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OIPEJIEJIEHUE YPOBHEM I''TUKO3AMUHOI'JIMKAHOB METOIOM MACC-
CIIEKTPOMETPUN

INEPEKPECTHASA CCBUUIKA HA POJACTBEHHBIE 3AAABKH

Hacrosimmas 3asiBka 3asBiisseT NPHOPUTET NpenBapuTenbHON 3asBku Ha mateHT CHIA Ne
62/080154, nmonanHoii 14 Hos0ps 2014 r., comepxaHne KOTOPOH B MOJHOM OOBEME BKJIIOUYEHO B

JAHHBIN JOKYMEHT ITOCPEICTBOM CCHIJIKH.

YPOBEHb TEXHUKH

PasnuuHble MATOJOrMYECKHE COCTOSHUSI CBSI3aHBI C HAKOIUIEHHEM [JIMKO3aMHHOTJINKAHOB.
I'muxo3amunormukansl (A mpenctaBisiroT co0o0if OONBLION KOMILIEKC YIJIEBOAHBIX MOJIEKYJI,
KOTOpbI€ Y4YaCTBYIOT BO MHOIMX OHOJIOTMYECKHMX IMpoLeccax. | JIMKO3aMHHOIJIMKAHBI BKJIIOYAIOT
HOJMCaxXapuabl, MOJy4YeHHbIE W3 aMHUHOIEKCO3bl, Takue kak remapad, remapancynsdart (I'C),
rHaJlypoOHOBAasi KHCJIOTa, KepaTaHCyiabdaT, XOHOPOUTHHCYJIb(AT, mepMaTaHcyiabdar H HX
conojimepsl. Pasnuunbie AT OTIIMUAIOTCS HA OCHOBAHUH, HATIPHMED, TUIA €HHULBI TEKCO3aMHHA,
reKCO3bI MJIM TEKCYPOHOBOM KHUCIIOTHI, KOTOPYIO OHH COIEPIKAT, a TAKIKE FreOMETPHEN TIIMKO3UIHOM
CBSI3M MEKIY DTUMH enuHHUIAMu. B HeKoTOphIX cityuasx mosiekyna Al MokeT ObITh paciierniena
Ha mucaxapuanbie KoMnoHeHTol. I AT u monyuennsie u3 Al qucaxapuaHble KOMIIOHEHTBI MOTYT
IPOSIBJIATH BBICOKYIO CTEMEHb CTPYKTYPHOU T€TEPOreHHOCTH B OTHOILIEHWH CTENEHH CYJb(haTalu,
AIETUINPOBAHMS, SMUMEPH3ALUN U APYrHX XapakTepucTuk. Bcenencteue Takux Bapuanuii ['AT
BKJTFOUAIOT IIHPOKHH CIHEKTP PA3IMUHBIX MOJIEKYJ, YTO 3aTPYIHSET KOJIMUYECTBEHHYIO OLIEHKY W

XapaKTEpU3alHnIo.

Hexoropeie I'Al', Hanpumep, I'C, sSBISIFOTCS HE OJHHM COEOUHEHHEM, a, CKopee, HabopoM
POICTBEHHBIX MOJIEKYJI, KOTOPbIE HMEIOT, B HEKOTOPBIX CIIyUasiX, PA3HYIO MOJIEKYJISIPHYIO Maccy. JTO
SIBJISIETCS. OOHOM M3 MPUYMH, MO KOTOPOH KOJHMYECTBEHHAS! OLEHKA M IOJY4YCHHE XaPAKTEPHCTHK
takux ['Al, Bmouas ['C, TtpymHomoctmwkumbl. B naHHOW 00JacTH TEXHHKH CYLIECTBYET

HEOOXOAMMOCTh B IOTIOJIHUTENBHBIX U YIYYLIEHHBIX criocobax onpenenenus yposHeit AT
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CYIIHOCTBb U30BPETEHUA

