'O KOMITOHEHTA, OeJIKa U UX cMeceH.
[TutaTenbHbBIN TPOAYKT MOIYUYAOT CIOCOOOM, BKITFOUAOIIMM PACTBOPEHHUE MOPOIIIKA,
cojepikaliero 0ygpepHyroo cojb U aMUHOKHUCIIOTY, B JKUIKOCTH, COJIepIKaIlel HHTPEIUCHT.
ITopormrok obagaeT Mo MeHbIIeH Mepe OHOM XapaKTEPUCTUKOM, BELIOPAHHOM U3 TPYIIIIHI,
COCTOSIIIEN U3 CIIEAYIOIIUX: (1) AIMUHOKHUCIIOTA ITPUCYTCTBYET B KOJIMUECTBE, IO MEHBIIIEH MEpE
YACTUYHO BKJTIOUYAIOIIEM aMUHOKUCIIOTY B (hOpMe, BBIOPAHHOM U3 TPYIIIbI, COCTOSIIEN U3
CBOOOIHOM (hOPMBI, AUMENITUAOB, TPUIIENITUIOB U UX CMECeH, U (ii) MOPOIIOK, IO CYIIECTBY,
HE COAEPKUT (PEPMEHTOB U AaHTUTEI.

B ogHOM BapraHTe OCyIIeCTBIEHUS TUTATEIBHBIN MPOIYKT MPEACTABIISET COOOM HATIUTOK.

B o1HOM BapuaHTe OCYIIECTBIEHUS )KUAKOCTD COJIEPIKUT KUCIIOTHBIA KOMIIOHEHT, KOTOPBIH
MpeACTABIISIET COOOM MO MEHBIIIEH Mepe OJUH U3 COKa WM MoJiudeHoIa (Hampumep,
dbaBoHOUIA).

B o1HOM BapuaHTe OCYIIECTBICHUS KUAKOCTh COACPKUT O€TTOK, BBIOPAHHBIN U3 TPYIIIIHI,
COCTOSIIIEN U3 MOJIOUHOTO OEJIKa, pACTUTEIIbHOTO OelTKa, KoJlareHa U UX CMecei.

B npyrom BapuaHTe OCYIIECTBICHUSI B HACTOSIIIEM OMMCAHUM MPEJIOKEH CIIOCO0
MOJTyY€HHs TTOPOIIKA, TPUTOTOBJIEHHOTO JIJIsI pACTBOPEHUS B KUIAKOCTU C 0Opa30BaHUEM
MUTATEIbHOTO MPOAYKTA. ZKUAKOCTh COJAEPKUT UHTPEAUCHT, BHIOPAHHBIN U3 TPYIIIHI,
COCTOSIIIEN U3 OeTKa, KUCIIOTHOT'O KOMIIOHEHTA U UX cMecu. Crocod BKIIOYAET CTaauIo,
BBIOPAHHYIO U3 TPYIIITBI, COCTOSIIEH U3 (i) CyXoro cMemuBaHus OydepHot coym ¢
AMUHOKUCIIOTOM M (ii) CYIIIKM BOJTHOTO pacTBOpa, cojiepxkaiiero 0ydepHyro cojib U
aMuHOKUCITOTY. [Toporok o6magaeT o MeHbIel Mepe OTHOM XapaKTePUCTUKOM, BHIOpAaHHON
Y3 TPYMIIbI, COCTOSIIECH U3 CIEAYIOMHNX: (1) AMUHOKUCIIOTA PUCYTCTBYET B KOJIMYECTBE, I10
MEHbIIIeH MEpPe YaCTUYHO BKJIIOUAIOIIEM AMUHOKHUCIIOTY B (hopme, BHIOpaHHOMN U3 TPYIIIIHI,
COCTOSIIIEN U3 CBOOOTHOM (hOPMBI, TUTICTITUIOB, TPUIIEIITUIOB M UX CMecel, U (ii) TOPOIIIOK,
IO CYILIECTBY, HE COJIEPKUT (PEPMEHTOB U AHTUTEIL.

B ogHOM BapuaHTe OCYIIECTBIIEHMS AMUHOKUCIIOTA COJIEPKUT IO MEHbIIEH Mepe OAUH N-
AlETUIIUCTEWH, L-1IMCTenH Win ux (yHKIMOHATIBbHOE TPOU3BOIHOE.

B BapuaHTe OCyIIECTBIEHUS! aMUHOKHUCIIOTA COJIEPKUT KOMOMHAIIUIO IO MEHbBIIIEH Mepe
oaHoro N-aneTUIycTenHa, L-nMcTenHa wim ux (GyHKIMOHAIBHOTO IMMPOU3BOIHOTO U 1O
MEHbIIIeH MEpe OJTHOTO TJIMIMHA WK eT0 (PYHKIMOHAIBHOTO MPOU3BOIHOTO.

B o1HOM BapuaHTe OCYILIECTBIICHUS IIOPOLIOK JTOTIOJTHUTEIIBHO COAEPKUT IO MEHBIIIEH
MEpE OJHO U3 BUTAMHHA WUJIM MUHEPAJILHOTO BEILIECTBA.

[TpenmyriecTBOM OHOTO WK O60Jiee BAPUAHTOB OCYIIECTBIICHUS, TTPEACTABIICHHBIX B
HACTOSIIIIEM OITMCAHUHU, SBJISIETCS 00JIErueHue pacTBOPEHUSI aMUHOKUCIIOTHI, TAaKOM Kak N-
ALETUWILMCTEUH, L-1IMCTEeNH W/WJIu TJIMLKH, ITyTEM CBEICHUSI K MUHUMYMY WU ITPEAOTBPAILICHUS
JIEHATypaLUU U KOATYJIAUuK OeiKa B )KUIKOCTU, B KOTOPON pacTBOPEHA AMUHOKUCIIOTA,
TAKOM KaK XKUIKOCTh, COJIepKallasi KUCIOTHBIM KOMIIOHEHT, MPECTaBISIOMUNA cOOO0M 1O
MEHBIIIeH Mepe OJIUH U3 COKa UM royMdeHoa (Hampumep, hIaBOHOWAA), U/WITK coAeprKaIiast
0eJI0K, TAaKOM KaK MOJIOUYHBIN O€JI0K, paCTUTEIbHBIN O€JIOK, KOJUTAareH UJIU UX CMECH.
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JpyruM MpeuMyIecTBOM OJTHOTO MJTh 00JIee BAPUAHTOB OCYIIECTBICHUS, TPEITOKEHHBIX
B HACTOSIIIIEM U300PETEHNUH, SIBIISIETCSL O0JIErYEHUE PACTBOPEHUSI MOPOIIKA, COAEPKAIIETO
BUTaMUWH W/UJIM MUHEPATBLHOE BEIIECTBO, KOTOPOE MOKET YBEIMUMBATH OCAXKICHUE, HATIPUMED,
HATPHIA, KaJIWi WK KaJIbIUIA, TTOCPEICTBOM CBEACHUSI K MUHUMYMY WIIA TIPEAOTBPAIIICHUS
OTPULIATEIIBHOTO BO3/IEUCTBUS TAKUX COSIMHEHUI Ha PACTBOPEHME IMOPOIIKA B )KUJIKOCTH.

Eiie oqHMM npenMyIiiecTBOM OJIHOTO WK 00Jiee BAPUAHTOB OCYIIECTBIICHMUS,
MPE/ICTABIICHHBIX B HACTOSIIEM OIUCAHUM, SIBJISIETCSI BOCCTAHOBJICHUE MYJIOB TJIyTAaTHOHA,
HCTOIIAIOIINXCS C BO3PACTOM.

[TpeumyiiecTBOM OAHOTO WM 00Jiee BAPUAHTOB OCYIIIECTBIICHUS, TPEACTABICHHBIX B
HACTOSIIIEM OITMCAHMHU, SBIISIETCS COJIEHCTBUE CMEILICHUIO 3aMeIJIEHHs MeTabom3Ma,
CBSI3AHHOT'O CO CTAPEHUEM.

JpyruM mpeuMyIiecTBOM OJTHOTO WIIK O0Jiee BAPUAHTOB OCYIIIECTBIICHUS, TPEACTABIICHHBIX
B HACTOSIIIEM OIMCAHUWH, SIBJISIETCS COJICHCTBHE ITOBBIIIICHUIO META00JIM3Ma KUPHBIX KUCIIOT.

[TpeumyiiecTBOM OJHOTO WM O0JIee BAPUAHTOB OCYIIIECTBIICHUS, TPEACTABICHHBIX B
HACTOSIIIEM OIMCAaHMH, SIBIISIETCS COJIEUCTBUE MOAACPIKAHUIO 3OPOBBIX YPOBHEM X0JIeCTepUHA
JIITHII # )KUPHBIX KUCIIOT B KPOBH.

JpyrvM mpeuMyIiecTBOM OJTHOTO WIIK 00Jiee BAPUAHTOB OCYIIIECTBIICHUS, TPEACTABIICHHBIX
B HACTOSIIIIEM OINUCAHUM, SIBJISIETCS TTOMOJIHEHUE HE3AMEHUMbBIX AMUHOKUCIIOT, IOCTATOYHOE
KOJIMYECTBO KOTOPBIX CTAHOBUTCSI MEHEE JOCTYITHBIM JIJISI KJIETOK B ITPOILECCE CTAPEHMUS.

E1te omHO mpeuMyIiiecTBO OJTHOTO MM 00Jiee BApMAHTOB OCYIIECTBIICHMS, TPEACTABIIEHHBIX
B HACTOSIIIEM OMUCAHUM, 3AKITIOYAETCS B IPEIOCTABICHUH AMUHOKUCIIOT, KOTOPBIE SIBJISIIOTCS
MpeaIIeCTBEHHUKAMU TPOAYKIMH TJIyTaTHOHA, UTO BaXXHO IS ()YHKIMOHUPOBAHUS KIIETOK
U 3aIUTHI KJIIETOK.

[TpeumyiiecTBOM OJHOTO WIIM O0JIee BAPUAHTOB OCYIIIECTBIICHUS, TPEACTABICHHBIX B
HACTOSIIEM OITMCAHMHU, SBIISETCS COJCHCTBHE MOBBIIIIEHNUIO YPOBHS IJTyTaTHOHA B KJIETKAX.

JpyruM npeuMyIecTBOM OJTHOTO U 00Jiee BAPUAHTOB OCYIIECTBIICHUS, TPEATOKEHHBIX
B HACTOSIIIEM U300pETEHUM, SIBJISICTCS MOBBIIICHUE KOHLIEHTPAIMU IIIyTaTHOHA, TTaJaroIiei
C BO3PACTOM.

Elte ogHMM mpenMyIiiecTBOM OJTHOTO WM 00Jiee BAPUAHTOB OCYIIIECTBIICHMUS,
MIPE/ICTABIICHHBIX B HACTOSIIIEM OIKUCAHUM, SIBJISIETCS] COACUCTBUE MOAAEPKAHUIO 3[10POBOMA
MBIIIIEYHOU MACCHI.

[TpeumyiiecTBoM oHOTO MM O0JIee BApUAHTOB OCYIIIECTBIICHUS, TPEACTABICHHBIX B
HACTOSIIIIEM OIMCAHUMU, SBJISIETCS COJIEUCTBUE CHUKEHUIO OKUCIIUTENIBHOIO CTPECcca B
OpraHu3Me.

Jpyrum nperuMyiecTBOM OJTHOTO WK 00Jiee BAPUAHTOB OCYILECTBIICHUS, TPEATOKEHHBIX
B HACTOSIIIIEM OTTMCAHUH, SIBJISICTCS ITOIEPKKAa HOPMAJTbHOM IMMYHHOM CUCTEMBI ITOCPEICTBOM
MOJIYJISIUM YPOBHS IIIyTaTHOHA.

JlomoTHUTEIbHBIE OCOOEHHOCTU U TPEUMYIIIECTBA OMTMCAHBI B HACTOSIIEM IOKYMEHTE U
OyIyT OYEBUIHBI TOCIIE POCMOTpPA CIIEAYIOMUX (GUTYP U POUTEHUS IMTOAPOOHOTO ONHMCAHMS.

Kpatkoe onucanue rpaduyecKkux MaTepuaion

Ha ¢ur. 1 nokazana skcnepuMeHTaIbHasI TPOBEPKA PACTBOPEHUS TOPOIIKOOOPA3HOTO
N-anerunmnucrerHa (NAC) 6e3 OyhepHBIX COJIeH B )KUIKOCTH Ha OCHOBE MOJIOKA TIpU
KOMHATHOM TeMIIepaType, KaK OMMCAHO B HACTOSIIIEM JJOKYMEHTE.

Ha ¢ur. 2 nokazana skcnepuMeHTaIbHas IPOBEPKA PACTBOPEHMS ITOPOIIKOOOPA3HOTO
NAC ¢ 0y(hepHBIMH COISIMU B KHIKOCTH HA OCHOBE MOJIOKA IIPH KOMHATHOM TeMITepaType,
KaK OIMKMCAaHO B HACTOSIIEM JOKYMEHTE.

Ha ¢wur. 3 nmokazana skcniepuMeHTaIbHasI TPOBEPKA pACTBOPEHUS MTOPOITKOOOPA3ZHOTO
NAC u riunuHa 6e3 0ydepHbIX coleil B )KMIKOCTU HA OCHOBE MOJIOKA IMPU KOMHATHOMH
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TEMIIEPATYPE, KAK ONMCAHO B HACTOSIIIEM JIOKYMEHTE.

Ha ¢wur. 4 nmokazana skcriepuMeHTaIbHAs POBEPKA PACTBOPEHUS MTOPOITKOOOPA3HOTO
NAC u riunuHa ¢ 6ypepHbIMU COISIMM B )KMIKOCTU Ha OCHOBE MOJIOKA IPU KOMHATHOMN
TEMIIEPATYpPe, KAK OIMCAHO B HACTOSIIIEM JTOKYMEHTE.

[ToapobHoe onucanue

Onpenenenust

Jlaee mpuBeIeHbI HEKOTOPBIE ONpeAesieHUs. TeM He MeHee ONPEAEIEHUS] MOTYT
BCTPEYATHCS HUKE B pasjene «BapruaHThl OCyIIECTBIICHUS», U BBILIECITPUBEAECHHBIN 3aTr0JI0BOK
«OrnpeneneHusi» HE O3HAYAET, UTO YKAa3aHHbIE ONTMCAHUS B paszjeie «BapuaHTsl
OCYILIECTBJIEHUS» HE SIBJISIFOTCA OIPEAETICHUSIMHU.

Ecnu He ykazaHO nHOE, BCE TPOLEHTHBIE OTHOIIEHHUS B HACTOSIIEM JJOKYMEHTE BBIPAKEHBI
10 Macce OT oO111el MacChl KOMITO3UIIMK. B HacTosII1IeM JOKYMEHTE MO TEPMUHAMU «OKOJI0,
«ITPUONM3UTETIBHO» U «II0 CYIIECTBY» MOAPAa3yMEBAIOTCS YUCIIa B UMCIIOBOM JMAIla30He,
HaIpuMep, B nuanasone ot -10% 1o +10% oT yKa3aHHOTO YKCia, MPEANOYTUTEIIBHO B
Jyanal3oHe oT -5% 1o +5% OT yka3aHHOTO Yuclia, 0ojiee MpearnoYTUTeIbHO OT -1% 110 +1%
OT YKa3aHHOT'O YMCIIa U Haubosee npeAnoyTuTenbHo oT -0,1% no +0,1% oT ykazaHHOTO
yucia. CieayeTr MOHMMATh, UTO BCE YMCTIOBbIE IMAMIA30HbI B HACTOSIIEM JOKYMEHTE BKITFOUAIOT
BCe€ IIeJIbIe U IPOOHBIE Uncia, BXOASAIIME B Mana3oH. bojee Toro, 3T YuCIoBbIe THATIa30HBI
CIIeyeT pacCMaTPUBATh KaK ITOITBEPKIAIOIIUE ITYHKT (POPMYIIbI U300PETEHUS, OTHOCSIITUIACS
K JTIOOOMY YMCITy WJIM MOATPYIIIE Yhce B JaHHOM auana3one. HampuMep, onvcanue «ot 1
110 10» creayeTr paccMaTpuBaTh KAK BKIIIOUAIOIIEE AUATIA30H «OT 1 10 8», «OT 3 10 7», «OT
1 1o 9», «ot 3,6 10 4,6», «oT 3,5 10 9,.9» U T.1I.

[Tpu mprMeHeHUr B HACTOSIIIIEM OTTMCAHUM U TTpUiaraeMoii hopmysie u3oopeTeHust GopMbl
€IMHCTBEHHOI'O YHMCJIa BKJIIOYAIOT CCBIIKM HA MHOXECTBEHHOE YHMCJIIO, €CJIM U3 KOHTEKCTa
SIBHBIM 00pa3oM He cieayeT uHoe. Takum o0pa3om, HampuMep, YIIOMUHAHUE «OIUH
KOMITOHEHT» WM «JaHHBII KOMIIOHEHT» MMOIpa3yMeBAET HAJIMUKE IBYX WM OoJiee
KOMIIOHEHTOB.

CroBa «CcoJiepKaTh», «COAEPKUT» U «COACPKAIIUN» CIEAYET UHTEPIPETUPOBATDH KAK
BKJIFOUAIOIIIME, 4 HE UCKITIOYAOIITHE. AHAJTIOTMYHO TEPMUHBI «BKJIIOYATh», «BKIIOUAIOIIHIN»
Y «UJIW» CIIEAYET TOJKOBATH BO BKJIIOUYAIOIIEM CMBICTIE, €CJIM TAKOE TOJIKOBAHUE SIBHO HE
MMPOTHUBOPEYUT KOHTEKCTY. TeM HE MEHee KOMITO3ULMU, OITMCAHHBIE B HACTOSIIIIEM IOKYMEHTE,
MOTYT HE COAEPKAaTh KAKOTO-IMOO 3JIeMEHTa, KOTOPBIM KOHKPETHO HE OMUCAaH B HACTOSIIIEM
nokymeHte. TakuM 06pa3om, onrMcaHue BapuaHTa OCYIIECTBICHUS C TPUMEHEHUEM TEPMUHA
«COJIepKalluii» BKIOYaeT B ceOsl ONTMCaHKe BAPUAHTOB OCYIIECTBIICHUS, «COCTOSIIIUX, 110
CYILIECTBY, U3» U «COCTOSIIIMX U3» YKA3aHHBIX KOMITIOHEHTOB. KomIo3unusi, «cocTosias, no
CYIIECTBY, U3», COJIEPKUT I10 MeHbIeH Mepe 50 Mac.% yKa3aHHBIX KOMIIOHEHTOB,
MPEAMOYTUTEILHO MO MEHBIIEH Mepe 75 Mac.% yKa3aHHBIX KOMIIOHEHTOB, OoJiee
MPEMOYTUTEBLHO O MEHBINEH Mepe 85 Mac.% yKa3aHHBIX KOMIIOHEHTOB, HauboJiee
MIPEANIOYTUTEIILHO 10 MEHbIIIEH Mepe 95 mac.% yKa3aHHBIX KOMIIOHEHTOB.