BrisiBnenne riuko3amuHorinkaHoB (I'AD) w/unu onpenesneHue ypoBHS OIHOTO Hin Oosee
TJIHKO3aMHHOTJINMKAHOB MOXKET 6I:ITI: IMMOJIC3HO, HAIIPUMEDP, OJIA I/I}leHTI/I(bI/IKaI_[I/II/I HJIN OTCIICKUBAHUS
Pa3InYHBIX IaTOJOIr'H4YeCKUX COCTOHHHﬁ, craryca MMaIuEeHTOB, HMCECIOIINX pas3invyHbIC
aToOJIOrH4YeCKue COCTOSAHHA, I/I/I/I.]'II/I OTBE€Ta Ha JICUCHUEC HWHIUBUAOB, HMCIOINHUX PA3JIMYHBIC
MATOJIOTHYECKHE COCTOssHHS. B HacToseM H300peTeHuHu MPEMIOKEHbl CIMOCOOBI BBISBIIEHUS
TJINKO3aMHHOT'JINKAHOB I/I/I/I.]'II/I ONpeACIICHUA YPOBHA INIMKO3aMHUHOITIMKAHOB C MMOMOIIBIO, HAITPHUMED,
Macc-crektpomerpun. Takue crmocoObl, UX NPHUMEHEHHUs, YCTPOHCTBA MJIsl MX HPUMEHEHHUS |
CBs3aHHBIE C HHMH CHOCO6I>I U KOMIIO3ULUMU AOMOJHUTECIBHO ONHCAHBI B JAaHHOM HJOKYMCHTE.
OnucaHHbIE B JAHHOM JOKYMEHTE CIIOCOOBI YIIyUIIIEHBI [0 CPABHEHHUIO C MPEABIAYIIUMH CIIOCOOaMH,
MO0 MeHbIIeH Mepe B OTHOLIEHWH TOYHOCTH, KOPPEKTHOCTH, BOCIPOU3BOAUMOCTH U
POM3BOAUTENBHOCTH. B KOHKPETHBIX ClTydasix OOUH WM 0OOJiee OMMCAHHBIX B JAHHOM JOKYMEHTE
CrOCOOOB YJIYUIIEHBI 10 CPABHEHHUIO C OMPEIEIEHHBIMU MPENBIAYIIAMH CIIOCOOAMH, O MEHBIIEH
Mepe B OTHOIIEHUH TOYHOCTU. B Ipyrux ciyvasix onpeneneHHble BApHAHTBI peai3allii HACTOSIIETO
H300pEeTeHNsT MMEIOT MPAKTHYECKYIO LEHHOCTh BMECTO WJIM B JOMOJHEHHWE K pPe3yjbTaTaM HX
NPUMEHUMOCTH JJIsl UACHTH(DUKALINH UM OTCIEKUBAHUS PA3JIMYHBIX MATOJOTHUYECKUX COCTOSHUM,
craryCa nNaueHTOB, HMCIOIIUX PA3JIUMYHBIC MAaTOJIOTUYCCKUE COCTOSHHUA, I/I/I/IJII/I OTBETA HAa JICUCHUC

HHAWBUIOB, UMCIOINX PAa3JIMYHBIC IATOJIOrHYCCKHUEC COCTOAHUA.

OnpeneneHHbie CMOCOOBI COMJIACHO HACTOALIEMY H300PETEHUIO C ILENbI  pPEeLIeHHS
omnpeneeHHbIX 3a7a4, CBA3aHHBIX C KOJIMUECTBEHHBIM onpenenenrem I’ Al, BKIIFOYAIOT paciierieHne
onuoi uiu Oonee monekys I'Al” Ha mucaxapuaHbie KOMIIOHEHTBI C MMOCIEAYIOMIAM KOJTHMYECTBEHHBIM
omnpeneNeHHeM NUCAXapPUIHBIX MPOAYKTOB pacinerienus ['AlT Tak, 4TO HW3MepEeHHBIH YpPOBEHb
OmHOrO UM OoJiee aucaxapuIHbIX NPOAYKTOB pacineruienus [ Al sBiseTcs 3aMeHOH WU

aJIbTEPHATHUBOM MPSIMOMY KOJIHYECTBEHHOMY OIpeneieHuto oanoro uiu 6onee AT

B onpeneneHHBIX ciiydasix, B KOTOPBIX AUCAXapul YKa3aH B €IHHCTBEHHOM YHCie (Hanmpumep,
«aucaxapuay WIH «AHAUBHAYAJTbHBIA AUCAXapHa»), TEPMHH «IUCAXAPHI» MOXKET OTHOCHTHCS KO
BCEM MOJIEKYJIAMHA KOHKPETHOTO THIIA, KOTOPbIE€ MPHCYTCTBYIOT B 00pasile, MONYJISAIHUA U T.I., BHE

3aBUCUMOCTHU OT TOr'O, YKa3bIBACTCA UJIKM HET KOHKpGTHI:IfI aucaxapun.

B cooTBercTBHM ¢ HacTOsIIUM H300peTeHHeM MHOrue nojydeHHoie u3 Al mucaxapumbl

(Hanpumep, mpoaykThl pacuierienuss ['Al), BKIIIOuYasi OmpeneiieHHble W30MEpPHBbIE AUCAXapHIbI,
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MOJKHO pa3feiuTh C MOMOIIBIO oOpaiieHHo-(a3oBoii (OD) xpomarorpaduu, HampuMep, MOCie ux
JepuBaTH3ALNH METKOM, Hampumep, ruapodoOHO MeTKoM, Hanmpumep, 4-OytunanuanHoM (4-NBA).
B paznuuHbIX BapHaHTax pean3aluu H300peTeHsl MeTKa BayKHA JUTS Pa3fesIeH s WHINBH Iy IbHBIX
MOJIEKYJl HJIA THIIOB MOJIEKYJ BO BpeMs Xxpomarorpaduu. J[OCTYMHOCTE MEYEHOro H30TOIOM
BHyTpeHHero craHmaprta (lerx) mst omHoro mmm OGosiee BBIOPAHHBIX AUCAXAPHIOB MOXKET OBITH
BKJIIOYEHA KAaK MEXaHWU3M, CIOCOOHBI 00eCcrneunTh BBICOKHH YPOBEHb TOYHOCTH H
BOCIPOU3BOIUMOCTH.

ITo MeHblIeli Mepe B OOHOM acCleKTe HACTOsLIlee H300peTeHHe BKJIIOUAET CIoco0
omnpeneneHus ypoBHs rimkozamMuHormkanoB (I'ADY) B Guonoruueckom obpasiie, KOTOPbIH COOEpKHUT
JTanbl MHKyOaIuu OMOIOrHYeckoro odopasua ¢ oaHuM uin OoJiee hepMeEHTaAMH B YCIIOBHSIX, KOTOPBIE
o0ecreunBarOT pacCIleUIeHHe T[NIMKO3AMUHOIJINKAHA, YTOObI IOJIYYHTh CMECh HCAXaAPHIIOB;
XHMUYECKYIO EPUBATU3ALUIO CMECH HCAXaPHU/IOB, MOJyUEHHOH HA dTane WHKyOAIiH, H3MEpeHHe
KOJINYECTBA K)KIOT0 HHANBUAYATBHOTO IEPUBATH3UPOBAHHOIO TUCAXAPHAA; U OIPEIeJIeHUE YPOBHS
riauko3amuHoriukaHoB (I'AI') B Oumosormueckom oOpas3lie Ha OCHOBAHMH KOJIMYECTBA KaKIOTO
WHAWBUYaJbHOTO JE€PUBATU3UPOBAHHOIO AMCaxapuaa, M3MEPEeHHOrO Ha JTame u3MepeHus. B
ONpPENENIeHHbIX BAapHAHTAX pEANH3ALMUd TAaKUX CIOCOOOB IIMKO3AMHHOIJIMKAH — BKJIFOUAET
renapancyibdar. B onpeneneHHbIX BapHaHTaX peaM3alil TaKUX CIOCOOOB, BKIJIIOUAs BAPHAHTHI
peanm3alii, B KOTOPBIX TJIMKO3AaMHHOTJIMKAH BKJIIOYAeT remapaHcyibdar, oauH wiu Oojee
(bepMeHTOB BKJIIOUAIOT OAHY WJIM OoJyiee remapuHas, Hampumep, remapunassl I, I w/umu III. B
OIpeNeNeHHbIX BapHAHTAX pea3alil TaKUX CIOCOOOB, BKJIFOYAsl BapUAHTHI pEAM3aLUU, B
KOTOPBIX TJIHKO3AMHHOTJIHKAH COAEPKUT remnapaHcyibdar, OauH 1k 0ojiee (epMEHTOB BKIIIOYAIOT
omuH wiu Oosee (EepPMEHTOB, BBIOPAHHBIX W3 TPYIIBI, COCTOsIIEH H3 XOoHapouTuHazbl AC,
xonapoutrnHassl B, xonapoutnnassl C, xonnpoutnnassl ABC u keparanas.

B pasnuuHbIxX criocobax COrjlacHO HaCTOALIEMY H300PETEHUIO, TAKUX KaK OMHCAHHBIE BHIIIIE,
CMeCh aucaxapuaoB MokeT conepskaTh aucaxapuabl [-S (AUA,2S-GIcNS,68), I1-S (AUA-GICNS, 6S),
II-S (AUA,2S-GIcNS), IV-S (AUA-GIcNS), II-A (AUA-GIcNAC,6S) w/unu IV-A (AUA-GIcNACc).

B omnpeneneHHbIX BapHaHTAX pean3alii HACTOSIIEro U300peTEeH s H3MEPEHHE 3aKTF0UaeTCs
B HM3MEPEHUH KOJHuYecTBa Kaxkaoro wu3 paepusatusupoBaHHoro I[-S (AUA,2S-GIcNS,68),
nepusatusupoBanHoro II-S (AUA-GIcNS,6S), nepuBatuszupopannoro III-S (AUA,2S-GIcNS),
nepusatusupoBanHoro IV-S (AUA-GIcNS), nepuBatuszuposannoro II-A (AUA-GIcNACc,6S) wu
nepusatusuposanHoro IV-A (AUA-GIcNAc).
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B pasnuuHbIX criocobax COrjlaCHO HACTOALIEMY H300PETEHUIO, TAKUX KaK OMHCAHHBIE BHILIIE,
CMEeCh IHCAaxapuIOB MOXKET ObITh IepUBATU3HPOBAHA THAPO(HOOHBIM COEIMHEHUEM.

B pasnuunbIX criocobax COrjlacHO HACTOSLIEMY H300PETEHUIO, TAKUX KaK OMHCAHHBIE BHIIIIE,
CMeChb JMCAaXapUAOB [EePUBATH3HPYIOT 4-OyTHiaHWIMHOM, 2-amuHOOeH3amuaoMm (2-AB), 2
aMHHOOEH30WHON KUCIOTON (aHTpaHmI0BOH Kucnortol; 2-AK) mm 2-amunoakpunonom (AMAK).

B paznuunbIX ciocobax COrjiaCHO HaCTOSIIEMY H300PETEHHUIO, TAKUX KaK OMHCAHHBIE BHIIIIE,
STan U3MEPEeHUsI MOYKET BKJIFOYATh, BO-MIEPBbIX, pa3ieeHNne HHAUBHAYAJIbHBIX IEPUBATH 3 POBAHHBIX
MCAXapuaoB METOAOM XpomaTtorpaduu, W, BO-BTOPBIX, ONpPEOETIeHHE KaKIOr0 OTHEBHOTO
JHcaxapuna METOAOM MAacCC-CIEKTPOMETpHH. B KOHKPETHBIX BapHAaHTAX peaM3alud U300peTeHHs
xpomarorpadust siBjsieTcst o0pareHo-(ha3oBON KUAKOCTHON XpoMaTorpadueii.