TepmuH «n/Unu», UCIIOJIB3YEMBIN B KOHTEKCTE «X W/WIU Y», CIIENYET UHTEPIIPETUPOBATH
KakK «X», WM «Y», UK «X U Y». AHAJIOTUYHBIM 00pa30M «I10 MEHbIIIEH Mepe OJIUH U3 X WU
Y» cieayeT MHTepIpeTUPOBATD KaK «X», MIIM «Y », MIIM «X U Y». Hampumep, «11o MmeHbIeH
Mepe OJIVH TJIMIUH WU ero (YHKIMOHAJBHOE IMTPOU3BOIHOE» CIIEIyeT UHTEPIIPETUPOBATH
KaK «TJIMIUH» WK «(PYHKIMOHAIFHOE IMTPOU3BOTHOE TIIMIMHA» WIIM KaK «H TJIMIWH, U
(YHKIMOHATIBHOE TTPOU3BOIHOE TIIUIMHA.

B KOHTEKCTE HACTOSIIIETO IOKYMEHTA TEPMHUHbBI «HAITPUMEP» U «TAKOW KaK», B YACTHOCTH,
€CJIY 32 HUMM CJIEYET [EPEYUCIIEHNE TEPMUHOB, UCITOJIL3YIOTCSI TOJIBKO B KAYECTBE IIpUMEpaA
Y HOCSIT WTFOCTPATUBHBIN XapaKTEP, U UX HE CIIEIYET CUATATDH UCKITIOYAIOIIMMU WU
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UCUEPIBIBAIOIIMMU. B HacTOsIIIEM JOKYMEHTE YCIIOBHE, «CBSI3aHHOE C» UITH «O0YCIIOBIICHHOS»
JIPYTUM yCIIOBHEM, O3HAYAET, YTO YCIIOBUS TPOUCXOISAT OJHOBPEMEHHO, ITPEAIIOYTUTEIIHHO
O3HAYaeT, YTO YCIOBUS BBI3BAHBI OJTHUM U TEM JKe JISKAIIIMM B OCHOBE YCIIOBUEM, U HanboJ1ee
MPEANOYTUTEIIBHO O3HAYAET, UTO OJTHO U3 YKA3aHHBIX YCIIOBUI BBI3BAHO JIPYTUM YKa3aHHBIM
YCITOBHEM.

TepMuH «mUTATEIBHBINA IPOIYKT» B HACTOSIIEM JOKYMEHTE O3HAYaeT KOMITO3MIUIO,
KOTOpas mpeJIHa3HaYeHa IS TpUeMa BHYTPb HHAUBUIYYMOM, TAKHUM KaK YeJIOBEK, U
00€eCMeunBaIOT 3TOr0 HHAMBUIYYMa 10 MEHBIIIEH Mepe OJHUM IUTATEIbHBIM BEIIIECTBOM.
[TutaTenpHBIC TPOAYKTHI HACTOSIIIETO U300PETEHUS, BKITFOYAsi MHOTHE BapUAHTHI
OCYIIIECTBJICHUS, OIIMCAHHBIC B HACTOSIIEM JOKYMEHTE, MOTYT COACPIKATh, COCTOSITh WUIIH
COCTOSITh, TIO CYIIIECTBY, U3 JIEMEHTOB, OMTUCAHHBIX B HACTOSIIIEM JIOKYMEHTE, 4 TAK)KE JTFOOBIX
JTOTTOJTHUTETLHBIX WJIM HeOOSI3aTeIIbHBIX HHI'PEIUEHTOB, KOMITOHEHTOB WJIH 3JIEMEHTOB,
OITMCAHHBIX B HACTOSIIEM JOKYMEHTE WIM UHBIM 00Pa30M IPUTOIHBIX JIJISI KCIIOIb30BaAHUS
B palyoOHE MUTAHUS.

B HacTosmmemM 1oKkyMeHTe TEPMUH «BbIJICJICHHBIN» O3HAYAET OTACIICHUE OT OJTHOTO WIIU
OoJiee APYruX COSTMHEHUHN UJTM KOMIIOHEHTOB, C KOTOPBIMU JAHHOE COSTMHEHUE MOXKET
00HApPYKMBATHCS B UHOM ClTydae, HallpuMep, oOHapyKuBaThcs B Ipupoae. Hampumep,
«BBIACIICHHBIN» MMPEANMOYTUTEILHO O3HAYAET, UTO YKa3aHHOE COSAMHEHUE OTACIICHO OT 110
MEHBbIIIeH Mepe YaCTH KIIETOYHOTO MaTepHasa, ¢ KOTOPBIM OHO OOBIYHO BCTPEYAETCS B
npupoze. B oqHOM BapuaHTe OCYIIECTBIICHUS BBIACIICHHOE COSIMHEHUE SIBIISIETCS YUCTBIM,
T.€. HE COJICPIKUT JIFOOOT0 IPYroro COSAMHECHMS.

«IIpegoTBpalieHre» BKIIFOYAET B CeOS1 CHM)KEHUE PUCKA W/WITH TSHKECTH COCTOSTHUS UJTH
paccTpoiicTBa. TepMHUHBI «JICUCHUE» U «JICUMTh» BKIIOYAIOT KaK MPOPHIIAKTUISCKOE WU
MIPEBEHTUBHOE JICYCHHUE (KOTOPOE MPeOTBpaIlaeT W/HIIA 3aMEUISICT Pa3BUTHE [IEJIEBOTO
MATOJIOTUYECKOIO COCTOSIHUS UITH PACCTPOMCTBA), TAK U K U3JICUMBAIOLIEMY, TEPAIICBTUUCCKOMY
WJIM U3MEHSIONIEMY TeueHHe 3a00JIeBaHus JICUCHHUIO, BKJTIOUAs TEPAIIEBTUUECKHE MEPHI,
KOTOPBIC U3JICUYUBAIOT, 3aMEJISIOT, YMEHBIIIAIOT CUMIITOMBI M/MJIH OCTAHABJIMBAIOT
MIPOTPECCUPOBAHUE TUATHOCTUPOBAHHOTO MATOIOTHIECKOTO COCTOSHUS WITH PaCCTPOMCTBA;
Y JICUCHHE NTAIMEHTOB, ITOJIBEP)KEHHBIX PUCKY 3apaKeHUs 3a00JIeBAHUEM WJTH C TTIOJ03PEHUEM
Ha 3apakeHue 3a00JIeBaHUEM, a TaK)Ke MTAIMEHTOB, KOTOPBIE SIBJISIOTCS OOJIBLHBIMH JIHOO
OBLTN OTIPE/IEIICHBI KaK CTpaJalolre OT 3a00JIeBaHNS MU METUIIMHCKOTO COCTOSTHUSL. TepMuH
«JICYCHHE» U «JICUMTh» HE 0053aTEIbHO MPEAIIOIaraeT, YTo CyObeKT MOJIydyaeT JICUCHUE 10
ITOJTHOTO BBI3AOPOBIICHMS. TEPMUHBI «JIECUCHHE» U «JICUMTh» TAKIKE OTHOCITCS K IO IIEP/KAHHIO
W/WITA CTUMYJIUPOBAHUIO 3I0POBbS Y UHIMBUAYYMa, HE CTPaJaoIIero 3a001eBaHUeM, HO
KOTOPBIN MOXKET OBITh MOJABEPIKEH PA3BUTHIO OOJIE3HEHHOT'O COCTOSTHUS. TepMUHBI «JICUCHUE»
U «JICUUTH» TAKXKE JTOJKHBI BKITFOYATh TOTCHIMPOBAHKE UITM MHOE YCHIIEHUE OJTHOM WITH OoJiee
MIEPBUYHBIX MPOPUIAKTHUECKUX UM TEPANIEBTUUECKUX Mep. B kauecTBe He UMEIOIINX
OTPAaHUYUTEIIFHOT'O XapaKTepa MIPUMEPOB JICUCHHUE MOXKET BBITIOHATH MAIUEHT, JIUIO,
OCYIICCTBJISIONIECE YXO/1, Bpay, MeJIcecTpa UIIU APYTrod MEIUIMHCKUM paOOTHUK.

B HacTosIieM TOKYMEHTE TEPMHUH «SIMHUYHAS IO3UPOBaHHast (hOpMa» OTHOCUTCS K
(U3UIeCKH JUCKPETHBIM SAMHUIIAM, TIOIXOISIIINAM JJTS UCITOJIb30BAHUS B KAUECTBE €IMHUIHBIX
J103 ISl CYOBEKTOB-JIIOJICH M )KUBOTHBIX, IIPUUYEM KakKaasl SAMHUIA COJICPIKUT 3aTaHHOE
KOJIMYECTBO KOMITO3HUIIMH, OTIMCAHHOM B HACTOSIIEM JOKYMEHTE, B KOJIMIECTBE, JOCTATOYHOM
JUISL TOCTHIKEHUS JKkej1aeMoro 3¢ dekTa, IpeInouYTUTEIbHO B COYETaHNH ¢ (hapMalieBTUUECKH
MIpUEMJIEMBIM pa30aBUTENIEM, HOCUTEIIEM WITU HeCyIel cpeoit. TeXHuIecKre XapaKkTepUCTUKU
JUISL € IMHUYHOM JIO3UPOBAHHOM (POPMBI 3aBUCIT OT KOHKPETHBIX UCITOJIb3YEMBIX COSTMHEHUIA,
nocturaemMoro 3dekTa, a Takke oT (papMaKoIMHAMUKHI KaX0I0 COSAMHEHUS B OpraHU3Me-
X03siMHe. B 0JTHOM BapuaHTE OCYIIECTBIICHUS SAMHUYHAS JO3UPOBaHHAS (h)OpMa MOXKET
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MPEACTABIISITh COOOM MPEIBAPUTEIIHLHO 3aJaHHOE KOJIMYECTBO MOPOIIKA B Callle.

«CyOBeKT» WU «UHJIMBUTYYM» MIPEJICTABIISAET COOOM MIIEKOIUTATOIIIEE, TPEANIOUYTUTETHHO
yelnoBeKa. TepMUH «ITOXKUIION» B KOHTEKCTE YeJIOBeKa 03HAYaeT BO3PACT M0 MEHbIIIEH Mepe
60 JIeT OT POXKAEHUS, IPEANIOUTUTENILHO cTapiie 63 JieT, 0oJiee MPEANOUYTUTEIIBHO CTAPIIIE
65 et ¥ HauboJIee MpeAnoYTUTeIbHO cTapiie 70 eT. TepMUH «B3pOCIIbIi CTapIllero Bo3pacTar»
B KOHTEKCTE YEJIOBEKA O3HAYAET BO3PACT IO MEHBIIIEH Mepe 45 JIeT OT POKICHUS,
MpeAnoYTUTENBHO 00oJ1ee 50 JieT, 6oee MpeanoYTUTEILHO 00JIee 55 JIeT U BKITIOUAET MOKHUITBIX
VH/IMBU]TYYMOB.

B Hacrosmmem 1okyMeHTe TepMHUH «3((EKTUBHOE KOJIMYECTBO» O3HAUAET KOJIUIECTBO,
KoTOpoe 3PhEeKTUBHO MPEAOTBpAIIAET AePUIMT, JIeUUT 3a00IeBaHUE WIIU MEAULIMHCKOE
COCTOSIHUE Y UHAWBUIYYMa UJIH, B O0JIee OOIIIeM ciTydae, yMEHbIIAET CHMIITOMBI, KOHTPOJIMPYET
MporpeccupoBaHue 3a00IeBaHus WM 00eCIeunBaeT MUTATEIbHYIO0, (PU3UOJIOTUUECKYIO WU
MEJIMLUHCKYIO MOJIb3Y I UHAMBUIYYMA. OTHOCUTEIbHBIE TEPMUHBI «YJIyUILIEHHBIN»,
«TTOBBIIICHHBIN», «YCUIICHHBIW» U T.II. OTHOCATCS K 3(ppeKkTaM KOMITO3HIMH, OTTUCAHHOM B
HACTOSIIEM JOKYMEHTE, d UMEHHO KOMITO3ULIMH, COJIEPKAILEH ITO MEHbIIIEW MEpE OJWH IJIMLIUH
WY er0 (PYHKIMOHATHFHOE ITPOU3BOHOE, IO MEHbIIIeH Mepe oauH N-ale TUIIUCTeNH, L-1pcTenH
WM uX GyHKIMOHATIBHOE MPOU3BOIHOE U Oy(EPHYIO COJIb, 10 CPABHEHUIO C KOMITO3UIUEH,
He coAepKaliei OJHOro Wik 0oJiee U3 3TUX COSAMHEHHUM, HO B OCTAJIbHOM MJICHTUYHON. B
HACTOSIIIEM TOKYMEHTE TEPMUH «CTUMYJIMPOBAHUE» OTHOCUTCS K YBEJIIMUEHUIO UITU
VH/YLIMPOBAHUIO KOHKPETHOT'O YPOBHSI OTHOCUTEIBHO YPOBHS 10 BBEJICHUSI KOMITO3UILIWH,
OIKMCAHHOW B HACTOSIIIIEM JOKYMEHTE.

TepMuUH «capKoOMeHUs» ONPEeAeIIeTCsl KAK BO3pACTHAS MTOTEPS MbIILIEYHON MACChI U
(YHKIMOHATIBHOCTH MBI (BKITFOYAsT MBIIIIEUHYIO CUITY MU CKOPOCTb XO/1b0BI). B HacTosem
JIOKYMEHTE TEPMUH «IPSIXJIOCTb» OMPELIISAETCS KaK KIIMHUUECKU pacliO3HABAEMOE COCTOSIHUE
MOBBILIEHHON YS3BUMOCTH B PE3YJIbTATE CBSI3AHHOI'O CO CTAPEHUEM YXYALIEHUS PE3EPBOB U
(GYHKIMI HECKOTBKHX (PU3UOJTOTHUECKHMX CUCTEM, YTO IMPUBOJIUT K HAPYIIIEHUIO CITOCOOHOCTH
CITPABIISITHCS C IOBCEAHEBHBIMHU WIIM OCTPBIMU CTPECCOBBIMU BO3IEUCTBUSIMU. B oTCyTCTBUE
YCTAaHOBJIEHHOTO KOJIMUECTBEHHOTO CTAHIAPTA IPSXJIOCTh QYHKIMOHAIBHO OIpe/Ie/ieHa B
nyoukaiuu Fried et al. Kak COOTBETCTBUE TPEM U3 TSITH (PEHOTUINTMUECKUX KPUTEPUEB,
YKa3bIBAIOIIMX HA HApYIIIeHUe S3HepreTHKU: (1) ctabocTh (cuita XBaTa, UCXOHO HAXOISIIIAsICS
B HWKHUX 20% NOMyJIsiUY, CKOPPEKTUPOBAHHAS C YUETOM I10JIa ¥ MHAEKCA MACChI Tela), (2)
IJI0Xas1 BBIHOCIIMBOCTB U 3a114C SHEPTUU (CAMOCTOSITEIBHO OTMEUEHHOE UCTOIICHUE, CBI3AHHOE
¢ VO, max), (3) METTMTENBHOCTD (MCXOTHO B HU>KHUX 20% MOTYJISILIMM HA OCHOBAHUHA BPEMEHH,

HEOOXOIMMOTO TSl TPOXOXKIACHUS PACCTOSIHUS 15 (hyTOB, CKOPPEKTUPOBAHHOTO C YUETOM
10JIa U pOCTa B CTOSTYEM TOJIOKEHUHN), (4) HU3Kas (u3nuecKkasi akTHBHOCTD (B3BEIICHHAS
OIIEHKa KUJIOKAJIOPHIA, UCXOTHO PACXOIYEMBIX B HEIEITIO, HUKHUIM KBUHTHITH 110 (PU3UYECKON
AKTUBHOCTH, BBISBJISIEMBbIN I KAXI0T0 MOJ1a; HAIpUMep, MeHee 383 KKaj/Heaemns 11t
MY>KUMH U MeHee 270 KkaJl/Heaemns 1Sl )KeHIWH) /WM HepeHaMEPEHHAs TTOTEPsI MaCChl
tena (10 pynToB 3a mocneaawmii rox). Fried LP, Tangen CM, Walston J, et al., “Frailty in older
adults: evidence for a phenotype.” J. Gerontol. A. Biol. Sci. Med. Sci. 56(3):M146-M156 (2001).
Cranus, npeamecTByomas IpsxjaIoCTi, Ha KOTOPOU MPUCYTCTBYET OJWH WM JIBA U3 9TUX
KPUTEPHUEB, UACHTUDUIMPYET BHICOKUI PUCK TPOTPECCUPOBAHUS 10 TPSIXTIOCTH.

«Kaxekcus» mIpeicTaBiIsieT cOO0M TsHKEI0e COCTOSIHUE UCTOIICHUS Tella,
XapaKTEPU3YIOIIIEECs BEIPAXKEHHOM OTEpEN Beca, AaHOPEKCHUEN, acTeHHer M anemuen. Kaxekcust
SIBJISIETCS PACIIPOCTPAHEHHBIM MPU3HAKOM psiia 3a00JIeBaHMIM, TAKUX KaK pPakK, CETICUC,
XPOHMUYECKAs CePACUYHASI HEIOCTATOYHOCTh, PEBMATOU/IHBIN ApTPUT U CUHIPOM
npuobpereHHoro nmmyHoaedurura (CITU).

«30BITOYHBIN BEC» y UeIOBEKa OINPEILIISIOT, eclii ero uHaeke macchl Tena (MMT)
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Haxoautcest Mexay 25 u 30 KI/M2. «Osxupenue» y yenoBeka onpenessitoT kak UMT o menbliein

mepe 30 KF/M2, Hanpumep, 30-39,9 KT/M2. «CHIDKEHHME MACChI» MpeICTaBIIsSIET COOOM
yMeHbIIIeHUe 00111eit Macchl Tenta. CHUKEHUE MacChl MOJKET, HATIPUMED, OTHOCUTHCS K ITOTEpe
00I111ei1 MacChl TeJla C LEIbIO YIIYUIIIEeHUS] OJHOTO UJTK 00JIee U3 310POBbS, (pU3nueckoit (hopMbl
WJIM BHEILHETO BUA.

Tepmun «1uaber» oxBaTbiBaeT (OpMbI 3a00eBaHus Kak Tuna I, Tak u tuna 1. He
UMEIOIIME OTPAHUYUTETIBHOTO XapaKTepa MpUMepsbl (DAKTOPOB PUCKA pa3BUTHS nuabdera
BKJTIOYAIOT: OKPYXHOCTH Taimu 6ojiee 40 TI0MMOB y MY>KUMH UM 35 TIOMMOB Y JKEHIIIMH,
apTepuajbHoe aaBieHue 130/85 MM pT. CT. WM BBIIIE, TPUTTIMLEPUABI Oostee 150 mr/m,
YPOBEHbB I'TTIOKO3bI B KPOBH HaToIak 6osee 100 MI//1JT UiIu JIMITOITPOTEHH BBICOKOM INIOTHOCTH
MeHee 40 M/t y My>K4uH Wi 50 MI/1J1 y )KEHIIUH.

B HacrosiieM 1oKkyMeHTe TEPMUH «MeTabO0IMIECKUI CHHAPOM» OTHOCUTCS K KOMOMHAIMU
MEJIMIMHCKUX PACCTPOMUCTB, KOTOPbIE ITPYU OJHOBPEMEHHOM IOSIBJICHUY MTOBBIIIAIOT PUCK
Pa3BUTHS CEPIICUHO-COCYTUCTOrO 3a001eBanus v quadera. B Coenunennsix ltatax Amepuku
OH MOPAXKAET KAXKIOT0 MATOI0 YETI0BEKA, U PACIIPOCTPAHEHHOCTD YBEIIMUYMBAETCS C BO3PACTOM.
HekoTopsle uccrnemoBanus mokasaiu, 4To pacnpocrpaHeHHOCTh B CoenuHeHHbIX [IITaTax
AMmepuku coctaBiisieT 25% HacelleHus. B COOTBeTCTBUY ¢ KOHCEHCYCHBIM JIJISI BCET'O MUPa
omnpeaenienueM MexayHapoaHoro ¢oHaa auadeta (2006) MeTabOIMIECKUN CHHAPOM
MIPENICTABIISIET COOOM LEHTPAJIBHBIN TUIT OXKUPEHUSI TUTIOC JTFOOBIE BA U3 CIIEAYIONIMX (PaKTOPOB.

[ToBeimeHHbIe Tpurauuepuasr: > 150 mr/mt (1,7 MMoITb/1T) UM crienuprUecKoe JIeueHue
TAKOM aHOMAJIUY JIMIIU0B;

cHwkeHHbIN xosectepuH JITIBIT: < 40 mr/ni (1,03 MMmoab/mn) y My»uuH, < 50 mr/ai (1,29
MMOIJTB/IT) Y KEHIIMH WM CTIelupruecKoe JIeUeHre 3TOM aHOMAJIUH JIUITUIO0B;

MOBBIIIEHHOE apTepUalIbHOE 1aBjieHue: cuctomueckoe A/l > 130 wim quacroaudeckoe
Al > 85 MM PT. CT. UJIM JICUEHUE PAHEE TMATHOCTUPOBAHHOMN TMIIEPTEH3UH; U

MOBBIIIEHHBIN YPOBEHb ITI0KO3bI B I1a3Me HaTomak: (FPG) > 100 mr/mi (5,6 MMOJIB/TT)
WK paHee JUarHOCTUPOBAHHBIN TuabdeT 2-ro TUIa.

B HacTosemM 1oKkyMeHTe TEPMUH «HEHPOAETeHEPATUBHOE 3a00JIEBAHUE» UITU
«HEWPOJETeHEPaTUBHOE PACCTPONUCTBO» OTHOCUTCS K JITIOOOMY COCTOSIHUIO, CBSI3AHHOMY C
MIPOTPECCUPYIOIIel MoTepelt (GyHKIMOHABHBIX HEWPOHOB B LICHTPATbHOM HEPBHOM CUCTEME.
B onHOM BapuaHTe ocyI1lecTBIIEHUS HEMpOAereHepaTUBHOE 3a00JIEBAHME CBSI3aHO C BO3PACTHOMN
rubenpio kietok. K He uMeronmM orpaHuYuTeIbHOTO XapaKTepa mpuMepam
HeMpoaereHepaTUBHbBIX 3a00JIEBaHUI OTHOCATCS 00J1e3Hb AJblirerimepa, 6ose3Hb [lapkuHcoHa,
0071e3Hb XaHTUHITOHA, aMUOTPO(UUECKHU1 OOKOBOM CKIIepo3 (Takke u3BecTHBIN Kak ABC
u 6one3np Jly I'epura), komrutekc CITU/I-gemenims, aagperosneiikoauctpodusi, 001e3Hb
Anekcanjaepa, 60y1e3Hb AJlbIiepa, aTaKCUs TEIEaHTUIKTa3us, 00s1e3Hb baTTeHa, ryduaras
sHnedanonatust KpymHoro poratoro ckota (BSE), 6one3ns KanaBana, kopTukoOa3ainbHas
nere”epanus, 6one3nb Kpentudenbara-Akobda, nemenuus ¢ tenbiuaMu Jlesu, patanbHas
ceMeliHasi 0eCCOHHUIIA, TOOHO-BUCOYHAs JoOapHas nereHepanusi, 6onesnb Kennenu, 601e3Hb
Kpab66e, 60ne3ns Jlaiima, 6ome3np Mauano-/{ko3eda, paccessHHBIN CKIEPO3,
MYJIbTHCUCTEMHAas aTpodus, HelpoakaHTONUTO3, 00j1e3Hb HuMmanna-Iluka, 6one3ns Iuka,
MEPBUYHBIN OOKOBOM CKJIEPO3, MPOTPECCUPYIOLINI CyTTpaHYKJICapHbIN ape3 B30pa, 00J1e3Hb
Pedcyma, 60me3np Canaxodda, muddy3HbIi MUETUHOKIACTUIECKUN CKIIEPO3, CIIMHAJIBHO-
nepedeuIsIpHasi aTakCusl, MOJI0CTpasi KOMOMHUPOBAHHAS IeTeHepalysi CIIMHHOTO MO3Ta,
CIIMHHAs CyXOTKa, 00se3Hb Tes-Cakca, Tokcuueckast sHuedaaonaTus, TpaHCMUCCUBHAS
rybuatast sHIedaaonaThs ¥ CHHAPOM IIATAIOIIETOCS eXKa.

B HacrosImem 10KyMeHTe TEPMHUH «KOTHUTUBHAS 3(D(PEKTUBHOCTB» OTHOCUTCS K TOMY,
HACKOJIKO XOPOIIIO CYOBEKT BBIMIOJIHSET OJHY WU 00Jiee KOTHUTUBHBIX (pyHKIMMI. B
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HACTOSIIEM JOKYMEHTE TEPMUH «KOTHUTUBHAS (PYHKLUS» OTHOCUTCS K JTIOOOMY YMCTBEHHOMY
MPOLIECCY, MOCPEICTBOM KOTOPOTO UHAUBKU] Y3HAET, BOCIPUHUMAET UJIM OCMBICIIUBAET UJIEH.
OHa BKJIIOYAET ONIEPUPOBAHUE CUMBOJIAMU, HAIIPUMED, BCE ACTIEKTHI BOCIIPUSITHSI, MBIIIICHUS,
pAaCCyXIAEHUS U 3aIIOMUHAHUS, U BKIIIOYAET, HAIIPUMED, BOCIIPUSITUE, TAMSITh, BHUMAHHUE,
MMOHUMAaHUE PeuH, TeHEPaIMIO peUuH, MTOHUMAaHWe YTEHUsI, CO3/IaHue 00pa30oB, 0OyUeHue u
MPEANOYTUTENIBHO JIOTUKY. OOBIYHO OHA Oy/IeT OTHOCUTHCS K IO MEHBIIIEH Mepe TTaMSITH.

CniocoObI M3MEPEHNSI KOTHUTUBHOM (DYHKIIMKM XOPOIIIO U3BECTHBI U MOTYT BKITFOYATh,
HaIrpumep, OT/IEIbHbIE TECTI UJIU TPYIIITLI TECTOB JIs JTIOOOTO aCTIeKTa KOTHUTUBHOM (DYHKIUK.
OHUM 13 TAaKUX TECTOB sBJIsieTCs [ [pagoCKuil TECT KOTHUTUBHOM (PYHKIMH, pa3paOoTaHHBIN
Margallo-Lana et al. (2003) J. Intellect. Disability Res. 47:488-492. JIpyrum Takum TECTOM
SIBJISIETCS. MUHU-UCCIIEA0OBAHUE MEHTAIbHOTO cOCTOsIHUSL (MMSE), KOTOpO€ BBINIOJIHEHO C
BO3MOHOCTBIO OIICHKU OPUEHTALIMH BO BPEMEHHU U ITPOCTPAHCTBE, 3AMMChIBAHUSI, BHUMAHUS
Y BBIUMCIIEHUI, TAMSITH, UCTIOJIb30BAHWS Y IOHUMAHMUS SI3bIKA, TIOBTOPEHUSI U BBITIOJIHEHUS
cnoxHbIX Komann. Folstein et al. (1975) J. Psych. Res. 12:189-198. JIpyrue tecTsl, KOTOpPbIE
MO>KHO MMPUMEHSITh JIJI51 U3BMEPEHUSI KOTHUTUBHOM (DYHKIMH, BKIIIOYAIOT IIKAJTy KOTHUTUBHOM
oneHku 6ose3nu Anbireiimepa (ADAS-Cog) (Rosen et al. (1984) Am. J. Psychiatry. 141(11):
1356-64) 1 KeMOPUIKCKYIO AaBTOMATU3UPOBAHHYIO OATapero HEHPOIICUXOJIOTUYECKHX TECTOB
(CANTAB) (Robbins et al. (1994) Dementia. 5(5):266-81). Takue TeCTbl MOXKHO UCIIOJIL30BATh
JUI1 OOBEKTUBHOM OLIEHKM KOTHUTUBHOW (DYHKIMH, YTOOBI MOYKHO OBIJIO U3MEPSTH U
CpaBHUBATh U3MEHEHHWsI KOTHUTUBHOM (DYHKIMU, HAIIPUMED, B OTBET HA JIEUECHHUE B
COOTBETCTBUM CO CIIOCOOAMHU, OTTUCAHHBIMU B HACTOSIIIIEM JOKYMEHTE.

B Hacrosiem 10kyMeHTe TEpMUH «KOTHUTUBHOE PACCTPOMCTBO» OTHOCUTCS K JIIOOOMY
COCTOSIHHUIO, HapYIIAIOIIeMy KOTHUTUBHYIO (GyHKIMIO. He nmeroiye orpaHuauTeIbHOTO
XapakTepa MpuMepbl KOTHUTUBHOT'O PACCTPOMCTBA BKITIOUAIOT B CEOs ACTTUPUIA, JEMEHIUIO,
paccTporicTBo o0yuenust, cuHapom nedurmra BuuManus (CAB) u cunapom aedunura
BHUMaHUs U runepaktusHoctu (CIBI).

Hcnonp3yeMblii B HACTOSIIIEM JOKYMEHTE TEPMUH «AMUHOKUCIIOTA» BKIIIOYAET CTAHAAPTHBIE
(IpOTEUHOTEHHBIE) AMUHOKHUCIOTHI, & TAKKE MPOU3BO/IHbIE CTAHAAPTHBIX AMUHOKUCIIOT,
TaKue KaK COeJIMHEHMS], TIOJTydaeMbIe B Pe3yJIbTaTe PeaKkyi C AMUHOT PYIITION, KapOOKCUITBHON
rpyIIo Wi GyHKIMOHATIEHON I'PYIIIION OOKOBOM ETT AMUHOKHUCIIOTHI UJIU 3aMEHBI JTI000T0
BOI0OpOJa Ha reTepoaTtoM. He umerorye orpaHMYuTEILHOTO XapaKkTepa puMepbl
MIPUEMIIEMBIX TPOU3BOJAHBIX AMUHOKHUCIOT B COOTBETCTBUM C HACTOSIIIUM OMUCAHUEM
BKJTIOYAIOT CJTOKHBIE 3(UPBI AMUHOKHUCIIOT, TAKKE KaK CJI0KHBIC METHIIOBBIE A3(UPHI, CTTOKHBIC
TpeT-0yTUIOBbIE 3(PUPHI AMUHOKUCIIOT, CII0KHBIE OEH3UIOBbIE 3(DMPBI U CII0KHBIE 3TUIIOBBIE
a¢upsl. «kKucmoTHass» aMUHOKHUCIIOTA TIPEICTABIISIET COOO0M JTI0O0YI0 aMUHOKHUCIIOTY UJTH €€
MPOU3BOHOE, CIIOCOOHOE OT/IaBaTh TMAPOH (MIPOTOH UK MOH Bojiopoaa H+) uiu
00pa30BbIBATH KOBAJIEHTHYIO CBSI3b C MAPOW JIEKTPOHOB.

Hcnonb3yemblit B HACTOSIIEM JOKYMEHTE TEPMUH «ITOPOIIOK» O3HAYAET KOMITO3UIIMIO, B
KOTOpPOMU JII00ast Biara coCTaBisieT He OoJiee 6 Mac.% KOMITO3ULMH.

BapuanTs! ocyiiecTBieHust

OJIMH acneKT HACTOSIIEro OMUCAHUS MPEICTABIISIET COOON MOPOIIOK, TPUTOTOBJIEHHBIMH
U1 pACTBOPEHUS B )KUAKOCTU C 0Opa30BaHUEM MUTATEIBHOTO IMPOAYKTA, TPUUEM ITOPOIIOK
COJIEPKUT Oy (hepHYIO COITb, aAMUHOKHUCITOTY U HEOOSI3aTEIbHO 110 MEHBIIIEH Mepe OJIMH BUTAMUH
WJIM MUHEPAJIbHOE BENIECTBO. B 0JHOM BapuaHTe OCYIIECTBIEHUSI AMUHOKUCIIOTA COAECPKUT
OHO Wik 00a u3 (i) IO MEHBIIIEH Mepe OAHOTO TIIMIMHA WU eT0 (PYHKIMOHATIBHOTO
MIPOU3BOAHOIO WM (i) IO MEHbLIER Mepe oHOTrO N-aleTUInUMCTEnHA, L-nucTenHa uim ux
(YHKIMOHATIBHOTO MPOU3BOIHOTO. B 0JTHOM BapuaHTE OCYIIECTBICHUS] aMUHOKHUCTIOTA
coaepkut L-ctenH, L-TTyTaMUHOBYIO KUCIIOTY Y TJIMIUH, KOTOPbIE 00ECIeYeHbI B TIOPOIIIKE
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IJIyTaTUOHOM.

He umetroiiye orpaHUUUTENIBHOTO XapaKTepa MpUMePbl MOAXOASIIMX BUTAMUHOB BKJTIOUAIOT
BUTamMuH C M BATAMUHBI TPYIILI B, a Ipyrue He UMEIONIME OTPAaHUYUTENIBHOTO XapakTepa
MIPUMEPBI NOAXOSIIMX BATAMUHOB BKJIIOUAIOT ACKOPOMHOBYIO KUCTIOTY, ACKOPOWIIAJIbMUTAT,
Butamunsl B1, B2, B6, B12 u nuauusx (B3) unu ux komOunanuio. BUTaMuHbl TaKke MOTYT
BKJIFOUYATh B ceOs1 BUTaMuHbBI A, D, E 1 K 1 KMCTTOTHBIC BATAMUHBI, TAKUE KaK TAHTOTEHOBAS
KHUCITOTa, (posmeBast kuciaoTa U OMOTHH. BUTaMUH A MOKET ITPUCYTCTBOBATH B BUJIE
MmajgbMHUTaTa BUTAMMHA A W/uim 0eta-kapotuHa. Buramun D3 sBiisieTcs nmpuMepom
noaxoasiier hopmMbl BUTaMuHa D, 1 BuTamMuH D2 Takke MOKET UCTIONTb30BAThCS B HEKOTOPBIX
BapUaHTaX OCYIIECTBJICHUS.

He uMmerolye orpaHMYMTEIBHOTO XapakTepa MPUMEPHI MOIXOISAIIMX MUHEPAJIbHBIX
BEIIIECTB BKITFOYAIOT KaJIbIUM, HATPUM, MATHUAM KeJIe30, IWHK, 101, Meb, (hochop, MapraHerl,
KaJlui, XpoM, MOJIMOICH, CeJIeH, HUKellb, OJIOBO, KPEMHUM, BaHA Ul U O0P.

ITopo11ox MOXHO BBOAUTDH B KOJIMUECTBE, KOTOPOE OOECIIEUMBAET PEKOMEHIYEMYIO
cyTounyto nmorpedHocts (PCII) B BUTaMHHE W/UTM MUHEPATILHOM BellleCTBe. B HEKOTOPBIX
BapUaHTaX OCYIIECTBIICHUS €IMHUYHAS TO3UPOBaHHAs (hopMa IMOPOIIKA COACPIKUT
npeaBapuTenbHo 3aanHyo 1010 PCII q1g BuTaMuHa W/WIM MUHEPATBHOTO BEIIECTBA,
Harnpumep, okoio 50% PCII, oxono 75% PCII, oxono 100% PCII uiau npoMexyTOYHbIE
3HauyeHus. Hampumep, eqMHUYHAS T03MpOBaHHAs (popmMa IMopoITKa MOKET COJIEPKATh OKOJIO
50% PCII nj1st BUTaMUHA W/WJIM MUHEPAJIbHOTO BEIIECTBA, TAK UTO BBEACHUE ABYX €AMHUYHBIX
JIO3UPOBAHHBIX ()OPM 3a OJIMH JIeHb o0ecrieunBaeT Npuom3uTennbHo Bcto PCIT mis
COOTBETCTBYIOIIETO BUTAMUHA W/UJIM MUHEPAJILHOT O BelllecTBa. B ipyroM npumepe eiMHAYHAS
Jlo3upoBaHHas popMa mopoirka MoxeT cojepxkaTth 100% PCII miist BuTamMuHa w/viu
MUHEPAJIbHOTO BEIIECTBA, TaK UTO BBEJICHUE OJHON €AMHUYHOMN T03UPOBAHHOMN (hOPMBI
obecrnieunBaeT npudaM3uTeTbHO BCto PCIT 111 COOTBETCTBYIONIETO BUTAMUHA W/WITH
MHUHEPATBHOT'O BEIIECTBA.

[IpennouturenbHasi cCMECb BATAMMHOB M MUHEPAJIbHBIX BEIIECTB COACPKUT BUTAaMUH E,
ButamuH C, ButamuH B2 v npHk. Takum ob6pa3om, npearnouTUTEIbHbIA BAPUAHT
OCYIIIECTBJIEHUS TTOPOIITKA COAEPKUT Oy(PepHYIO COJIb, IO MEHBIIIEH Mepe OJUH TJIMIUH WU
ero (hyHKIMOHAJIBbHOE IIPOU3BOIHOE, IT0 MEHBIIIEH Mepe oauH N-alleTUIIIUCTEHUH UIIH €ro
dbyHKIMOHATBHOE TTpou3BOaHOE, BUTaMuH E, BuTamun C, BuTamud B2 u nuHK, HanboJee
MPEANOYTUTETLHO BUTAMUHBI U MUHEPAJTbHBIE BEIIECTBA, BBOJMMBIE B KOJIMUECTBE B Ipe/IeIax
PCII w/wim npucyTcTByIOIME B OpOLIKe B KoauuecTse B npenaenax PCIL.

OcobeHHO MPeANOYTUTEIbHBIN BAPUAHT OCYIIECTBIICHUS IIOPOIIIKA COJICPKUT OyPepHYIO
COJTh, COJIEPKAIIYIO TIO MEHBIIIEH Mepe oHY (ochaTHYIO COJIb, TPUYEM TTOPOIIIOK
JIOTIOJTHUTEIBHO COJIEPKUT IO MEHBIIIEH Mepe OJIMH TJIMIKH UK eT0 (PYHKIMOHAIBHOE
MIPOM3BOIHOE, IO MEHBIIEH Mepe OJUuH N-aleTUIMCTEUH UK ero (PYHKIMOHAIBLHOE
npou3BogHoe, BuTaMuH E, Butamun C, Butamun B2 v quHk u/uiu cenex, Haubosee
MPEANOYTUTETLHO BUTAMUHBI U MUHEPAJIbHBIE BEIIECTBA, BBOJUMBIE B KOJIMUECTBE B ITPe/IeIax
PCII w/wim npucyTcTByIOIMeE B OpoLIKe B KoauuecTse B npenaenax PCIL.