B pasnuuHbIX Coco6ax COracHO HACTOSINEMY H300PETEHHIO, TAKHX KaK OMHCAHHBIE BBILIE,
KOJIMYECTBO KaKAOTO WHIAMBHIYAJIBHOI'O JE€PUBATU3UPOBAHHOTO MAMCAaXapuaa ONpPelessiioT B
CpaBHEHHH C BHYTPEHHHM cTaHAapTtoM. Hampumep, B KOHKPETHBIX BapHAHTAX peaJH3aLHH
U300peTeHnsT KakAbli HWHOMBHAYAJbHBIA [HCAXapul [OEPUBATH3UPYIOT 4-OyTUIAHWINHOM, a
BHYTPEHHMI CTAHIAPT TS KAXKIOrO0 COOTBETCTBYIOMIEro aucaxapuaa Metar Ce-4-0y THIaHUTMHOM.

B paznuuHBIX coco6ax COracHO HACTOSINEMY H300PETEHHIO, TAKHX KaK ONMHCAHHBIE BBILIE,
ypoBeHb rimkozamuHorukanoB (I'AT) B Ouosorndeckom oOpasiie ONMpenessiioT M0 CYMMapHOMY
3HAYEHHWIO KOHIEHTPAIMH [OUCAaXapuIOB HAa OCHOBAHHM W3MEPEHHOI'O KOJMUYECTBA KasKIOro
WHIWBUYaJBHOTO qUCaxapua.

B pasmuuHbIx criocobax COrjlaCHO HACTOALIEMY H300PETEHUIO, TAKUX KaK OMHCAHHBIE BBIIIIE,
Ouonornueckuii odbpaser mpeacrapisier coboit obpaser nepedpocnunanprol sxuakoctu (LICXK). B
KOHKPETHBIX BapuaHTax peanusanun u3odperenus: obpasen [[CXK mmeer oObeM B auamazoHe OT
okoj10 10 Mkt 7o 100 Mkt (Hampumep, ot 10 Mkt go 100 mxot, ot 10 Mkt go 75 Mk, ot 10 Mkt go 50
MKJI, OT 25 Mks g0 100 Mk, ot 25 Mk 10 75 Mkt wim ot 50 M go 100 mki). B koHKpeTHBIX
BapuaHTax peanusanuu nzodperenus oopazen LICK nmeer oObeM B quana3oHe OT OKOJIO 45 MKIT 10
55 MK

B pasnuuHbix criocobax COrjlaCHO HACTOALIEMY H300PETEHUIO, TAKUX KaK OMHCAHHBIE BHIIIIE,
OuonornyecKuii oopaselr mpeacTaBsieT codoi odpaser KpoBH, 00pa3ell MIa3Mbl, 00pas3er MOYH, HITH
o0pa3zern Mmiaa3mbl WK 00pas3er MOYH.

B pasmuudbix criocobax COrjlacHO HACTOALIEMY H300PETEHUIO, TAKUX KaK OMHCAHHBIE BHIIIIE,

Ouonornueckuit obpaser cHauasa 00padaThIBAIOT, YTOOBI BHIAEIUTh MJIMKO3AMHHOTJIHKAH.
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B pasnuuHbIX criocobax COrjlaCHO HACTOSLIEMY H300PETEHUIO, TAKUX KaK OMHCAHHBIE BHIIIIE,
Ouonornueckuii obpasen; COAEP)KUT MOJNyUuEeHHbIe W3 TJIMKO3AMHHOTJIMKAHOB JUCaXapHuabl B
KOHIIeHTpauuH, npesbimaromieii 0,1 MxM (Hanpumep, npebimaromei 0,1 MxM, npepsiaromei 0,5
MKM, npeseimatorei 1 MM, npesbimatomeii S MM uimu npessimaroriei 10 MmxM).