B kauecTBe HE UMEIOIIIETO OrPAHUYUTEILHOTO XapaKTepa mpuMepa eIMHUYHAS
Jlo3upoBaHHas (opMa IMOPOIITKa MOXKET coaepkaTh 0kos10 600 mr N-anerumuctenHa (NAC),
okoJ1o 600 Mr rHMIMHA, OJTHY WM Ootee hochaTHBIX coelt (Harpumep, okojio S00 mMr
dhochartHol conu B obmmett cymme) U PCIT kaxknoro u3 Butamuna E, Butamuua C, BUTaMUHA
B2 u nuHka.

B xayecTBe elie 0JJHOro HE UMEIOIIETO OTPAHUYMUTEIILHOTO XapaKTepa pUMepa eIMHUYHAs
JIo3upoBaHHas (opMa IOPOIITKa MOXKET coaepkaTh 0ko10 485 mr N-anerumuctenHa (NAC),
0KOJTI0 485 MT IMIMHA, OJTHY Wi Oostee (hochaTHBIX coel (Harpumep, okojio 500 Mr
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dhocharroit comu B obmmett cymme) 1 PCIT kaxknoro u3 Butamuna E, Butamuna C, BUTaMuHa
B2, cenena u npHKa.

He uMmeronye orpaHUYUTENIBHOTO XapaKkTepa MPUMEPHI MOIXOASAIIMX Oy(depHbIX coeit
BKJTIOYAIOT UUTPATHI; (hocdaTtsl, Takue Kak MoHOpochaTsl, nudocdatsl, TpudochaTsl 1
nonudocdaTtel (Hampumep, pocdat maruus u TpuHatpuripocdar); rekcameradocdar;
KapOOHATHI, TAKME KAaK MOHOKApOOHATHI M OMKapOOHATHI (HaIIpumep, KapOoHaT MarHus,
MOHOKapOOHAT HATPUSI, OUKapOOHAT HATPUS, OUKAPOOHAT Kajlus U MOHOKapOOHAT Kajus);
U UX cMecu. bydepHas cob MpeanoYTUTEILHO COIEPIKUT IO MEHBIIIEH Mepe OMH U3
JBYXOCHOBHOTO (pochaTa HATpusi, OTHOOCHOBHOTO (hocdarta Kanus, nukamuidocdara,
OHOOCHOBHOTO (hochaTa Kanblys, TuKaabiuiidocdaTa umm Tpukanbiuidocdarta; Haudosee
MIPEANIOYTUTEIIHFHO IO MEHBIIIEH Mepe OAWH U3 TuHaTpuiipochaTa umm 1ByXOCHOBHOTO
dbocdara kamus. Hacrosiee onrcanue He OTpaHUYCHO KOHKPETHBIM BApPUAHTOM
OCYIIeCTBJICHUs OydhepHOI coin, u OydepHas COJIb MOXKET MPEJACTaBIIITh COOOM Tr000¢e
COEIMHEHHUE, KOTOPOE MOYKET CBOJIUTh K MUHUMYMY WJTH ITPEOTBpaiaTh u3MeHeHue pH rpu
JTI00ABJIEHUM KMCTIOTHI UJIH I1I€JI0UM B BOJIHYIO CPEy, B KOTOPOM TUCTIEPIUPOBAHO COSAUHEHHE.

[Toporok MoXeT OBITh ITOTY4eH MTOCPEACTBOM CYIITKU KUIKOCTH, COJIEPIKAIIIEH IT0 MEHBITIeH
Mepe OJIUH TJIMIUH WK ero (PYHKIMOHAJIBHOE MTPOU3BOIHOE, IO MEHbIIEH Mepe oJIiH N-
AETWIIMCTEUH WK er0 (PYHKIMOHAJIBHOE MTPOU3BOAHOE, OY(PEPHYIO COIb U HEOOSI3aTEIbHO
110 MEHBIIIeH Mepe OJIMH BUTAMHWH UJIM MUHEpaTbHOE BenlecTBO. CyIIka MOKET BKITFOYATh
PACTIBUTUTEIBHYIO CYIIKY, CYIIKY CyOJIMMalyeit Uik JII00yIo IPyTyIo MpoLeaypy CyIIKH,
W3BECTHYIO B TaHHOM 001acTu. Hacrosiiee onricanye He OrpaHMUeHO KOHKPETHBIM BApUAHTOM
OCYIIECTBJIEHUS CYIIKU, TOCPEICTBOM KOTOPOM MOJYyYaIOT MOPOIIOK, U CYIIKA MOXKET
IIPEICTABIISTH COOOI JTF0OOM MPOIece, CHUKAOIIUMI BJIaXKHOCTD, HAIIPUMED, C 00pa30BaHUEM
TBEP/IOM KOMITO3UIIMH. B TOTTOTHUTETEHOM WITH aJIbTEPHATHBHOM BapHUaHTE OCYIIECTBIICHUS
MOPOIIOK MOXHO TOJIYYUTh ITyTEM CyXOr'0 CMEIIUBAHUSI.

B nmpeanodTuTenhHOM BapraHTe OCYIIECTBIICHHUS TTOPOIIOK 00J1a/1aeT MO0 MEHBIIIEH Mepe
OJTHOM XapaKTEPUCTUKOM, BHIOpAHHOM U3 TPYIIIIbI, COCTOSIIEN U3 CIEAYIONIMX: (1)
AMMHOKHCIIOTA TIPUCYTCTBYET B KOJIMUECTBE, IO MEHBIIIEH MEepPEe YACTUYHO BKITFOUAIOIIIEM
AMMHOKHCIIOTY B (hopMe, BRIOpaHHOM U3 TPYIIIIBI, COCTOSIIEH U3 CBOOOTHON (POPMBI,
JIUTIETITAIOB, TPUIIENITUAOB U UX CMECEH, U (i1) MOPOIIOK, MO CYILIECTBY, HE COJICPKHUT
dbepMeHTOB 1 aHTUTENl. HarmpumMep, 1o MeHbIIEH Mepe YaCTh AMUHOKHCIIOT MOXET UMETh
CcBOOOIHYIO (hOpMY, T.€. HE CBSI3AHHYIO KOBAJIEHTHO C KAKMUM-JIMOO IPyTUM coeiMHeHneM. B
JTOTIOJTHATETHHOM WJTA ATbTEPHATUBHOM BapUAHTE OCYIIECTBIICHUS 110 MEHBIIICH MEpE 4acTh
AMHUHOKHUCIIOT MOKET ITPUCYTCTBOBATH B OJTHOM WJTK O0J1ee U3 PopM: TUNENTUIbI; TPUTICTITU/IBI;
MIENTH/IBI OOJTBIIIETO pa3mepa (T.€. IO MEHbIIIEH Mepe U3 YEThIPEX AMUHOKHUCIIOTHBIX OCTATKOB)
WJIK HaTUBHBIE OelTku. TeM He MeHee B IMPEAIMMOUTUTEILHOM BapUaHTE OCYIIECTBICHUS
MOPOIIOK, IO CYIIIECTBY, HE COACPIKUT TEPANIEBTUUECKUX OCIIKOB, TAKUX KaK (hepMEHTHI U/
WK aHTHUTEIIa, U B KOHKPETHOM BapHaHTE OCYIIECTBIICHUS COBEPIIIEHHO HE COICPIKUT
TeparneBTUYECKUX OCJIKOB, TAKUX KaK (DepMEHTHI W/WIIM aHTUTeNa. B HEKOTOPBIX BapuaHTax
OCYIIECTBJICHUS TIOPOIIIOK, IO CYIIECTBY, HE COJIEPKUT (MJIM COBEPIIIEHHO HE COJIEPKHUT)
OCITKOB M3 YEThIPEX WM 00JIee aMUHOKHUCIIOTHBIX OCTATKOB. TEPMHH «I10 CYIIECTBY, HE
COJICP)KUT» O3HAYaeT coaepkanue MeHee 1,0 mac.%, npeanoururesibHO MeHee 0,5 mac. %,
6osee npeanouturenbHO MeHee 0,2 mac. %, enie 6oiee npeanouTuTebHo MeHee 0,1 mac.%,
HaunboJee npennoutureabHo Menee 0,01 mac.%. B HEKOTOPBIX BapUaHTaX OCYIIECTBIICHUS
MTOPOIIIOK, ITO CYIIECTBY, COCTOUT M3 (MM COCTOUT U3) OCTATOYHOM BOJIBI (HAIIPUMED, TIOCITe
CYLIKH), Oy(epHOIi COJIM, AMUHOKHUCIIOTHI MU HEOOS3aTEIBHO 110 MEHbIIIEH MEPE OJTHOTO
BUTAMHWHA WUJIM MUHEPAJIBHOT'O BEIIECTBA.

[Topo1ok MOKHO pacTBOPSATH B )KHMIKOCTH, TAaKOM KaK BOa, C 00pa30BaHUEM
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MMUTATEIBHOI'O MPOAYKTA, TAKOTO KaK HAIMMTOK, MPEANOYTUTEIILHO ITPU KOMHATHOMN
TEeMIIepaType W/ 6e3 MpuMeHeHus: Harpesa. B npeanouyTuTe IbHOM BApUAHTE OCYIIIECTBICHUS
MOPOIIOK MOYKHO PaCTBOPSTH B )KUAKOCTH, COJIepKalliel KOMITOHEHT, BHIOpAaHHBIN U3 TPYIIIIHI,
COCTOSIIIEN U3 KUCIIOTHOTO KOMITOHEHTA (HaImpuMep, COKa U/WiH MmoJimdeHos1a, TAKOro Kak
dbmaBoHOUT) U OeNKa (HAIpUMEpP, MOJIOYHOTO OeJiKa, TAKOTro KaK Ka3euH W/UIM MOJIOUHAS
CBIBOPOTKA; pAaCTUTEIBHOT0 OeJIKa; KoJIJIareHa; U ux cMmecett). Hampumep, mopomox MokHO
pPACTBOPSTH B MUTATEIbHOM 100aBKe JIJIs epopalibHOro rnpuMmeHeHus (ONS), Takol kak
nocrynHbie B mpojaaxe npoaykTel MERITENE®, BOOST®, NUTREN® u SUSTAGEN®.
TeMm He MeHee HACTOSIIIEE OTTMCAHUE HE OTPAHUYEHO KOHKPETHBIM BAPUAHTOM OCYIIECTBIICHUS
KUIKOCTH, B KOTOPOM PACTBOPSIOT MOPOIIIOK, U )KUIKOCTh MOXKET MPEICTABIISITh COOOM
JI00YI0 KUAKOCTh, MOJXOASIIYIO 71 MOTPEOIEHUS ’)KUBOTHBIM WJIU YEJIOBEKOM.

Kpowme Toro, HacTosiiee onmMcaHre He OTPaHUYEeHO KOHKPETHBIM BapUAHTOM
OCYIIECTBJICHUS KUCIOTHOT'O KOMIIOHEHTA B KUJIKOCTH, U KUCJIOTHBIM KOMITOHEHT MOJKET
MPEJICTABIISITh COOOM JII000€ COEAMHEHUE, KOTOPOE MPUIAET KUJIKOCTU KUCTIOTHOCTD. bosee
TOTO, HACTOSIIEE ONMCAHUE HE OTPAHMYEHO KOHKPETHBIM BAPUAHTOM OCYIIIECTBJICHHUS OelTKa
B JKUJIKOCTH, U OEJTOK MOYKET IMPEACTABIISATH COOOM JIF0001 O€l10K, 0COOEHHO T€ TUIThI, KOTOPBIE
MOJIBEPraroTCs IEHATYypallMu WK Teieo0pa30BaHMIO TIPU MTOBBITIIEHUH pH.

IToporrokx MoeT OBITh MPEIOCTABIICH MOTPEOUTEIIO B KOHTEHHEpE (HampuMmep,
FepPMETUYHOM KOHTEWHEepe) ISl pACTBOPEHUS] B KOHTEWHEPE U/UIIH JIJISI TOTO, UTOOBI
MOJIb30BATEIb MOT BBICHIIIATH MOPOIIOK U3 KOHTEHHEPA B MIPUEMHBIN COCY/T JJIsI TUTHS, B
KOTOPOM Pa3BOAST MOpouIok. He nMerolMe orpaHUuUTeNIbHOTO XapakTepa MpUMEpPHI
MOJIXOASAIIUX KOHTEHHEPOB BKIIIOUAIOT MEIITKH, KOPOOKU, KAPTOHHBIE KOPOOKH, OYTHUIKU
wii ux komOuHarnuu. [IpenmnoyrurenbHbie KOHTEHHEPHI BKITFOYAIOT IMAKET-Callle/lTakeT-TPyoKy,
T.€. HEOOJIBIIION OJTHOPA30BbIN MAKET, KaK MPABUIIO, U3 MATKOM IIJIEHKH, TAKOM KakK LeutohaH
v Oymara, mpearnoYTUTEILHO BBITTOJIHEHHBIN C BOBMOXKHOCTBIO pa3phbiBa C OJTHOTO WIIH
000X KOHIIOB U COJIEpKAIUN eTMHUIHYIO TO3UPOBAHHYIO (JOPMY IMTOPOIIKA (T.€. OTHY
MOPIMIO MOPOIIIKA).

KomOuHaiwist o MeHbI1Iel Mepe OTHOTO IIMIMHA WK €T0 (PYHKIMOHATIEHOTO IPOU3BOIHOTO
Y TI0 MEHBIIIEN Mepe 0THOTO N-aleTUIIUCTENHA UK €ro (PYHKIMOHAILHOTO MMPOU3BOIHOTO
MOJKET OBITh ITOJIyYeHA B BUJIE JIFOOOM U3 KOMITO3UIMHI, onmMcaHHBIX B maTeHTax CIIIA Ne
8,362,080, 8,802,730 u 9,084,760, kaxaplii U3 KOTOPBIX 03ariasieH Increasing glutathione
levels for therapy, u 3asiBke Ha nateHT CLLIA Ne 2018/0161297, o3arnasienHoi Benefits of
Supplementation with N-Acetylcysteine and Glycine to Improve Glutathione Levels, conep:xanue
KaXJ0r0 U3 KOTOPBIX MOJTHOCTHIO BKIIIOYEHO B HACTOSIIIIUNA JOKYMEHT ITyTEM CChLIKH.

B ogHOM BapuaHTe OCyIIIECTBICHUS EAMHUYHAS TO3UPOBaHHAsI popMa IMOPOIITKA COJEPIKUT
KOMOMHAIMIO IT0 MEHBIIIEH MEPE OTHOTO TJIMIMHA UJTH er0 (PYHKIIMOHAIBHOTO MTPOU3BOTHOTO
Y TI0 MEHBIIIe Mepe oHOTro N-aneTHIucTenHa, L-1rucTrenHa M ux GyHKIMOHATIBHOTO
MTPOU3BOJTHOTO B KOJIMUECTBE, IPHEKTUBHOM /TS JICUCHUSI UJTH TIPETO TBPAIIICHHSI TIO MEHBITICH
Mepe COCTOSIHUS, BBIOPAHHOT'O U3 TPYIIIIBI, COCTOSIIEH U3 BPEAHBIX IMOCIIEICTBUI CTapeHuUs,
aTpoduu MpII (TI0 JIFOOOM MPUUKHE, BKITFOYAs 110 MEHbIIIeH Mepe capkorenuto, BUY-
UH(]EKIMIo, CTapeHue, KaXeKCUIO, BPEIHBIE MOCIIEICTBUS TTIOTEPU MACCHI), IIpeaaiabdeTa,
recTallMOHHOTO MradeTa, caxapHoro auabdera (I tuna wau 11 Tuma), ociaoxHeHuit quadera
(Hampumep, nMadeTuyecKkas JUCIUIUAEMUS W/UIIU TMabeTHIeCKue MUKPOCOCY TUCThIE
OCJIOHEHHSI, TAKMe KaK HepoIaTHsl, peTUHOTIATHUS W/UIIKM HEUPOMATHSI), PE3UCTEHTHOCTH K
WHCYJIMHY, METAa00JIMYECKOTO CUHIPOMA, JUCIIUITUIEMUH, M30BITOYHOTO BeCca, OKUPEHMUS,
MOBBIIIEHHBIX YPOBHEH X0JIECTEPUHA, TOBBIIIIEHHBIX YPOBHEN TPUTIIUUEPUIOB, HOBBIIIIEHHBIX
YPOBHEM )KUPHBIX KUCTIOT, 5)KUPOBOM TUCTPOQUH IIEUeHHU (HATIPUMEP, HEAJIKOTOJIbHAS )KUPOBASI
TUCTPOGUs IEYSHU, B TOM YMCIIE C BOCIIAJICHUEM WITU O€3 HEeT0), 3a00J1eBaHMsI ITOYEK, CEPACUHO-
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COCYZMCTOTO 3a00JIeBaHus (HAIIPUMED, CepAeUHAasl HEAOCTATOUYHOCTD W/WIIM HapyIlIEHUE
COKpATUTEIHHOM (DYHKIMHU CEp/Ilia, HATTPUMED ITyTEM JICUEHUS CEPICYHOM HETOCTATOUYHOCTH
W/VJIM YMEHBIIEHUS TSKECTH UIIM YACTOTHI CIIy4aeB CEP/IEUHON HETOCTATOYHOCTH),
HEHpoJereHepaTUBHOIO 3a00JIeBaHus (HAIIPUMED, B PE3YJIbTATE CTAPEHMS), HAPYLIEHUS
KOTHUTUBHOM (DYHKIIMM, MUOIIATHH, TAKOW KaK BbI3BaHHASI CTATUHOM MHUOIIATHUSI,
HEAJIKOT'OJIBHOT'O CTEATOreNaTUTa, IIIyMa B yIlax, FOJIOBOKPYKEHHUs, [IOXMEIBHOI'O CUHAPOMA,
HapYLIEHUS ClIyXa, OCTEONOpPO3a, TUIIEPTEH3UH, ATEPOCKIIepo3a / 00Ie3HN KOPOHAPHBIX
apTEPUil, MOBPEKAEHUS MUOKAPAA IOCIIE CTpecca (HAIPpUMEpP, BBI3BAHHOT'O 0KOTaMU WK
TPaBMOM1), TPABMATUYECKOT'O TIOBPEKICHUSA TOJIOBHOI'O MO3ra (BKJItOYasi COTPSICEHUA),
MYKOBUCLIM103a, BocnialieHus1, paka u BUY-undexuuu. Kpome Toro, cienyer OTMETUTh, YTO
CTapEeHUE MOXKET CONMPOBOKAATHCS CHUKEHUEM COAEpKaHuUs IiryratioHa. Kpome Toro, B
OTHOILLEHUU CePJIEYHO-COCYIUCThIX 3a00neBanuit (CC3) ciaenyeT OTMETUTh, YTO YBEIUUEHUE
COJIep>KaHUsI TOMOIMCTENHA SIBIISIETCS MOATBEPKIEHHBIM (pakTopoM pucka CC3.

Jlpyro# acriekT HaCTOSIIEro U300peTeHUs MPEACTABIAET COOOM KUAKUM MUTATETbHBIN
MPOJYKT, cojiepkaiuit 6ydepHyIo CoJib, AMUHOKUCIIOTY U UHT'PEIMEHT, BEIOPAHHBIN U3
CPYIIIbL, COCTOSIIEN U3 KUCTIOTHOIO KOMIIOHEHTA, OeIKa U UX CMeCel, TPUYeM IUTATEIbHbIN
MPOJYKT MOJYyYAIOT CIIOCOOOM, BKJIIOUAIOIIUM PACTBOPEHHME MOPOLIKA, COIEPKAIIETO
OyhepHy10 COJIb U aMUHOKHCIIOTY, B )KUJIKOCTH, CofIepKallel uHrpeaueHT. [lpenmnouyrurenbHo
AKUJIKUH MUTATEIbHBIA IPOAYKT IPEACTABIIAET COOON HAITMTOK. PacTBOpeHre MOKHO
MPOBOJIUTH MPU KOMHATHOM TEMIIEpATYype U/UiIu 0€3 UCTIOIb30BAHUSI HATPEBAHUSI.

J{pyrovi acreKT HaCcTOSIIIEr0 OMUCAHUS ITPEACTABIIAET COOOH COCO0 JIEUEHHUs 10 MEHbIIIEN
ME€pE OJTHOTO U3 ITUX COCTOSIHUH, BKJIIIOUAIOLINN BBEAEHUE UHIUBUAYYMY TEPAIIEBTUYECKU
3¢ (GEKTUBHOTO KOJTMYECTBA KOMOMHAIMM 110 MEHBIIIEH Mepe OJTHOTO TIIMLMHA UITU €T
(YHKUMOHATIBHOTO MPOU3BOJHOIO U IO MEHbIIIEH Mepe 0JJHOrO N-aleTUILMCTEMHA UK €TO
(YHKIMOHATIBHOTO MPOU3BOIHOIO B TUTATEIBHOM MPOAYKTE, pa3BeICHHOM U3 MOPOIIIKA,
cozepkamiero KOMOWHAIMIO U IOTIOJTHUTENIBHO cojiepxaiiero oydepHyro conb. [pyroi
ACTIEKT HACTOSIIEr0 OMMCAHUS MIPEICTABIIAET COOOM CIIOCO0 MPpenOTBPAIlIEHUS 110 MEHbIIIEH
Mepe OTHOTO M3 3TUX COCTOSIHUM, BKIIFOYAIOIIHNI BBEIEHUE UHIMBUYYMY, I10JIBEPKEHHOMY
PHUCKY pa3BUTHS IO MEHBIIEH Mepe OAHOTO COCTOSIHUS, MPOoPUIIaKTUUECKU 3((HEKTUBHOTO
KOJIMYECTBA KOMOMHAIIMY 110 MEHBIIEH MEpe OJHOTO TJIMIMHA WK €r0 (PYHKIMOHATIBHOTO
IIPOU3BOJAHOI0, IO MEHBLIEN Mepe OMHOTO N-aleTWINUMCTENHA, L -1McTenHa WU UX
(YHKIMOHATIBHOTO MPOU3BOIHOIO B MTUTATEIBHOM MPOAYKTE, pa3BeIECHHOM U3 MOPOIIIKA,
coziepKamiero KOMOMHAIMIO U TOTIOJTHUTENIBHO CollepKamiero 0yGhepHyIo COJlb.

[Topomiok u/minm noy4eHHbIN MATATENBHBINA POLYKT MOKET JIEUUTD WITW ITPEIOTBPAILATh
CapKOIIEHHUIO, CAPKOIIEHUYECKOE OKMPEHHUE WU KAXEKCHIO, HaIpuMep 0OyCIIOBICHHYIO
OCHOBHBIM MEJIMIIMHCKUM COCTOSIHMEM, TAKUM KaK XpoHUUYecKoe 3aboneBanue, BUY, pak,
XpoHHUecKas 00cTpyKTUBHasI 00Je3Hb Jierkux (XOBJI) u/unu crapenue y B ocTaIbHOM
3I0POBBIX UHAMBUIYYMOB. B CBSI3U C 3TUM CTapeHHE MOKET COPOBOKAATHCS CHUKEHUEM
conepxkanus riryratuona (GSH).

ITopo1iok u/mim nory4eHHbIN MATATEIbHbIN MPOTYKT MOKET JIEUUTh WK MTPEOTBPAIIATh
3a00J1€BaHMe I71a3, BBI3BAHHOE, MPSIMO WJIM KOCBEHHO, HU3KUMHU ypoBHsIMU GSH, B TOM uuciie
HU3KUMHU ypoBHSIMU GSH B XpycTajuke riia3a, KoTOpblIii, KaK U3BECTHO, OOTAT INyTATUOHOM.
He nMeronye orpaHUYUTENIBHOTO XapaKTepa MPUMEPhI TAKUX COCTOSIHUM BKJIIOUAIOT
KaTapakThl W/UIIK TJIAYKOMY, MTPECOMOTHIO (CTAPUYECKYIO TOTEPIO 3PEHMSI Ha MAJIOM
pacCTOSIHUU, TPEOYIOILYIO HOLIIEHUSI OYKOB) U TPECOUAKY3UC (CTAPUECKYIO OTEPIO CIIyXa,
TpeOyIOIIYI0 HOIIIEHMSI CJIyXOBOT'O anmapara).

B oHOM BapHaHTe OCYIIECTBIIEHUS TOPOIIOK W/WIIK ITOJTyYEHHbIN MUTATEIbHBIA TPOAYKT
yJIy4IlIaeT [0 MEHbIIEH Mepe OTHO U3 paOOTOCIIOCOOHOCTH MBIIIIL UJIM BOCCTAHOBJICHUS
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MBIIIIL, HATIPUMEDP, ITOCJIE MBIIIIEYHOTO CTPECCa, BKITFOUAST MBIIIICYHBIN CTPECC, CBA3AHHBIN C
busndeckoit Harpy3Kou. duznyeckas Harpy3Ka MOKeT OBITh JIF0OOTO THIA, BKITIOYAS,
HaIpUMep, a3pOoOHYIO («KaPIAUOIOTHUECKYIO») (PU3UUECKYIO HATPY3KY /U CUIIOBYIO
TPeHUPOBKY. [TUTaTeIHbHBINM MPOAYKT MOKHO BBOJIUTH B ITO MEHBIIIEH MEePE OJIMH U3 BPEMEHHBIX
MMPOMEXYTKOB, BRIOPAHHBIX U3 IPYIIITBI, BKITIOYAOIIEH B ceOst BpeMst 0 (GU3NUECKOM HArpy3KU
(HampuMep, MEHee UeM 3a 4yac), BpeMsi B Iiporecce pU3MUEcCKOr HATpy3KH U BpeMs 1ocJie
busndeckol Harpy3Ku (HampuMep, MeHee YeM uepe3 uac mocie GU3nIecKor Harpy3KH).

Ente oauH acrekT HaCTOSIIEro ONMMCaHUs TIPECTaBIIIeT COOOM CIIOcO0 3aMeIeHHs
TTOSIBJICHUS] META00IMYECKOTO OTKJIOHEHUSI, IO IIEPKaHUST MBITIICYHOM MACChl, YMEHBIIICHUS
OKHUCIIUTEIHHOTO CTpecca, MOIIEPKaHUs UMMYHHOM (DYHKIWMHU W/WITH TIOIIEPIKAHUS
KOTHUTUBHOM (DYHKIMHU Y 3[I0POBOTO B3POCIIOro cTapiero Bo3pacrta. Criocod BKIIFOYAET
BBeZICHHE 37I0POBOMY B3pOCIIOMY CTapIiero Bo3pacra 3ppekTHBHOTO KOJIMIeCTBAa KOMOWHAIAH
10 MEHbIIIEH Mepe OJTHOTO TIIULMHA WU ero (PYHKIMOHAIBHOT'O IIPOU3BOIHOTO U ITO MEHbIIIEH
Mepe ogHoro N-aneTwmcTenHa, L-nucrenna wim ux QyHKIMOHAIBHOTO MTPOU3BOTHOTO B
MUTATETLHOM IPOIYKTE, pa3BECHHOM U3 MTOPOIIIKA, COIEPKAIIEr0 KOMOWHAIUIO U
JTIOTIOJTHUTEILHO CO/IepIKaIiero 0ypepHyro cob.

Jpyroi acrekT HACTOSIIEero OMUCAHUS TIPEICTABIISIET COOOM CIIOCO0 YITyUIIIeHUs
MUTOXOHIPUATIbHOM (DYHKIMM Y MHIMBUIYYMA, CTpaIatolero capkornenyen. Criocod BKIIIOYaeT
BBE/ICHUE UHAUBUAYYMY 3(D(PEKTUBHOTO KOJIMYECTBA KOMOMHAIIMY 11O MEHBIIIEH Mepe OJTHOTO
[JIMIMHA WK eT0 (YHKIMOHAIBHOTO TTPOU3BOIHOTO M 110 MEHBIIIEH Mepe 0THOTO N-
aneTUINUCTenHa, L-1ucTenHa nim ux GyHKIMOHAIBLHOTO MPOU3BOIHOTO B MIUTATEIBHOM
MPOAYKTE, pa3BeIECHHOM M3 MOPOIIKA, COACPKAIIETO KOMOMHALUIO U JOTIOJTHUTEIIHHO
cojepkaiiero 6ypepHyro cob.

Emie oauH acmekT HacTOSIIEro OMMCaHUs MPEACTABIISIET COOOM CITOcOo0 yCUIIeHUS
MeTa0OIM3UPOBAHHUS AKTUBHBIX (POPM KUCIIOPO/Ia, YIIYUIIEHUS] KOHTPOJIS TIIIOKO3bI W/WITH
YIIYYIIIeHUs MBITIIEYHOM (DYHKIMU Y UHIUBUAYYyMa C IO MEHBIIICH MEPE OJTHUM U3 OXKUPEHUS,
npeaauabdera wim quadera. Criocod BKIIOUAET BBEACHUE UHIUBUAYYMY 3(PGEeKTHBHOTO
KOJINYEeCTBA KOMOMHAIIMY I10 MEHBIIIEH MEPE OHOTO TJIMIMHA WK €r0 (PYHKIMOHATIBHOTO
MTPOU3BOTHOTO U TI0O MEHBIIIEH Mepe 0 JHOTO N-aleTUIIIMCTeNHA, L-IIMCTenHa WM ux
(YHKIMOHAJIBHOTO MPOU3BOJAHOIO B IUTATEIILHOM MPOIYKTE, Pa3BEACHHOM U3 MTOPOIIIKA,
coJiepKamiero KOMOWHAIMIO U TOTIOJTHUTENIBHO coliepKamiero 0yGhepHyIo COllb.

Jpyroi acrekT HACTOSIIEro OMUCAHUS TIPEICTABIISIET COOOM CIIOCO0 YITyUIIIeHUS
MUTOXOHAPHAIBHOM (PYHKIMHU (TTPEAMTOYTUTETHHO JISI TOCTHKEHUS TTOJIE3HOTO 3 dekTa Ais
10 MEHbIIIeH Mepe OJTHOTO U3 MeTabOJIM3Ma UJIU CUITbI) Y MHAMBUYyYMa, CTPAIatoIero
capkorienueit. Crioco6 BKIIFOYAET BBEJICHUE UHIMBUIYYMY 3(DPEKTUBHOTO KOJIUUECTBA
KOMOWMHAIIUM IO MEHBIIIEH MEPE OJTHOTO TJIMIMHA WK er0 (PYHKIIMOHAIIBHOTO MTPOU3BOTHOTO
Y 110 MEHBIIEH Mepe 0AHOTO N-aleTUIIMCTenHA, L-IMcTenHa Wik X (yHKIIMOHAJIBHOTO
MPOU3BOTHOTO B MUTATEITBHOM MPOAYKTE, Pa3BEIEHHOM M3 MOPOIIKA, COACPKAIIETO
KOMOMHAIIMIO W JOTIOJTHUTEIIHFHO COoAepKaIero 0ydepHyo cob.

B npyrom acriekte HaCTOAIIETO OMUCAHMS TPEATIOKEH CIIOCOO yITyUIIeHUsI KOTHUTUBHON
¢dynkuun. Crioco6 BKITI0UAET BBEACHUE UHANBUAYYMY 3(PPEKTUBHOT O KOJIMUECTBA KOMOUHALIMN
10 MEHbIIIEH Mepe OTHOTO TIIMLUUHA UM €ro (PYHKIMOHAIBHOT'O IIPOU3BOIHOIO U ITO MEHbIIIEH
Mepe ogHoro N-aneTwucTenHa, L-nucrenHa wim ux QyHKIMOHAIBHOTO MTPOU3BOTHOTO B
MUTATETLHOM TIPOJIYKTE, pa3BECHHOM U3 MTOPOIIIKA, COJIEPKAIIEr0o KOMOWHAIUIO U
JTIOTIOJTHUTEITLHO COoJIeprKaIero 0ydepHyto coiib. KoruutrBHas GyHKIMS MOXKET OBITh BEHIOpaHa
U3 TPYIIIBI, COCTOSIIEN U3 BOCIIPUSTHS, TAMSITH, BHUMaHUS, TOHUMAHUS PeUM, TeHEpaIu1
peun, TOHUMAaHMSI YTEHUSI, CO3/TaHUsI 00pa30B, 00yUEHUSI, IOTUKU U UX KoMOuHaIwii. B oqHom
BapHaHTE OCYIIECTBIICHUS MHIMBUIYYM HE UMEET KOTHUTUBHOTO PACCTPOMCTBA; B
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aJIbTEPHATUBHOM BapUAHTE OCYILIECTBIIEHUS Y UHAUBUIYYMA €CTh KOTHUTUBHOE PACCTPOMCTBO.
NHauBU1yyM MOXKET ObITh TTOXKUIBIM W/WIK MOXKET UMETh YXYAIIIEHUE KOTHUTUBHBIX
CITOCOOHOCTEM, CBSI3aHHOE CO CTAPEHHUEM.

E1ie oquH acrekT HaCTOSIIEro OMMCAHUS PEICTABIISAET COOOM CITOCO0 YJIYUIIIEHUSI OTHOTO
uiu 6oJiee U3 METabOIMUECKOr0 MPOTrPaMMUPOBAHUS TUTOAA IS TIPEOTBPAIIICHUS
MTOCIIEYIOIIETO PA3BUTHS OKUPEHMSI, Tpeiuadera u/nuinm quadeTa, 310pOBbsl MATEPH U ITOAA
MIPHY TECTAIIMOHHOM JTabeTe, IEPEeHOCUMOCTH (PM3NYECKOM HATrPy3KH U (pu3ruecKom (hyHKIUH,
Ka4yeCTBa JKU3HU, TPOJOJKUTEIILHOCTU KU3HHU, MTAMSITH, KOTHUTUBHON (DYHKIIHH,
MMOCTTPABMATUYECKOTO BOCCTAHOBJIEHUS M BBLKUBAEMOCTH (HAIIPUMED, TTOCTIE XUPYPIrUUECKOTO
BMENIATENIbCTBA, IIOCJIE CEIICHCA, IT0CIIE TPABMbI, HAHECEHHOM TYIIBIM WJIM IPOHUKAIOIIUM
MIPEAMETOM CIIyYaMHO WJIM IIPU HAIIAICHUH) UJIM BOCCTAHOBJICHHUS I1OCIIE TPABMBI U
XUPYPruueckoro BMemaTeibctBa. Crnocod BKIIIOUAET BBEICHHUE UHAUBUIYYMY 3(PPEKTUBHOTO
KOJIMYECTBA KOMOMHAIIMYU IO MEHbBIIIEH Mepe OTHOTO IJIMIMHA WIH ero (PYHKIMOHATBHOTO
MMPOU3BOIHOTO M 10 MEHBIIIeH Mepe 0 THOTO N-aneTUIIUCTENHA WK eT0 (DYHKIMOHAIBHOTO
MIPOU3BOJHOIO B IUTATEIbHOM MMPOAYKTE, PA3BEACHHOM U3 MOPOIIKA, COIEPKAIIETO
KOMOWHAIMIO U JIOTIOJTHUTEILHO COIepIKaIiero 0ypepHyro cob.

B npyrowm acnexkTte B HaCTOSIIEM OMMUCAHUM TTPEJTIOKEH CIIOCOO TOCTUXKEHUS TTIO0 MEHBIIIEH
Mepe OHOTO pe3yJibTaTa, BRBIOPAHHOT'O M3 T'PYIIIbI, COCTOSIIEH U3 (1) YMEHBIIICHUS TIKECTH
W/WITA 9aCTOTHI BO3HUKHOBEHUS 3 (DEeKTOB cTapeHws, (i) moaaepkaHus WK yITyqIIeHUs
(YHKIIMOHUPOBAHUS KJIETOK W/WIIM OOIIETro COCTOSTHUS 3A0POBb4, (iil) moaaepkaHus 110
MEHBIIIeH Mepe OHOTO U3 HOPMAaIbHOM MUTOXOHIPUAIIFHOMN (DYHKIWH, 3aIITUTHI KIIETOK WU
SHEPreTUUECKOT0 MEeTA00IM3Ma, (1V) YBEITMUEHUS CyTOYHOTO YPOBHS S3HEPIHH, (V) YMEHBIIICHHUS
yCTAIOCTH, (Vi) MOAAEPKAHUS UM YITYUIIeHUs (PU3UIEeCKOM SHEPTUH W/UITU KOTHUTUBHOMN
paboTHhl, (vii) oOecriedeHus: 3I0POBOTO CTAPEHUSI ITYTEM CTUMYJIUPOBAHUS 3[I0POBOM WU
HOPMAaJIbHOM KJIETOYHOM (DYHKIMH, (Viil) TTOJAEPKAHUS 3T0POBbS KOXKH, (iX) JICUCHUS
CEpJIEYHON HEAOCTATOYHOCTH W/WUJIM YMEHBIIEHUS TSXKECTH WIM YaCTOTHI BO3SHUKHOBEHMUS
CEpPAEYHON HEAOCTATOYHOCTH, (X) JIECUEHHUS], CHUKEHHUS YaCTOThl BOSHUKHOBEHHUS UITH
YMEHBIICHUS TSIKECTU OKUCIIUTEIILHOTO CTPECCA W/UIIM CHUKEHUS COAEPKAHUS TIIyTATUOHA
(GSH), BO3HMKAIOIIMX B TE€UEHUE TIEPUOJIa BPEMEHHU, BKITIOYAIOIIEro TpeObIBaHKe B OJIOKe
rHTeHcuBHOM Tepanuu (ICU), (xi) JeyeHus:, CHUKEHUSI YaCTOThl BOSHUKHOBEHUS UJTH
YMEHBIICHUS TSIKECTU JPYTrOro COCTOSIHUS, CBA3aHHOTO C OKUCIIUTEIbHBIM CTPECCOM W/WITU
CO CHUXKEHHBIM cojiep:kanueM GSH (Hanmpumep, CTapeHUEM U €ro MOCIEACTBUSIMU, TAKUMHU
KaK CTapeHue KOXH), (Xil) CTUMYJIMPOBAHHUSI BOCCTAHOBIIEHUS ITOCIIE TPABMBbI, OOJIE3HU WU
XUPYPrUUECKOTO BMEIIATEIbCTBA, HAIPUMED PeadWIUTalMK, CTIeHUPUIHON 115t
HEBPOJIOTMYECKUX COCTOSIHUM, TAKUX KaK TPABMATUUYECKOE MTOBPEKICHUE TOJIOBHOT'O MO3Ta
WJIY MHCYJIBT, (Xiil) MOAYJIMPOBAHUSI yPOBHEMN IIyTAaTUOHA Y MALMEHTA, UMEIOIIETO PAK WU
PaK B pEMUCCUM, (XiV) JICUEHUSI, CHUKEHHSI HACTOThI BOSHUKHOBEHUS WJIM YMEHBIIIEHUS TSHKECTH
CUMIITOMOB 0apUATPUUECKON XUPYPIUH, (XV) JIEUEHUS, CHUKEHUS YACTOThI BOZHUKHOBEHUS
WJIM YMEHBIIIEHHUS TSKECTH HeaJKOT0JIbHOM xupoBoi auctpoduu neueHu (NAFLD), (xvi)
JICYCHMSI, CHUYKCHUSI YaCTOTHI BOSHUKHOBEHMSI UJIM YMEHBIIIEHUS TSOKECTH MH(EKIHH,
BBI3BAHHOMN BUPYCOM UMMyHoAeduuuTa yenoeka (BUY), u (xvii) uX KoMOUHALMA, TpUYeM
Croco0 BKITIOYAET BBEICHUE UHIUBUIYYMY 3(PHEKTUBHOTO KOJIMYECTBA KOMOWHAIUU 10
MEHBIIIeH Mepe OJTHOTO TJIMIMHA WK eT0 (DYHKIMOHAIIBHOTO IMPOU3BOIHOTO, TIO MEHBIIIEH
Mepe ogHOro N-aleTUIIMCTEUHA UK ero (PYHKIMOHATIBHOTO ITPOU3BOIHOTO B MTUTATEIbHOM
MPOAYKTE, PAa3BEICHHOM U3 IMOPOIIKA, COAEPKAIIEro KOMOUHAIMIO U TOTIOJTHUTEIbHO
coaepxaiiero 0yhepHyIo COJllb.