ITo MeHbLI€it MEpe B elie OTHOM aCIEeKTe HACTOsIIIee H300pETeHN e BKIIIOUAET CIIOCO0 JICUeHHUs
JM30COMHON OOJI€3HH HAKOIUIEHWS, KOTOPBIA BKJIIOYAET JIeYeHHe CyOBeKTa, CTPajarouiero OT
JM30COMHON OOJI€3HH HAKOIUIEHHUs, C MOMOLIBIO Kypca JICUSHHs, 3aKJIIOYAIOLIErocsi B BBEICHUE
cyOBekTy TepaneBTHuecku >(P(EKTUBHON 03B 3aMECTUTEIBHOrO (epMeHTa C OINpenesieHHbIM
UHTEpPBAJIOM BBEIECHHS, H3MepeHHe ypoBHs rimko3amuHoraukaHoB (I'AI) B Ouosnormueckom
o0pa3iie, MoJIy4YeHHOM OT CyOBEKTa BO BPEMS Kypca JIEYEHHUsI, CIIOCOOOM 110 JIF00OMY M3 IIPEIbI Iy IIHX
OYHKTOB, W MOAJEpKAHHE TeparneBTHUECKH 3(PQPEeKTUBHOW MO3bI M HHTEpBaJia BBEHEHHS, €CJIH
YpOBEHb TJINKO3aMUHOIJIMKAHOB CHUKeH Ha 10% mo cpaBHeHuto ¢ yposHem ['Al' no neuenus. B
CBSI3aHHBIX BApHAHTAX peAIM3alNK U300pEeTeHus TepaneBTuYecku d3PPeKTHBHYIO 103y U HHTEPBAI
BBEJICHHSI COXPAHSIOT, €CJIM YPOBEHb I'TMKO3aMUHOTJIMKAHOB CHIDKeH, Hampumep, Ha 1%, 2%, 3%,
4%, 5%, 10%, 15%, 20%, 25%, 30%, 40%, 50%, 60%, 70%, 80%, 85%, 90%, 91%, 92%, 93%, 94%,
95%, 96%, 97%, 98%, 99% wunu nmaxxe 100%. B cBsA3aHHBIX BapHaHTax peajM3alUud U300PETEHUS
TepaneBTHYEeCKd dS(PPEeKTHBHYIO [03y W HWHTEPBAJ BBENEHHS COXPAHSIOT, €CJIH YPOBEHb
TJINKO3aMHHOTJIMKAHOB CHIKEH, HAIIPUMED, IO MeHbIel Mepe Ha 1%, mo meHbInei mepe Ha 2%, o
MeHbIneil Mepe Ha 3%, mo MeHbluel Mepe Ha 4%, Mo MeHbIIel Mepe Ha 5%, o MeHbIIel Mepe Ha
10%, mo mensb1eit mepe Ha 15%, mo Menbieii mepe Ha 20%, o MeHbIIelH Mepe Ha 25%, 10 MeHbII el
Mmepe Ha 30%, mo menbiei Mmepe Ha 40%, mo MeHbInei mepe Ha 50%, mo MmeHbIel Mepe Ha 60%, mo
MeHbineil Mepe Ha 70%, mo menbineit Mepe Ha 80%, mo MeHbIIel Mepe Ha 85%, MO MeHbIIEH Mepe
Ha 90%, o MeHbInel Mepe Ha 91%, mo menbinel Mmepe Ha 92%, Mo MeHbined Mepe Ha 93%, Mo
MeHbIell Mepe Ha 94%, mo MeHblnelt Mepe Ha 95%, mo MeHbIIel Mepe Ha 96%, O MeHbIIEH Mepe
Ha 97%, mo meHnbinelt Mepe Ha 98% wumm nmo meHbweln Mepe Ha 99%. B cBs3aHHBIX BapHaHTax
peanm3aii u300peTeHus TepaneBTuuecku d(HHEKTUBHYIO 103y M WHTEPBAJ BBEIEHHUSI COXPAHSIOT,
€CJI1 YPOBEHb TJINKO3AMHUHOTJIMKAHOB CHW)KEH, HANpHMEpP, [0 HOPMAJIBHOTO WJIM MPAKTHYECKH
HOPMAJILHOTO YPOBHS, 10 KOHTPOJIBHOTO YPOBHS, IO YPOBHS B IMpeAesiaX dKCIEepHMEHTATbHO HITH
KaHOHWYECKH ONpPeNesIeHHOr0 HOPMAJbHOI'0 NHAINa3OHAa, OO YPOBHS B Mpeaesiax KOHTPOJBHOTO
JMAna3oHa WK IO YPOBHS, HaxoAqmerocs B npenenax 1%, 2%, 3%, 4%, 5%, 10%, 15%, 20%, 25%,
30%, 40%, 50%, 60%, 70%, 80%, 85%, 90%, 91%, 92%, 93%, 94%, 95%, 96%, 97%, 98%, 99% nnu

100% mr000ro Takoro YpOBHs HITH JTFOOOTO TAKOT'O JHANa30Ha.
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ITo meHb1LI€il MEpe B elie OTHOM aCIeKTe HACTosIIIee H300pETeHne BKIIIOUaET CIIOCO0 JICUeH s
CHHIpOMa XaHTepa, BKIIIOYAIOIINN MEePHOAHYECKOe HHTPATEKAIbHOE BBEICHHUE HYKIAIOLIEMYCS B
JieueHuH CyOBeKTy TepaneBTudecku 3((EeKTUBHON N03b PEKOMOMHAHTHOW HAYPOHAT-2-CyJib(haTasbl
(I2S) Tak, uroOr! ypoBenb riamkozamuHoraukanos (I'AD) B nepebpocnunansrol xumxoct (LICXK)
ObuT cHUYKEH Oosiee ueM Ha 85% 1O CpaBHEHHIO ¢ HCXOAHBIM ypoBHeM ['Al 1m0 jeveHus, COracHo
OTPENENEHHIO CITOCOOOM MO JIFOOOMY U3 MPEIbI Ay IIUX MYHKTOB.

B HeKkOTOpBIX BapHaHTAX peaM3alliil HACTOSINEe H300pEeTeHHe BKJIFOYAET CIoco0 JeueHus
cuapoMa CaHA, BKIIIOYANOIIUN NEPUOANYECKOE HWHTPATEKAJIbHOE BBENEHHE HYKAAIOLIEMYCS B
JieYeHUH CyOBeKTy TepaneBTHYeCKH 3(p(GEeKTUBHON 103bI PEKOMOMHAHTHON renapaH-/N-cyibdaTtassl
Tak, 4ToObl ypoBeHb riuko3amuHoriankaHos (I'AI') B uepedpocnunansnoi xuakocta (LICXK) Obun
cHmwkeH Oonee uem Ha 10% mo cpaBHeHHIO C MCXOAHBIM ypoBHeM ['AI' mo jiedeHus, COrJIacHO
OIPENENIEHHIO CIIOCOOOM T10 JTFOOOMY U3 MPEIbI Iy KX MTYHKTOB.

ITo wmeHbleld Mepe B OXHOM acleKTe HACTOsiee H300peTeHHe BKIIIOYAET Crnocod
OTCJIEKUBAHHSI JIEYEHHUS] JIM30COMHON OOJIE3HH HAKOILICHHUs, BKIIIOYAIOLIMN JieueHHe CYyOBeKTa,
CTpaJaroIero OT JU30COMHON OOJIE3HH HAKOIUIEHHS, C MOMOIUBIO Kypca JIEUEHHUs, BKIIFOYAIOLIEro
BBelIEHHE CyOBEeKTy TepaneBTHYecKd d(G(PEKTHBHON MOO3bI 3aMECTUTENBHOrO (epmMeHTa C
ONpENENIEHHBIM WHTEPBAJIOM BBENEHHS W H3MepeHue ypoBHs rimkosamuHoriukanos ([AI') B
OHONIOrHYecKoM o0pasiie, MOJyUYeHHOM OT CyOBbeKTa BO BpeMs Kypca JeUeHus, JFOBIM CITocoOoM,
HalpUMep, OMUCAHHBIM B TAHHOM JOKYMEHTE criocobom m3mepenus yposHs ['Al'. B onpeneneHHbIx
BapHAaHTAX PeaH3alluid U300pPETeHHs JIM30COMHAs OOJIE3Hb HAKOIJIEHHS MOXKET ObITh BHIOpaHA W3
rpymsl, cocrosmer uz MIICI, MIICII, MIICIIA, MIICIIIB, MIICIIC, MIICHID, MIICIVA,
MIICIVB, MIICVI, MIICVII, MIICIX, ansha-mMaHHO311032, aCAPTHITIIOKO3aMHHYPHH, OOJIE3HU
®abpu, ¢(ykosumosa, ramakrocuanunosza, Oonesnun [ome, GMI-raHrnmo3umo3a, HeEIOCTaTKa
aktuBatopa GM2, cuamumosa, Oonesnn KpabOe, MeTaxpoMaTtuueckoil JelkomucTpodun,
MykoJunuao3a IV, MHOKECTBEHHOH cynbdata3Hoii HemoctaTouHOCTH, Oone3nu I[lomme, GosesHu
Canmxodda, Oonesnn Tes-Cakca, Bapumanta AB Oonesuu Illunmnepa, Gomesuu Cana, Oera-
MaHHO3HMI03a U TJI00OUIHO-KJIETOUYHOH JIeHKoaucTpoduu. B KOHKpETHBIX BapHaHTaX peaiu3aliu
1U300peTeHns] BBEICHNE MOYKET MPEACTABIISITE COOOH HHTpAaTEKaIbHOE BBEIEHUE UJIM BHYTPUBEHHOE
BBeleHHEe. B HEKOTOpBIX BapHaHTaX pealn3alid H300peTeHHs 1032 MOXKET ObITh BbIOpaHa u3
rpynmbl, cocrosimerd w3 10 mr, 45 mr, 90 mMr u ux KoMOHHAIUH. B HEKOTOpBIX Ciydasx
3aMeCTHTENIbHBIA (PEePMEHT MOXKET MPEACTABISTh COOOH PEKOMOMHAHTHYIO YEIOBEYECKYIO renapaH-

N-cynabdaTtady wuinm peKOMOMHAHTHYIO HAypCyibdasdy. B pasauuHbIX BapuaHTaX peasu3aliu
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U300pETeHNs] HHTEPBAJ BBEIEHUSI MOKET ObITh CYTOUYHBIM, HEZIEIbHBIM, IBYXHEIEIbHBIM, MECSYHBIM,
JBYXMECSIUHBIM, TOJIUYHBIM WM MPEACTaBIsieT COOON nx KkoMOuHaiu. B HEKOTOPBIX ONMMCAHHBIX B
JAHHOM JIOKYMEHTe criocobax Ouosornyeckuii o0Opaszen MokeT ObITh BEIOPAH U3 TPYIIIBL, COCTOSILIEH
u3 uepedpocnuHanbHoM xuakoctu (LICXK), uenpHOW KpOBH, KJIETOK, TKAHH, MJIA3MBI, CBIBOPOTKH,
KPOBHU, MOUYH M UX KOMOMHALIUH.