Oco0eHHO TTPeANOYTUTEIFHBIM BAPUAHTOM OCYIIECTBIICHUS SBIISIETCS CIIOCOO JICUCHUS,
CHIKEHMS YaCTOThl BOBHUKHOBEHHUS WJIM YMEHBIIEHHUS TSXKECTH IO MEHBIIIEH MEPE OJTHOTO
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COCTOSIHUSI, BRBIOPAHHOTO U3 TPYIIIIBI, COCTOSIIEN U3 METaOOIMUECKOTO CUHHIPOMa, BO3PACTHOTO
CHW)KEHUSI METAOOJTMIECKOMN PETYIISIMN U MBITIICUHBIX TTOKa3aTesIel, BKITFOYAOIIHI BBEICHHE
HY>KIAIOIIEMYCSl B 9TOM WJIH ITOJIBEP)KEHHOMY PUCKY UHIMBUAYYMY 3(D(DEKTUBHOTO KOJIMUECTBA
KOMOUWHAIMK ITO0 MEHBIIIeH Mepe OHOTO TIIMIMHA UJTH €T0 (DYHKIMOHAIFHOT'O ITPOU3BOIHOTO,
110 MEHBIIIeH Mepe 0 JHOro N-aleTUIIIUCTEMHA WK ero (DYHKIMOHAJIBHOTO IMPOU3BOIHOTO B
MUTATEIbHOM MIPOAYKTE, Pa3BEACHHOM U3 ITOPOIIKA, COJEPKAIIET0 KOMOUHAIIUIO U
JOTIOJTHUTETFHO COJIepIKaIero 0yQpepHyo cob.

JpyToii acrieKT HACTOSIIIIErO OMMCAHUS TPEACTABIISIET COOOM CIIOCO0 JIeUeHHsl, CHUXKEHUS
YaCTOTHI BOBHUKHOBEHUSI, YMEHBIIICHUS TSHKECTH W/UITH ITPEIOTBPAIIICHUS H30BITOYHOTO Beca
W/WIIA OKUPEHHUS, BKITIOUAIOLIUI: TepOpaIbHOE BBEJICHUE HHAUBUAYYMY 3((HEKTUBHOTO
KOJIMUECTBA MUTATEILHOTO MTPOYKTA, COAEPIKAIIETO 110 MEHbIIIeH MEpe OJIUH TJIUIUH WU
ero (yHKIMOHATbHOE ITPOU3BOJTHOE, TTO0 MEHBIIIEH Mepe OauH N-aleTUIIIUCTEHH UITH €T0
(yHKIMOHAJIBHOE TTPOM3BOIHOE, OY(EePHYIO COJIb M MHTPEIMEHT, BBIOPAHHBIN M3 TPYIIIIHI,
COCTOSIIIEN U3 OeNTKa, KUCIIOTHOTO KOMITOHEHTA M MX CMECH, IIPUYEM TTUTATETbHBIN TPOAYKT
MOJIy4aroT IO BBEJIEHHUSI CIOCOOOM, BKIIFOYAIOIIMM PACTBOPEHHUE MOPOIIKA B )KUIKOCTH,
cojieprKallell UHrPeAUEHT, TTPUUEM MTOPOIIIOK COJIEPKUT IO MEHBIIIEH Mepe OWH TJIUIVH WA
ero (yHKIMOHATbHOE ITPOU3BOJIHOE, 110 MEHBIIIEH Mepe OAuH N-aleTHIIUCTeH. L-ucTenH
WK uX (PYHKIMOHAJIBHOE IMMPOU3BOIHOE U OY(hEPHYIO COJIb.

Jpyro# acriekT HaCTOSIIIEro OMUCAHUS MPEICTABIISIET COOOM CIOCO0 JICUSHM S, CHUXKEHUSI
YaCTOThI BO3HUKHOBEHHS, YMEHBIIICHUSI TSKECTU W/WIIKM TTPEIOTBPAIIICHUS CTAPEHUS KOXKH,
BKJTIOYAIOIIIMI TTEpOPaTbHOE BBEICHUE B3POCIOMY CTAPIIETO BO3PACTa WU IMTOKUIOMY
UHAUBUAYYMY 3G (HEKTUBHOTO KOJIMUECTBA MUTATEIBHOTO MPOAYKTA, COAEPIKAIIETO 11O
MEHBbIIIeN Mepe OJIMH TJIUIMH WU ero (PYHKIIMOHATIBHOE TPOU3BOIHOE, 110 MEHBIIIEH Mepe
onuH N-aleTUIIMCTENH WK ero (yHKIMOHATBHOE MMPOU3BOIHOE, Oy(QEepHYIO COJIb U
WHTPEIUEHT, BBIOPAHHBIN U3 TPYIIIbI, COCTOSIIEH U3 OeKa, KUCIIOTHOT'O KOMIIOHEHTA U UX
CMECH, TIPUYEM IMUTATETHHBIN TPOAYKT MOIYYAIOT 0 BBEACHUS CIIOCOOOM, BKITIOYAIOIINM
pacTBOPEHUE MOPOIIIKA B KUIKOCTH, COJIEPKAIIEH UHT PEUCHT, ITPUUEM ITOPOIIOK COACPKUT
10 MEHBIIIEN Mepe OJIMH TJIUIWH WK ero (PYHKIIMOHATbHOE IIPOU3BOIHOE, 10 MEHBIIIEH Mepe
onuH N-aleTUIIMCTENH WK ero (PyHKIMOHATBHOE IMMPOU3BOIHOE U OY(epHYIO COIb.

Jpyroi acrekT HACTOSIIETrO OMMCAHMUS IIPEICTABIISIET COOOM CIIOCOO CTUMYJIUPOBAHMS
3I0POBBSI KOXKH W/WITH JICUCHHUSI, CHUJKEHHUSI YaCTOTHI BO3HUKHOBEHHS, YMEHBIIICHUS TSHKECTU
W/WIIM TPEOTBPAIICHUS KOXKHOMN MATOOTUU WU 3200JI€BAHUS KOXKH, BKITFOYAOIIIUI
MepopabHOE BBEIEHUE YEIIOBEKY B BO3pacte MeHee 45 neT 3(p(PeKTUBHOTO KOJIMYecTBa
MUTATEIbHOT'O MPOAYKTA, COIEPIKAIIETO IO MEHBIIEH Mepe OAWH TJIULMH WX €ro
(YHKIMOHATIBHOE MTPOU3BOIHOE, IO MEHbIIEH Mepe 0/IMH N-aleTUIIMCTENH WU ero
(GyHKIMOHATIBHOE MTPOU3BOAHOE, OY(hEPHYIO COJIb U MHT'PEIUCHT, BEBIOPAHHBIN U3 TPYIIITHI,
COCTOSIIIEN U3 OeNTKa, KUICIIOTHOTO KOMITOHEHTA U UX CMECH, IIPUUYEM MTUTATETbHBIN TPOAYKT
MTOJTyYaroT IO BBEJICHUS CITIOCOOOM, BKITFOUAOIIMM PACTBOPEHHUE TIOPOIIIKA B )KUIKOCTH,
cojieprKallel UHTPeAUEHT, ITPUUEM MOPOIIOK COJIEPKUT IO MEHBIIEH Mepe OAWH TJIUIUH WU
ero (pyHKIIMOHATbHOE TTPOU3BOIHOE, TT0 MEHBIIIEeH Mepe OuH N-aleTUIIIUCTEUH U €T
(yHKIMOHATIbHOE TTPOU3BOIHOE U Oy(hEepPHYIO COJIb.

Jpyroi acrekT HACTOSIIETr0 OMMCAHUS IIPEICTABIISIET COOOM CIIOCOO TOCTUKEHUS IO
MEHBIIIEH Mepe OJTHOTO PEe3yJIbTaTa Y 3JI0POBOTO MOKUIOTO YEIOBEKA, IIPUYEM IO MEHBIIIEH
Mepe OJIMH Pe3yJIbTaT BEIOPAH U3 IPYIIIIbI, COCTOSIIEH U3 (i) TOBBIIIEHUS] yPOBHEN CBOOOTHOTO
BOCCTAHOBJIEHHOT'O TJIyTaTHOHA, (ii) TOBBIIIIEHUSI COOTHOIICHHS] CBOOOTHOTO
BOCCTAHOBJICHHOT'O IJTyTATUOHA K OKUCIIEHHOMY IJIyTATUOHY, (iii) MOIYJISIIMK KOHLEHTpalUi
[JIMIUHA U [UCTEWHA B LETbHON KPOBH, (1V) CBE/IEHUSI K MUHUMYMY WJIU TIPEIOTBPAIIEHUE
OKHCJICHUS JIUTIUOB, (V) YMEHBIIIEHUSI MapKEPOB OKUCITUTEIBHOTO IMTOBPEKICHUS U (Vi)
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CMEIIeHMS] OKUCIIEHUS TOTIMBA B CTOPOHY JKUPHBIX KUCIIOT, TPUYEM CITOCOO BKITIOUYAET:
MepopaibHOE BBEACHHUE 3I0POBOMY ITOKUIOMY UeTOBEKY 3(h(EKTUBHOTO KOJIMYECTBA
IUTATEIBHOIO IIPOAYKTA, COAEPXKAIIETO 110 MEHBIIEH MEpPE OJIUH TJIMLMH UIIA €0
(YyHKIMOHATIBHOE MTPOU3BOIHOE, IO MEHbIIEH Mepe 01MH N-aleTUIIUCTENH WU ero
(byHKIMOHATIBHOE TPOU3BOJIHOE, Oy(EepPHYIO COJIb U UHTPEIUEHT, BEIOPAHHBIN U3 TPYIIIHI,
COCTOSIIIEN U3 OeNTKa, KUICIIOTHOTO KOMITOHEHTA U UX CMECH, IIPUUYEM MTUTATETbHBIN TPOAYKT
MOJIYy4YaroT 10 BBEACHUS CITIOCOOOM, BKITIOUAIOIIMM PACTBOPEHUE MTOPOIIIKA B KUIKOCTH,
COJIeprKallle UHTPEIUEHT, IIPUYEM ITOPOLIOK COAEPKHUT 110 MEHBIIIEH Mepe OJMH TJIMLMH WU
ero (pyHKIIMOHATbHOE TTPOU3BOTHOE, TTO0 MEHbIIIeH Mepe OauH N-aleTUIIIUCTEUH UITH €T0
(yHKIMOHAJIbHOE TPOU3BOIHOE U Oy(hEepHYIO COJIb.

B HekOTOPBIX BaprMaHTaxX OCYIIECTBICHUS CIOCOOBI, OTMCAHHbBIE B HACTOSIIIEM IOKYMEHTE,
BKJIIOYAIOT CTAJIUIO PACTBOPEHUS. B 3TUX BapuaHTaX OCYIIECTBIICHUS] CTAAUIO PACTBOPEHUS
MIPEANIOYTUTEIIBHO BBIITOJIHAECT UHAUBUAYYM, KOTOPBIN SABIISIETCS [OJyYaTEIIEM BBEICHUS U/
VJTY BBITIOJIHSIET BBEACHUE, W/WIIU APYTUM UHIUBUAYYMOM, JEACTBYIOIIMM 101 PYKOBOJICTBOM
VHJIUBUYYMa, KOTOPBIN SIBIISIETCS NOJIyYaTeIeM BBEICHUS, U/WJIM BBIIIOJIHSET BBEACHHUE.
KuakocTb, B KOTOPOH PaCTBOPSIIOT HOPOLIOK, TPEAINOUYTUTEIIBHO COAEPAKUT KUCTIOTHBIN
KOMITOHEHT (HampuMep, COK W/Wiin NoJaudeHo, TAaKo Kak (hIaBOHOUI) U/UTK OETOK
(HaTIpUMep, MOJIOYHBIM O€JI0K, TAKOM KaK MOJIOUHAS CBIBOPOTKA W/WJIM Ka3eUH; PaCTUTEIIbHBIN
0€JI0K; KOJJTAT€H; U UX CMECH).

B HacTosieM onrcaHum Takxke MpeayiokeH Ha0op, COAEPXKAIIUIA IO MEHbIIIeH Mepe OJIMH
TJIMIUH WK eT0 (PYHKIIMOHATBLHOE IPOU3BOTHOE, TTO0 MEHBIIIEH Mepe OMH N-aneTUIIUCTEHH,
L-uycTenH uiam ux pyHKIMOHAIBHOE TPOU3BOIHOE U Oy(depHYIO COJIb B OHOM WK OoJiee
KOHTeHHepax. B HeKOTOpbIX BApUaHTaX OCYIIECTBIIEHUS OJTHO WK 0OJIEE U3 3TUX COCTMHEHUHN
MOTYT IIPEACTaBIIATh COOOM BhIJIEJIEHHBIE coeqMHEHUsI. Habop mpearnouTuTeIbHO COACPIKUT
VMHCTPYKLHMH 10 PACTBOPEHUIO CMECH B )KUIKOCTH, COAEPKALLEH 10 MEHbIIEH MEPE OJUH U3
KHCJIOTHOTO KOMITOHEHTA (HaIpuMep, COKa W/WIH ImoJjiud)eHoIa, TAKOTo KaK (JIaBOHOMT) UITA
Oenka (HampuMmep, MOJIOYHOT0 OeJiKa, TAKOTO KaK MOJIOYHAsl CBIBOPOTKA W/WIIM Ka3€eUH;
pACTUTENBLHOTO O€JIKa; KOJUIAreHa; U UX CMecer).

B BapuanTe ocyiiecTBiIeHHs HA0Opa IO MEHBIIIEH Mepe OJIUH TJIMIUH UJT €T0
(GyHKIMOHATIBHOE TTPOU3BOIHOE, 110 MEHbIIIEH Mepe OAuH N-alleTUIIUCTENH, L-1iucTenH uim
uX GYHKIMOHATIBHOE TPOU3BOHOE U OydepHas COJIb MOTYT OBITh ITPEAOCTABIICHBI BMECTE B
OJIHOM WM O0Jiee MPeIBapUTEIbHO YITAKOBAHHBIX €IMHUYHBIX JO3UPOBAHHBIX (OopMax,
HAIpUMeEp, B OTAEIBbHBIX KOHTEHHEPAX, KAXIbI U3 KOTOPBIX COJAEPKHUT BbICYIIIEHHBIN
IIOPOLIOK, TAK YTO KAXK/IbI KOHTEMHEDP COAECPKUT OJIHY IIPEABAPUTEIILHO YIIAKOBAHHYIO
€IMHUYHYIO JO3UPOBAHHYIO (hOPMY.

B npyrom BapuaHTe OCyIIeCTBICHUSI HAOOP MOXKET COJIePKATh MHOXKECTBO KOMITO3UIIUH
JUIS1 CMEIIIMBAHUS UX APYT C IPYTOM ¢ 00pa30BaHUEM OJHOTO UM OOJIee MOPOIIKOB,
OIMCAaHHBIX B HACTOsIIEM JokymeHTe. Hampumep, Habop MOXKET coaepkaTh ABa WK OoJjiee
BBICYILIEHHBIX IIOPOLIKA B OTAEIIbHBIX OTHOCUTEIBHO APYT Apyra KOHTEHHepax, IpuyeM
KQXObIA U3 OTHAEIBHBIX IOPOILIKOB COAEPKUT YACTh TOTOBON €EAUHAYHON JO3ZUPOBAHHOM
bopMBL.

B kauecTBe HE UMEIOILIETO OrPAHUYUTEILHOTO XapaKTepa IpuMepa TAKOTro BapUuaHTa
OCYIIIECTBJICHUSI HAOOP MOXKET COJIePKaTh OJUH WK O0Jiee MePBbIX KOHTEHHEPOB, B KOTOPHIX
HaXOJUTCS 10 MEHbIIIEH MEPE OJIMH IJIMIUH UJTU €0 (DYHKIMOHAIbHOE ITPOU3BOJIHOE, 4 TAKIKE
MOXET COJIEP)KATh OVH UJIK 00JIee BTOPHIX KOHTEUHEPOB, B KOTOPBIX HAXOIUTCS IO MEHBITICH
Mepe ouH N-alueTWILUCTENH WK ero PyHKIMOHATIbHOE Tpou3BoaHoe. COaepKUMOe OJTHOTO
Y3 [IEPBBIX KOHTEUHEPOB MOXKHO CMEIIMBATH C COAEPHKMUMBIM OAHOTO U3 BTOPBIX KOHTEHHEPOB
¢ 00pa3oBaHUEM IO MEHBIIIEH Mepe YaCTH €IMHUYHOMN T03UPOBAHHON ()OPMBI KOMITO3UILIMH.
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B TakoM BapuaHTe OCYIIEeCTBICHUS HA0Op MOXKET UMETh KOH(PUTYpalrio, BRIOpaHHYIO U3
TPYIIIIBI, cocTosel u3 (i) OydepHol conn, odbecreurnBaeMoli BBIOpaHHBIM TIEPBBIM
KOHTelHepoM, (ii) OydepHol cou, obecrieunBaeMoii BBIOpaHHBIM BTOPBIM KOHTEHHEPOM,
(iii) yactu OydepHoii comu, 0OecreunBaeMoii BHIOPAaHHBIM MEPBbIM KOHTEWHEPOM, U IPYTOii
yactu OydepHoM cou, o6ecrieueHHON BBIOpAHHBIM BTOPBIM KOHTEHHEPOM, U (iv) OydepHoi
COJIM, OOECIIEYECHHOM 10 MEHbIIIEH Mepe OJTHUM U3 MHOKECTBA TPEThUX KOHTEHHEPOB.