OnpeneneHHble ONMMCAHHBIE B JAHHOM JOKYMEHTE CIIOCOOBI MOTYT JOMOJIHUTENIEHO BKITIOYATh
noaaepkaHue TepaneBTHYecku 3((GEeKTUBHON 03Bl W/WIKM UHTEPBaAjIa BBeIeHus, eciii ypoBeHb I Al
CHMIKEH HJTH OBbLT CHIJKEH IO CPAaBHEHUIO C KOHTPOJBbHBIM ypoBHeM I'Al', HanpuMmep, Korja ypoBeHb
I'AT camskeH uiu ObLT CHIDKEH 1O MeHbIel Mepe Ha 10%, no menbinel mepe Ha 20%, Mo MeHbLIEH
Mmepe Ha 30%, no menbIei Mepe Ha 40%, o Menbleit mepe Ha 50%, no MeHbLel Mepe Ha 60%, o
MmeHblIen Mepe Ha 70%, no menblue mepe Ha 80%, mo meHbIel mepe Ha 90% wunu Goee.

OmnpeneneHHbIe OMUCAHHBIE B JAHHOM JOKYMEHTE CIIOCOOBI MOTYT JIOTIOJHHTEIBHO BKITIOYATh
KOPPEKTUPOBKY TepaneBTu4Yecku 3P QPeKTUBHONW 03Bl W/WIM MHTEPBAJa BBEIEHHS, €CJIH YPOBEHb
I'AT" cHwkeH win ObUT CHIDKEH IO CPaBHEHHIO C KOHTPOJIBHBIM ypoBHeM ['Al’, Hampumep, kormga
KOPPEKTUPOBKA TepaneBTHUECKH S(pGEKTHBHOW MO3bI M HHTEPBaJa BBEICHUS MOXKET BKJIIOUYAThH
yBeJIMYeHHne J03bl W/HIIH YMEHBIISHHE HHTEpBAJIa BBeIeHHs. B HEKOTOpbIX ciyuasx ypoBeHb [ Al
CHIDKEH Wi ObL1 cHkeH Ha 1% wmm meHee, 2% unu MeHee, 3% wm Menee, 4% wim medee, 5% uiau
MeHee, 6% unu menee, 7% um menee, 8% uim Mmenee, 9% unu meHee uim 10% uau MeHee.

OnpeneneHHble OMMCAHHBIE B JAHHOM JOKYMEHTE CIIOCOOBI MOTYT JOMOJIHUTENIEHO BKITFOYATh
KOPPEKTUPOBKY TeparneBTHUecKd 3(PQPEKTHBHONW MO3bI /MM HHTEPBAJa BBEIEHHS, €CIIH YPOBEHb
I'AT noBbiiieH wii ObLUT MOBBILIEH IO CPABHEHHIO C KOHTPOJIbHBIM ypoBHeM ['Al', Hanpumep, Korma
KOPPEKTUPOBKA TepaneBTHYeCkn >(h(EKTUBHOW 03Bl U HHTEPBAja BBEIEHHS MOXET BKJIIOUYAThH
yBEUYEHHE 03Bl H/WJIH YMEHbIIEHHE HHTEePBAJia BBEAEHUs. B HEKOTOPBIX ciyuasx ypoBeHb [ Al
MOBBIIIEH WK ObUT MOBBILIEH MO MeHbIleld Mepe Ha 1%, mo meHbiueil mepe Ha 10%, Mo MeHbLIEH
Mmepe Ha 20%, mo menbiei Mmepe Ha 30%, mo MenbIneit Mepe Ha 40%, o meHbIel Mepe Ha 50%, mo
MeHbIeil Mepe Ha 60%, mo MeHbineit Mepe Ha 70%, mo menbnelt Mepe Ha 80%, MO MeHbLIEH Mepe
Ha 90% uiu Goree.

B pasiauunbix ciocobax COrIaCHO HACTOSIIEMY H300PETEHHIO KOHTPOJbHBIN ypoBeHb Al
MOJKET MPEACTABJIATE co0oM 1) ypoBeHb I'Al’ y cyOBeKTa, CTpaAaroLero OT JU30COMHON OOJIe3HH
HakomieHus, i1) ypoBeHb Al y cyObekTa, CTpajarolero OT JH30COMHON OOJI€3HH HAKOIJICHHS,
HU3MEpEHHBI B OoJiee paHHUN MOMEHT BPEMEHH B TeueHHe JiedeHus, win 1i1) ypoBeHb ['Al’ y He

MMpOXOoaiAIero JJICHCHUE KOHTPOJBHOI'O CY6T:6KTa.
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ITo MeHbLIEH Mepe B OJHOM acCHeKTe, HACTOosIIee H300peTeHNE BKIIFOYAET Croco0 JeueHus
CHHIpOMa XaHTepa, BKIIIOYAIOIINN MEePHOAHYECKOe HHTPATEKAIbHOE BBEICHHUE HYKIAIOLIEMYCS B
JieueHuH CyOBeKTy TepaneBTudecku 3((EeKTUBHON N03b PEKOMOMHAHTHOW HAYPOHAT-2-CyJib(haTasbl
(I2S) Tak, uroOrl ypoBenb riamkozamuHorankanos (I'AD) B nepebpocnunansrol xunkocta (LICXK)
ObuT cHIKeH Oosiee ueM Ha 85% mo cpaBHeHHIO ¢ 0a30BbiM ypoBHeM ['AIT 1o jedeHus, COracHO
onpeneneHuto JrOsIM crocobom omnpenenenus ypoHsi ['Al, Hanmpumep, JIOOBIM ONMHMCAHHBIM B

JAHHOM JTOKYMEHTE CIIOCOOOM.