B HacTosimem nokyMeHTe «pyHKIMOHATIFHOE TPOU3BOIHOE» TIIMIMHA TTPEACTABIISIET COOOM
MPOU3BOIHOE TJIMIMHA, KOTOpOe 3PGEKTUBHO B coueTaHUU ¢ N-alleTUIIUCTEUHOM WK €0
(YHKIMOHATBHBIM TPOU3BOAHBIM B IJIAHE TTOBBIIICHUS Y MHIMBUAYYMAa BHYTPUKICTOYHBIX
ypoBHel GSH. «DyHKIMOHAIBHOE TPOU3BOIHOE» N-aleTUIINUCTENHA MTPEICTABISIET COOOM
Mpou3BoiHOE N-alleTUIIUCTENHA, KOTOpoe 3¢ (EKTUBHO ISl UHAMBHUIA CAaMO IO ceOe WilH B
COYETaHUU C TIIMUUHOM (MJIM €ro (yHKUMOHATIBHBIM IMPOU3BOIHBIM) B IJIaHE MTOBBILLICHUS
BHYTPHUKJIETOUHBIX ypoBHEeH GSH.

I'muyH npeanoyTUTEIbHO MPEACTABIISIET COOO L-TTIMIMH W/WITH CIIOKHBINA 3TUIIOBBIM
3¢up L-rmuuuna. He nMeronye orpaHMuUTEIbHOTO XapaKTepa MpuMepbl OAXOASIIUX
(YHKIMOHAJIBHBIX MPOM3BOAHBIX ITIMIMHA BKIIOYAIOT D-aIMIITIIMIMH; CTI0KHBIN METHUITOBBII
a¢up N-[OUC(METUIITHO)METHUIICH |TTIUIIMHA; COJIb Boc-ammun-Gly-OH
(munukItorekcurammonusi); Boc-D-Chg-OH; Boc-Chg-OH; (R)-N-Boc-(2'-x10pheHu ) TIUIYH;
Boc-L-muxnonponunriaunus; Boc-L-nukmonponwinrmnyH; (R)-N-Boc-4-gTopdennnrivnms;
Boc-D-niponmaprunriuvuun; Boc-(S)-3-tuenunriavuui; Boc-(R)-3-tuenunrimuug; D-a-
IMKJIOTEKCUIITIIMIMH; L-a-tmkinonponuirianiud; N-(2-¢gropdenun)-N-(MeTUIcy1bpoHI)
riunyH; N-(4-bropdennn)-N-(metuncynborun)riviud; Fmoc-N-(2,4-1TMMeTOKCMOEH3UIT)-
Gly-OH; N-(2-¢ypoun)riunuH; L-a-HeOeHTUITIMIUH; D-TIponaprusiriuiyH; CApKO31H;
CIIOXKHBIN Z-a-PpocHOHOTTMIMHTPUMETHIIOBBIN 3(PUP ¥ UX CMECH.

[Topo1iok W/uiny noJty4eHHbIH NUTATEIbHBINA IPOAYKT MOXXHO BBOAUTH 11O MEHBIIIEH MEpe
OJIVH JIEHb B HEJIENIO, IPEANOUYTUTEIBHO 110 MEHbIIIENH MEpe /IBa AHS B HEAEIIO, OoJiee
MIPEANIOUYTUTEIIBHO 10 MEHBILIEH MEPE TPU UJTM YETHIPE AHS B HEAENIO (HAIIPUMED, YEPES JIEHD),
HaunOoJIee MPEeAIOUYTUTEIBHO 110 MEHBILIEH Mepe NSATh JHEN B HEJIENIO, IIECTh JHEH B HEJEIIO
WM ceMb AHEHR B Heaento. [lepruoa BBEneHUsT MOKET COCTABIISTH 110 MEHBIIEH MEPE OHY
HEJIEJIO0, MPEANOYTUTEIBLHO IO MEHbILIEH Mepe OJIMH Mecsll, 60Jiee MPEANOUYTUTEIHHO 110
MEHbIIIEN Mepe J1Ba Mecsla, HauboJiee MPeAnoUYTUTEIbHO 110 MEHbIIIEeH Mepe TPU Mecsla,
HAIlpUMep, IO MEHBIIIEN MEPE YETHIPE Mecsla. B oqHOM BapuaHTe OCYIIECTBIICHUS] BBEACHUE
BBITIOJIHSIOT 110 MEHBIIIEH MEPe €KEAHEBHO; HAITPUMED, CYOBEKT MOKET M1OJy4aTh OAHY WX
Oosiee 103 eXKeIHEBHO. B HEKOTOPBIX BapuaHTaxX OCYILECTBIIEHHUsI BBEIEHUE TTPOAOJIKAECTCS
B TEUEHME BCEW OCTABIIENCS KU3HU UHIUBUAYYMA. B Ipyrux BapuaHTax oCylIECTBIICHUS
BBEAEHUE TPOUCXOAUT 10 TEX IOP, TOKA HE OCTAHETCSA 3AMETHBIX CAHMIITOMOB MEIULIMHCKOTO
COCTOSIHUS. B KOHKpPETHBIX BapUaHTaX OCYIIECTBIIECHUS BBEJIEHUE ITPOUCXOUT J10 TEX IOP,
MOKa HE MPOU30MIET OOHAPYKUBAEMOE YIIyUILIEHHUE 10 MEHbIIIEH MEPE OJHOIO CUMIITOMA, a
B IPYTUX CIIy4asiX TOKa COXpaHSETCsl 0OJIerueHue.

['munyn 1 N-aueTuimcTenH Wi L-1ucTenH Wi ux GyHKIMOHAIBHOE TPOU3BOTHOE MOTYT
OBITh IPUT'OTOBJIEHBI B OMPEAEIIEHHOM COOTHOIIIEHUU. B HEKOTOPBIX BapUaHTax
OCYILIECTBIICHUS PELENTypPa MOXKET COIEPKATh 3TU KOMIIOHEHTBI B CIIEAYIOIIMX IIPUMEPHBIX
cootHomrenmsax: 1:1,1:2,1:3,1:4,1:5,1:6,1:7,1:8,1:9,1:10,1:12,1:15,1:20,
1:25,1:30,1:35,1:40,1:45,1:50,1:55,1:60,1:65,1:70,1:75,1:80,1:85,1:90,
1:95,1:100,1:150,1:200, 1 :300,1:400,1:500,1:600,1:750,1:1000u 1 : 10 000, n
Ka)K0€ U3 ITUX COOTHOLIEHUI B HEKOTOPBIX BAPUAHTAX OCYILIECTBIIEHUS MOXKET ITPEACTABIIATh
co6oi1 otHomenue GLY : NAC, a B IpyTrux BapuaHTaX OCYIIECTBICHUS MOXKET MIPEICTABIISATh
co6oit oTHomeHUe NAC : GLY. B KOHKpeTHBIX BapuaHTax OCYIIECTBICHUS PELENTypa MOKET
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COEPKaTh 3TH KOMITIOHEHTHI B CJICAYIOIIMX MACCOBBIX ITPOIEHTHBIX TOJISIX (JTUOO OJMHAKOBBIX
KaK JyIs TJIMIMHA, TaK ¥ 1718 N-alleTWINUCTENHA, MO0 B Pa3HBIX MACCOBBIX MPOLEHTHBIX
JIOJISIX TSl KQXK0T0 U3 HUX): HanmpuMmep, 1%, 2%, 3%, 4%, 5%, 6%, 7%, 8%, 9%, 10%, 12%,
15%, 20%, 25%, 30%, 40%, 45%, 50%, 55%, 60%, 65%, 70%, 75%, 80%, 85%, 90%, 95%, 97 %
i 99%.

N-alueTUIIUCTEeNH UK ero (PYHKIMOHAIFHOE ITPOU3BOIHOE MOKHO BBOJIUTH B KOJIMUECTBE
okoJro 0,1-100 mummurpamm (Mr) N-anetwmpcrenHa (NAC) wiv ero (pyHKIMOHAIIBHOTO
MPOM3BOIHOI0O HAa KUJIOTpaMM (KI) Macchl Tenna cyowekTa. [munun (GLY) M ero
(GhyHKIMOHATIBHOE TTPOU3BOIHOE MOYKHO BBOAUTH B KoJimuecTBe 0K0J10 0,1-100 MUuImmMrpamMm
(MT) TJIMIMHA WJIM eT0 (DYHKIIMOHAIFHOTO MPOU3BOJHOIO HAa KUJIOTPpaMM (KI') Macchl Tejla
cyOBeKTa. B HEKOTOPBIX BapUaHTaX OCYIIECTBIICHUS 9TH KOJIMYECTBA 00ECIIeUeHbI IT0 MEHBITICH
Mepe YaCTUIHO JIUTTCTITHIOM, COJIePIKaIMM Kak N-alle TUIIIMCTEHUH WITH €70 (GYHKIIMOHATIBHOE
MIPOM3BOIHOE, TAK U TJIMIUH WK ero (DYHKIMOHAJIbHOE ITPOU3BOIHOE.

B KOHKpETHOM He UMEIOIIEM OTPAHUUUTENIBHOTO XapaKTepa MPUMEPE CYTOUHBIE J103bI
JUUIs cyOBeKTa ¢ Maccoit Terna 60 KT MOTYT OBITh CIEIYIOIIUMHU:

NAC wnmm ero (pyHKIMOHATBHOE TTPOU3BOIHOE: OT 6 10 6000 Mr/eHb;

GLY wiu ero yHKUMOHAIbHOE MPOU3BOIHOE: OT 6 10 6000 Mr/neHb.

OrnomeHue OyhepHBIX cojiel K aMUHOKHUCIIOTAaM MOXKET 3aBUCETh OT KOHKPETHOM 00J1acTH
MIPUMEHEHUS TTOJIYYEHHOTO MPOAYKTA (HAIPUMED, SIBJISIETCS JIM pa3BeJIeHHAS KUIKOCTb
HAIIMTKOM WJIM KAaKUM-JIMOO MHBIM BHJIOM KOMITO3HIIMK), pa3Mepa MOPIMU TTOJTYyIYEHHOT O
MIPOJIyKTa U COACPKaHUS OeIKa B IMOJIydYeHHOM IpoAykTe. OTHAKO CIIeNUAIKCT B TAaHHOMN
00J1aCTH CMOKET MCIIOJIb30BATh MPEACTABICHHBIE B HACTOSIIEM JOKYMEHTE OTTMCAHMS TS
OTIpe/IeNIEHUs] COOTBETCTBYIOIIETO COOTHOIIEHUS Oy(PEepHBIX COJIeH U aMUHOKHCIIOT C YY€TOM
3TUX (PAKTOPOB.

ITopo1ok u/viu 1oJiydeHHbIN MUTATEIbHBINA TPOIYKT, OITMCAHHBIM B HACTOSIIEM
JIOKYMEHTE, TPEANOYTUTEILHO BBOJISIT CYOBEKTY IIEpopalibHO. TakuM oO6pa3oM, He UMEIOIINE
OTPaHUYMTEIILHOTO XapaKTepa mpuMepbl (hOPMbI KOMITO3UIMU BKIIFOYAIOT HATYpaJIbHbIe
MUILEBBIE MPOAYKTHI, IEPEPAOOTAHHbBIE MMUILIEBBIE TPOAYKThI, HATYPAJIbHBIE COKHU,
KOHIEHTPATHI U IKCTPAKTHI, TMIIOCOMBI 1 TIperapaThl C 3aMeIJICHHBIM BBICBOOOK/ICHUEM.

JLI1s1 TopoIIKa W/MWIIK MOJYYEHHOTO IMMUTATEIbHOT'O MPOAYKTa, OITMCAHHOTO B HACTOSIIIEM
JIOKYMEHTE, MOKHO MTPUMEHSTH JIFOOYIO U3 Pa3IMUHBIX PEUENTYP JJIsl TEPAIeBTUYECKOTO
BBeIeHUs. boltee KOHKpeTHO, hapMarieBTUUeCKHUe KOMITO3UIMK MOTYT COACPIKATh IMOIXOISIINE
(dhapManeBTUIECKU ITPUEeMIIEMbIE HOCUTEITU WK pa30aBUTEIIH, U OHU MOTYT OBITh
MIPUTOTOBJICHBI B BUE MIPENAapaToB B TBEP/IOM, ITOJTYyTBEPIOM, KUIKOM UIM Ta3000pa3HOM
dbopmax. Takum 00pa3oM, BBEIEHUE KOMITO3UIIUU MOXKET OBITh JIOCTUTHYTO Pa3IMIYHBIMU
MyTSIMHU, HO IPEANIOUYTUTENIHHO TTIepOPaIbHO.

B dbapmaneBTUUeCKMX JO3UMPOBAHHBIX (h)OPMaX COCTUHEHHUS MOKHO BBOJMTH B BUJIEC UX
(hapManeBTHUECKHU MPUEMIIEMBIX coJieil. OHU TaK)Ke MOTYT OBITh UCITOJIH30BAHBI B ITOXOSIIEH
CBSI3U C APYTUMHM (papMaleBTUUECKH aKTUBHBIMU coeAMHEHUIMM. CIIeayIoIIue CIIOCOOBI U
SKCLUITUEHTHI MPUBEAEHBI TOJIBKO B KAUECTBE MPUMEPA U HU B KOEH MEPE HE HOCSIT
OrPaHUYMTEILHOTO XapaKTepa.

B ciyyae nepopaibHBIX ITpenapaToB, COSIMHEHNSI MOKHO MCITOJIb30BATh OTACIIBHO WIIU
B KOMOMHAIIMU C COOTBETCTBYIOIIUMHU TOOABKAMU 151 TTOJTyYeHUS] TAOJIETOK, MOPOIIKOB,
rpaHyJ1, HallpuMep ¢ OOBIYHBIMM I00aBKaMM, TAKUMH KaK JJAKTO3a, MAHHWUT, MATbTOJEKCTPUH,
KYKYPY3HBII KpaxmaJjl Wik KapTo(eIbHBIN KpaxMall; CO CBSI3YIOIUMH BEIIECTBAMU, TAKUMU
KaK KpUCTaJJIMYecKasl UeJUTI0103a, (DYHKIMOHAIbHbBIE TPOU3BO/IHBIC LIEITFOI03HI,
ryMMUapabuK, KYKypy3HbIH KpaxMaJl WK KeJTaTUHbI; C JE3UHTErpaTOPaMU, TAKUMHU KaK
KYKYPY3HbII KpaxmaJ, KapToQeTbHbINM KpaxMai UK HaTpUui-KapOOKCUMETUITLEILTIONO03a;
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CO CMa3bIBAIOIIMMHU BEIIIECTBAMH, TAKUMH KaK TaJIbK WM CT€apaT MAarHus; U Ipu
HEOOXOIMMOCTH C pa30aBUTEIIMHU, OY(HEPHBIMUA areHTaMH, YBIAKHSIONIUMHU areHTaMH,
KOHCEpBAHTAMU U APOMATU3UPYIOIIUMU aT€HTAMU.

ITpumep

Crenyronuii He UMEIOIIHM OTPAHUYUTEIFHOTO XapaKTepa MpUuMep, MPUBEIEHHBIN aBTOpaMU
HACTOSIIIETO U300PETeHUSI, JOTIOTHUTEIIHFHO TTOATBEPKIAAET COSTUHEHH S, KOMITO3UIMU U
CIOCOOBI, ONMUCAHHBIE B HACTOSIIIEM JOKYMEHTE.

ITpennockiku

CraHgapTHBIN OEJIOK WITM AMUHOKHUCIIOTHI B (pOpPME MTOPOIIIKA HE COAEPKAT OypepHbIX
COJIEH, 32 UCKITIOYEHUEM «TepaIreBTUUECKUX/AKTUBHBIX» OEJIKOB, TAKUX KaK (DepMEHTBI WU
antutena. Harmpumep, Takvue KOHKpETHBIE COSTMHEHUST HECTAOWITBHBI B UUCTOM BUJIE U TTO3ITOMY
HYXJIAI0TCS B TOTIOJHUTENBHBIX COJISIX ISl cTabunmu3anuu. HanpoTus, aMMHOKUCIIOTHI
obecrieunBaroT 06e3 OyhepHBIX CONCH.

Bydepnbie conmm Takke MMPOKO PacIpoOCTpaHEHBI BO MHOTHX cepax MPUMEHEHHUS B
FOTOBBIX K YIOTPeOJIEHUIO OETTKOBBIX MPOIYKTAaX C JOTIOJIHUTEIbHBIM TPUMEHEHUEM
IIETOYHBIX PACTBOPOB, TAKUX KAK TUAPOKCUJ KAJIUSI WIK TUAPOKCU HATPUSI, TOCKOJIBKY
FOTOBBIE K YIIOTPEOICHUIO HATTUTKK OOBIYHO MOJIBEPratoT TepMooOpadoTke. TeM He MeHee
MOPOIIKOBBIE MTPOIYKTHI, KOTOPBIE PACCUUTAHBI HA PACTBOPEHHUE B KUIAKOCTSIX KOMHATHOM
TeMIIEPATYPbl WU B XOJIOJHBIX KUIKOCTSIX HEMOCPEACTBEHHO Iepe/l yIoTpeOIeHueM,
obecreunBaroT 6e3 OyhepHBIX CONCH.

Taxum 0O6pa3zoM, aBTOPHI HACTOSIIIETO U300 PETEHUS UCCIIEA0BAIIU PACTBOP IS
pacTBOPEHUS] AMUHOKHUCIIOT, TAKUX KaK MIMUUH U/niu NAC, B )KUAKOCTH, KOTOpast SABIISIETCS
KUCIIOTHOM W/WJTH COJIEPKUT OETTOK, HATTPUMED, JIJI1 PACTBOPEHHMS ITOPOIITKA AMUHOKHUCTIOTHI
B JIOMAIIIHUX YCITOBUSIX.

DKCHEPUMEHTHI

ABTOPBI HACTOSIIETO U300PETEHUS BBITIOIHSIU PACTBOPEHUE PA3TTMYHBIX AMUHOKHUCIIOTHBIX
MTOPOIIIKOB [P KOMHATHOM TeMIiepaType 6€3 TepM0o0OpabOTKU. AMUHOKHUCIIOTHI, CMEIIIAHHBIE
¢ OydepHBIMU COJISIMU UK O€3 HUX, 3aTEM BBICHIITAIM B HATTUTOK.

B wactnoctn, 600 mr N-anetwimucrenna (NAC) n 600 mr ravnyHa 10060aBisumi K 100 mit
BO/JIBI M MepeMeIMBaAIIUA. 3aTeM J00aBIsUM 27,5 T HEApOMAaTU3UPOBAHHOI'O TTOPOIIIKA,
COZIepIKAIIEro MOJIOYHBIN OeI0K, U nepemeriBaiiv. B npyrom o6pasue cmemmbaiu 200 mr
nuHaTpuiidocdaTa u 300 Mr 1ByxocHOBHOTO (hocdaTa kanus ¢ 600 mr NAC 1 600 MT TIMIMHA.
3atem cmech gJoOaBisud B 100 M1 Bosibl M niepeMetvBaiu. [locne atoro nodasinsim 27,5
rpaMma IMopoliika 6e3 BKycoapoMaTH4YeCKUX J00aBOK, COJIEPKAILEr0 MOJIOYHbIN OEJIOK, U
nepemervBaiu. [Ipumenenue nunatpuiiocdara u AByxocHOBHOTO (pochaTa Kamums
3HAYUTEIIBHO CHUKAJIO JIEHATYPALMIO U OCAXK]IeHUE OeTKa.

B cBsi3u ¢ aTuM Ha doTtorpadusx ¢ur. 1-4 mokazano qHo vaiku. Ha ¢ur. 1 mokazan
pe3ynbTaT pacTBOpeHus mopommkooopaznoro NAC 6e3 OydepHbIX coeit, Ha ¢ur. 2 mTokazaH
pe3yJIbTAT pacTBOpeHus opoikooopasHoro NAC ¢ 6ydepHbIMU COISIMU, Ha (UT. 3 TOKa3aH
pe3yabTaT pacTBOpeHus rnopomrkoodpasHoro NAC u rimnuHa 6e3 6ydepHbIX coeit, a Ha
¢ur. 4 mokaszaH pe3yJbTaT pacTBOpPeHuUs opoinkoodpazHoro NAC u riuiyHa ¢ 0ydepHbIMU
comsimu. Kak mokazano Ha urypax, mpu oTCyTCTBUU Oy(PEepHBIX COJIel MPUCYTCTBYIOT
OCTaTKH, a Hajnuue O0y(epHBIX CoJieil MO3BOIISIeT N30ekKaTh OCaKICHUSI.

Creryetr mOHUMATh, YTO CHENUaIUCTaM B JAHHOM 00J1acTh Oy1yT OYEBUIHBI PA3IMUHbIC
W3MEHEHUS 1 MOAU(PHUKAIMYN TPEITOUYTUTEILHBIX HA TAHHBIA MOMEHT BAPUAHTOB
OCYUIECTBJICHUS], OMIMCAHHBIX B HACTOSIIIEM TOKyMeHTe. Takue u3aMeHeHust U MOAUpUKALIU
MOYKHO BHOCUTB 0€3 OTCTYIUICHUS OT CYIIIHOCTH M 00'heMa HACTOSIIEr0 00hEKTa U300 PETEHUS
1 0e3 yMEHBIIIEHUs ero MpeAnonaraeMbix npeumyiects. CiaenoBaTenbHO, MPeAnonaraeTcs,
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4yTO IpwiaraeMasi GopMysia U300peTeHusl OXBATHIBAET TAKUE U3MEHEHUST U MOIU(DUKALVH.

(57) ®opmyna uzoopeTeHus
1. [Topouiok Jy1st MOIy4YeHUs! MUTATENIBHOTO MPOIYKTa, cojepkaluuil pochaTHyro cob,
10 MEHBIIIEH Mepe OJIMH TJIUIMH WK ero (PYHKIIMOHATbHOE MIPOU3BO/IHOE, 10 MEHbIIIEH Mepe
oavH N-aneTWIHUCTenH, L-1pcTernH uim ux GyHKIMOHAIbHOE ITPOU3BOAHOE, BUTaMuH E,
BuTtamuH C, BUTamMuH B, U IMHK, TPUYEM OPOIIOK 00JIa/Ia€T IO MEHbIIIENH MEpe OJTHOM

XapaKTEPUCTUKOM, BELIOPAHHOM U3 TPYIIIIBI, COCTOSIIEH U3 CIeAYIOMUX: (1) aMUHOKHUCIIOTHI
MPUCYTCTBYIOT B IIOPOIIKE B KOJIMYECTBE, IO MEHBIIIEH MEPE YACTUYHO BKJIIOYAIOIIEM
AMUHOKHUCIIOTY B (hOpMe, BRIOpaHHOM U3 TPYIIIIBI, COCTOSIIIEH U3 CBOOOHOM (DOPMHBI,
JIATIENITUIOB, TPUIENITUAOB U UX CMECEH, U (i) IMOPOILIOK, MO CYLIECTBY, HE COJACPKUT
(hepMEHTOB U AaHTUTE].

2. [Topomrox o m. 1, KOTOPBIA HAXOAUTCS B €AMHUYHOM JTO3UPOBAHHOMN opMe,
coaepxaiien Kaxapii u3 Butamuia E, Butamuna C, Buramuna B, v [MHKa B KOJIMYECTBE B

Ipeaenrax peKOMEHAYEMOM CyTOYHON HOPMEI.

3. ITopormok 1o 11. 1 uiu 2, B KoTopoM dochaTHast CoJlb TpeAcTaBiisieT codoit MoHodochaT,
mudocdat, Tpudocdat u nomudocdat; rekcameradocdat; UK UX CMECH.

4. ITopouok no a06omy u3 mil. 1-3, B koTopoM (dochaTHast cojib BEIOpaHa U3 TPYIIIIHI,
COCTOSIIEH U3 TBYXOCHOBHOTO (pocdhaTa HATPHS, OTHOOCHOBHOTO (pocdaTa kanus,
mukaniipocdara, oqHOOCHOBHOTO (hocdaTa Kamblys, AMKaIbauiidocdara,
TpukanbimiipocdaTa, muHaTpuiidochara, IByXOCHOBHOTO ocdhaTa Kaaus U UX CMECEH.

5. ITopomok no ar000My U3 0. 1-4, TOMOTHUTENBHO COAEPKAIIMIA UUTPATHI; KapOOHATHI,
TaKue KaKk MOHOKapOOHAThI U OMKAPOOHATHI; UJIU UX CMECH.

6. [Topoiok no n0060My U3 nm. 1-5, TONOIHUTENBHO COAEePXKAIlMIA KapOOHAT MarHus,
MOHOKapOOHAT HATpUsl, OMKapOOHAT HATPUS, OMKAPOOHAT KaJlksi, MOHOKapOOHAT KaJlus
WK UX CMECH.

7. Ilopo1ok no Jitodomy U3 mil. 1-6, KOTOPbIH JOMOJIHUTETBEHO COJIEPIKUT KUCITYIO
AMHHOKHCIIOTY.

8. Ilopomiok 1o 1ro60oMy U3 0. 1-7, JOMOJHUTEIBHO COAEPIKAIINN IO MEHBIIEH Mepe
OJIMH BUTAMUH UJIM MUHEPATbHOE BEIIECTBO.

9. IMopormiok o ar06oMy U3 Mil. 1-8, JOTMOTHUTEIBHO COEPKAIIUMI IO MEHBIIEH Mepe
OJIMH U3 KaJIbIIUSI, HATPUS UJIA KaJIus.

10. ITopo1ok no 1060My U3 il. 1-9, KOTOPBIN COAEPKUT L-1IUCTENH, TIUIUH U
JIOTIOJTHUTENBHO L-TilyTamMaT, KOTOPbIE B MMOPOIIKE MPEICTABICHBI IJTyTATUOHOM.

11. ITopomurok 1o ar060oMy u3 il 1-10, KOTOPBIH JOMOJTHUTEIILHO COJEPIKUT CEJICH.

12. TToporok o grodomy u3 . 1-11, KOTOPBI HAXOIUTCS B €IUHUIHOM JO3UPOBAHHOM
dhopme, cosreprkaliielt KOMOMHAIUIO TTO MEHbIIIeH Mepe 0THOTO N-aleTUIIUCTenHA, L-iucTenHa
WK UX (PYHKIMOHAJIBHOTO MPOU3BOIHOTO U [0 MEHBIIIEeN MEpe OJTHOTO TJIMIUHA WIIHA €TO
(GYHKIMOHATIBHOTO MPOU3BOIHOTO B KOJIMYECTBE, 3(PPEKTUBHOM TS JICUCHUS], CHUKCHUS
YaCTOThl BO3HUKHOBEHHS WIM YMEHBIIECHUS TSXKECTH 10 MEHbIIIEH MEPE OJTHOTO COCTOSTHUS,
BBIOPAHHOTO U3 I'PYIIIIBI, COCTOSIIEN U3 META0OIMYECKOTO CUHIPOMA, BO3PACTHOI'O CHUKEHUS
MeTa0O0JIMYECKON PETYISIUU U MBIIIIEYHBIX TTOKA3aTeNeH.

13. IToporok o grodomy u3 mil. 1-12, KOTOPBIA HAXOIUTCS B €IUHUYIHOM JO3UPOBAHHOM
dbopme, comepxkarieis KOMOMHAIMEO TI0 MEHbIIIeH Mepe oqHOTO N-aneTHIrcTenHa, L-pcTenHa
WK UX (PYHKIMOHAJIBHOTO MPOU3BOIHOTO U [0 MEHbIIIEeN MEPE OJTHOTO TJIMIUHA WIIA €TO
(GYHKIMOHATIBHOTO MPOU3BOIHOTO B KOJIMYECTBE, 3(PPEKTUBHOM TSI IO MEHBIIICH Mepe
OJHOTO U3 (1) JIEYSHUS UJTK TIPEIOTBPAILIEHHUS 110 MEHbIIIEH MEpe OJJTHOTO (PU3UUECKOTO
COCTOSIHMSI, BHIOPAHHOT'O U3 TPYIIIBI, COCTOSIIIEN U3 OKUCIUTETBHOTO CTPECCa, COCTOSIHUS,
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CBSI3AHHOT'O C OKHCIIMTEIBbHBIM CTPECCOM, TOHUKEHHOTO YPOBHS [JyTATUOHA, COCTOSIHUSA,
CBSI3AHHOTO C MOHWXEHHBIM YPOBHEM TJIyTATUOHA, WIH (ii) YIyUIIIEHUs] OHOTO WK OoJiee
U3 METa00JIMUECKOT O MTPOTrPaMMUPOBAHUS TUTOIA IS IPEAOTBPAIIECHUS TOCIIETYIOIIETO
pPa3BUTHUS OKUPEHUS, TpearuadeTa u/uimm quadeTa, 3I0pOBbs MATEPH U TUIOAA TIPU
recTallMOHHOM JuadeTe, MepeHOCUMOCTH (PM3UUECKUX HATPY30K U (PU3UYECKON PYyHKIUH,
KauyeCTBa JKU3HM, TPOJOJDKUTEIIBHOCTU KU3HHU, TAMSITH, KOTHUTUBHOMN (DYHKIIHH,
MOCTTPABMATUUECKOTO BOCCTAHOBJIEHUS U BBKUBAEMOCTH WJIM BOCCTAHOBJICHUS TTOCIIE TPABMBI
Y XUPYPru4ecKOro BMEATEIbCTBA.

14. ITopomok no nto0omy U3 . 1-13, KOTOPBIA HAXOIUTCS B €AMHUYHON JO3UPOBAHHOM
dbopme, conepxaniert KOMOMHALMIO IO MEHbIIIeH Mepe OAHOT0 N-aleTUIIMCTenHa, L-upcTenHa
WK uX (PYHKIMOHAJIBHOTO IMPOU3BOTHOTO U IO MEHBIIIEN MEPE OJTHOTO TIIMIUHA UIIA €TO
(YHKIMOHATIBHOTO MPOU3BOHOTO B KOJIMYECTBE, 3(PPEKTUBHOM TS JICUCHHUS WITH
MPeAOTBPAIICHUS IO MEHBIIIEH Mepe OTHOTO (PU3UUIECKOTO COCTOSIHUSI, BRBIOPAHHOTO U3
TPYIIIBI, COCTOSIIEN U3 BPEIHBIX MMOCIIEACTBUM CTapeHUS], aTPO(UHN MBIIIII, ITpeaauadeTa,
recTalMOHHOTO quadera, quadera [ Tuna, nuabdera Il Tuna, ocnoxxHeHud nuabera,
PE3UCTEHTHOCTU K UHCYJIMHY, META0OIMUECKOTO CHHAPOMA, AUCTUITUIEMUN, U30BITOYHOTO
BECA, O’)KUPEHUS, TOBBIIICHHBIX YPOBHEHN XOJIECTEPUHA, TOBBIIIEHHBIX YPOBHEN TPUTITULIEPUIOB,
TTOBBIIIEHHBIX YPOBHEM KUPHBIX KUCIOT, )KUPOBOIM AUCTPOQUU TIEeUSHH, OOJIE3HU TTOYEK,
CEePlIEYHO-COCYAUCTOr 0 3a00JI€BaHMsI, HEHPOAET€HEPATUBHOIO 3a00JIeBaHUs, HAPYLIEHUS
KOTHUTUBHOM (DYHKIMU, MUOTIATUHM, TAKOM KaK BbI3BAHHASI CTATUHAMU MUOIIATHS,
HEAJIKOT'OJIBHOT'O CTEATOTENAaTUTA, 3BOHA B YIIIAX, TOJIOBOKPYKEHHMSI, [IOXMEITBHOTO CUHAPOMA,
HapyLIEHUs CllyXa, OCTEONOpPO3a, TUIIEPTEH3UU, ATePOCKIIepo3a / 60JIe3HN KOPOHAPHBIX
apTepuid, MOBPEXKACHNUS MMOKap/1a IOCIIE CTPECCa, TPABMATUYECKOT O IIOBPEXKIEHHUS TOJIOBHOTO
MO3ra, MyKOBUCLMI03a, BocmajaeHus, paka 1 BUY-undexuum.

15. ITopo1iok 1o J10060My U3 III. 1-14, KOTOPBIH, IO CYIIECTBY, HE COJAEPKUT OEIKOB,
VMMEIOIINX 110 MEHBIIEH MEPE YEThIPE AMUHOKUCIIOTHBIX OCTATKA.

16. Crioco® yMeHbIIIEHUS WK TPEOTBPAIEHUS AeHATYpalMy OeJIKa U KOaryJisiiyu Oenka,
BBI3BAHHOMN PACTBOPEHUEM MOPOLIKA B )KUJIKOCTU, COAECPKAILEH UHIPEAUECHT, BBIOpAHHbIN
U3 CPYIIbI, COCTOSIIEN U3 OeKa UM cMecH Oellka U KUCTIOTHOIO KOMIIOHEHTA, MPUYEM
Croco0 BKIIIOYAET B ce0s CTaIUI0, BRIOPAHHYIO U3 TPYIIIIBI, COCTOSIIIIEN U3 (i) CyXOTo
cMmemmBanus HpochaTHOM COTM ¢ AMUHOKUCIIOTOMM | (ii) CYIIIKKM BOAHOTO PacTBOpa,
cojepkaiero pochaTHyIo COJIb U AMUHOKUCIIOTY, MPUUYEM MTOPOIIOK COIEPKUT (hochaTHYIO
COJTh, TIO MEHBIIIEH MEPE OJIVH TJIUIWH WK ero (PyHKIMOHAIIFHOE TPOU3BOIHOE, TIO MEHBIIICH
Mepe oauH N-aleTUIIUCTenH, L-1ucTenH Win uxX GyHKIMOHATIBbHOE TPOU3BOHOE, BUTAMUH
E, Buramun C, BuTamuH B, ¥ IMHK, TTPY 3TOM MOPOIIOK UMEET IO MEHBIIEH MEPE OJTHY

XapaKTEPUCTUKY, BBIOPAHHYIO U3 IPYMIIbl, COCTOSILIEN U3 CeyIoMX: (1) aMUHOKHUCIOTHI
IIPUCYTCTBYIOT B MOPOLIKE B KOJIMYECTBE, 10 MEHBIIIEN MEPE YACTUYHO BKIIIOYAIOIIEM
AMUHOKMCIIOTY B hopMe, BBIOpAHHOM U3 TPYIIIbI, COCTOSIIEN U3 cCBOOOIHOMN (POpMBI,
JMIIETITUIOB, TPUIIEIITUIOB U UX CMECEM, U (i1) TOPOIIOK, IO CYLIECTBY, HE COAEPKUT
(bepMEHTOB U AHTUTEIL.

17. Crioco6 no 1. 16, B KOTOPOM NOPOLIOK JOTIOJTHUTEIIBHO COAEPIKUT 110 MEHBILIEH Mepe
OJVH BUTAMHH WUJIM MUHEPAIBHOE BEIIECTBO.

18. Crioco0 1o 1. 16 uu 17, B KOTOPOM MOPOIIOK JOMOTHUTEITBFHO COAEPIKUT CEJICH.

19. 2Kunkuit TUTaTETbHBINA TPOIYKT, COAepKammil hochaTHYIO COITb, IO MEHBIIIEH Mepe
OJIMH TJIMIMH UM ero GyHKIMOHAIbHOE MPOU3BOHOE, IO MEHbIIIEH Mepe o uH N-
AleTUINUCTENH, L-1McTenH Win uX (QyHKIIMOHAIBHOE MMPOU3BOIHOE, BUTaMuH E, Buramun C,
BUTaMMH B,, IMHK M UHT'pEIMEHT, BBIOPAHHBIN U3 TPYIIIbI, COCTOSIIEN U3 KUCIIOTHOTO

KOMIIOHCHTA, Oenka u ux CMecen, HpI/IIJéM IUTATEIbHBIN INPOAYKT ITOJIYy4YAarOT CHOCO6OM,
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BKJIFOYAIOIIMM B c€0sI paCTBOPEHHE ITOPOIIIKaA, cCoAepkaliero pochaTHyIO COJIb, IO MEHbBIIIEH
OJIVIH TJIMIWH, UK ero (YHKIMOHATIBHOE ITPOU3BOIHOE, IT0 MEHbIIeH Mepe OIuH N-
aleTUIIUCTENH, L-MCTerH Wik uX (yHKIIMOHAIIBHOE IMMPOU3BOIHOE, BUTaMuH E, Buramun C,
BUTaMUH B, ¥ IUHK, B )KUAKOCTHU, COJIEPXKAIIEH UHTPEAUCHT, TPUIEM TIOPOIIIOK UMEET 10

MEHBIIIEeH MEpe OJHY XapaKTEPUCTUKY, BBIOPAHHYIO U3 TPYIIIbI, COCTOSIIEH U3 CIETYIOIINX:
(1) aMMHOKHMCIIOTBI MPUCYTCTBYIOT B MOPOIIKE B KOJIMYECTBE, [10 MEHbIIIEH MEPE YACTUUHO
BKJTIOYAIOIIEM aMUHOKHUCIIOTY B (popme, BBIOpaHHOM U3 TPYIIIIBI, COCTOSIIIEN U3 CBOOOTHOMN
(bOPMBI, TUNIENTUIOB, TPUTIEITUIOB U UX CMeCeH, U (ii) TOPOIIIOK, IO CYIIECTBY, HE COICPKUT
(hepMEHTOB U AHTUTEIL.

20. IIuTtaTenbHbI TPOAYKT IO 1. 19, MPUUEM NOPOLIOK PACTBOPSIOT U3 EAUHUYHOMN
JIO3UPOBAHHOM (hOpMBI, cosiepxkalieit Kaxxapli u3 Buramuna E, Butamuna C, Butamuna B, u

LWHKA B KOJIMYECTBE B IIPeIeIaX PEKOMEHIYEMON CyTOYHON HOPMBI.

21. ITuraTtenpHbI OPOAYKT 1O 1. 19 wim 20, KOTOPBIA JOIIOJIHUTEIBHO COJIEPKUT CEJIEH.

22. TTuTaTenbHbIN NPOIYKT MO J0O00MY U3 MIl. 19-21, KOTOPBIN MPEACTABIISIET COOOM
HAIIUTOK.

23. ITuTaTenbHbIi NPOIYKT MO J0OOMY U3 MIL. 19-22, MPUUEM KUIKOCTb COAEPIKUT
KHUCIIOTHBINM KOMIIOHEHT, KOTOPBIH MPeACTaBIseT COOOM 10 MEHBIIEH Mepe OHO U3 COKa UJIH
noudeHoza.

24. TlutaTenbHbIA TPOAYKT IO JII0O0MY U3 MII. 19-23, MpUUYEM KUAKOCTb COJIEPKUT OEIIOK,
BBIOPAHHBII U3 TPYTIIIbI, COCTOSIIEN U3 MOJIOYHOT'O O€JIKa, pACTUTENIBHOTO OelKa, KoJuIareHa
U UX CMECEM.
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