OIIPEJAEJIEHUA

UroOpl OBLIO JIETYe MOHSATH HACTOSIIEe M300pEeTEeHHe, CHAYaja MPUBEIEHBI OMpeNeIeHHsI
HEKOTOPBIX TEPMHUHOB. JIONMOJHUTENPHBIC OINpeneseHHus IS CIEeOYIOIIUX TEPMUHOB M IPYTUX
TEPMUHOB MPUBEAEHBI B TeKcTe onucanus. [IOCKONBKY onpeneneHus He MIPOTUBOPEYAT MOHUMAHHUIO
ATHX TEPMHHOB CIIELUAINCTAMH B JAHHOM OOJIACTH TEXHUKH, OPA3yMEBAETCSI, UTO ONPEAEIeHHS He
UCKJIIOYAIOT OOINEeNPUHSIThIE 3HAYESHHUS STUX TEPMHUHOB.

buomaprep: B KOHTEKCTe JAHHOTO TOKYMEHTA TEPMUH «OMOMAapKep» OTHOCHTCS K BELECTBY
(nanpumep, OeNIKy UM HYKJIEHHOBOM KUCJIOTE), KOTOPOE MOYKHO MIPUMEHSITh B KAYeCTBE HHANKATOPA
3abosieBaHmsl, pUCKa pa3BUTHs 3a00JieBaHMs, CTATyCa HOCHTENs 3a0O0JeBaHUS WM OTBETOB HA
TEpaneBTHYECKOE BMeEIIATENbCTBO. Kak  mpaBWiio, TOIXOISIuil  Owomapkep oOnamaer
XapaKTEPUCTUKOM, KOTOPYIO MOKHO OOBEKTHBHO H3MEPUTH HJIH OLIEHUTh B KAUeCTBE MHAWKaTopa. B
HEKOTOPBIX BapHaHTaX peaji3aluy u300peTeHus OnomMapkep MpencTaBisieT coO0 OPraHuYECKYIO
OMOMOJIEKYJTy, KOTOpasi BBIOOPOYHO MPUCYTCTBYET B OOpasile, B3STOM y CyObeKTa C OJHHM
(eHOTUIHYEeCKUM CTaTycOM (HAmpuMep, HMMEIOLIEro 3a0oJieBaHKe), MO CPABHEHHIO C OPYTHM
(heHOTHIHYEeCKUM CTAaTyCcOM (Hampumep, He HMerollero 3abosieBaHue). buomapkep BrIOOPOUHO
OPUCYTCTBYET CpPEOM PAa3HbIX (PEHOTHIUYECKHX CTATYCOB, €CJIH PACCUMTAHHBIA CPEOHHUN WJIH
MEIMAHHBI YPOBEHb OKCIPECCHH OuoMapkepa B pasHBIX TPyINaxX SBISETCS CTATHCTHYECKH
3HaunMbIM. OOLIEeNPUHSATbIE KPUTEPHH IJIsl ONMPENEIeHUs] CTATHCTHUECKON 3HAUYMMOCTH BKJIIOUAIOT,
MOMHMO TIpouero, t-kputepuil, aucrnepcuonasii aHamm3 ANOVA, kpurtepnit Kpyckana-Yosmmca,
KpuTepuil YUJIKOKCOHA, Kputepuid MaHHA-YUTHH, KOIPQUIHEHT HECOIrJIacus, JIUHEHHBIH
JMCKPUMHHAHTHBIN aHAJIN3, KBaAPATUYHBIA TUCKPUMUHAHTHBIN aHAIN3 U MpUHIHN Ommkaimmx K-
coceneil. buomapkepsl, OOMH WM B KOMOWHALMH, OOECHEUMBAIOT ONMpEAeeHHEe OTHOCHTEIBHOrO

pHCKa TOro, 4ro CyOBEKT MMeeT TOT WiH HHOW (eHoTHmuueckuii ctaryc. CiaemoBaTeNbHO, OHH
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NPUMEHUMBI B KaUueCTBE MapKepoB 3a00JieBaHus (IHArHOCTHKA), TepaneBTu4yeckor 3¢ dexTuBHOCTH
JIeKapCTBEHHOT' O Ipenaparta (TepaHOCTHKA ) M TOKCHYHOCTH JIEKAPCTBEHHOTO IpernapaTa.

Konumpons: B KOHTEKCTE TAHHOTO JOKYMEHTa TEPMHH «KOHTPOJIb» MMeeT OOIIENPUHSTOE B
TMAaHHOH O0JIACTH TEXHHKH 3HAYEHHE CTAHAPTA, C KOTOPBIM CPABHHUBAIOT pe3ysbTaThl. Kak nmpasuio,
KOHTPOJI MCIOJIb3YIOT IJIs1 TIOBBILIEHHUS Y CTOTHI SKCIIEPHUMEHTOB MyTEM BbIJCJICHHSI TEPEMEHHBIX C
LIEJTBIO CIIENATh BHIBOJ B OTHOLIEHUH TAKUX MEPEMEHHBIX.

Jlepueamuszayus: B KOHTEKCTe MAHHOTO JOKYMEHTA «JIEPHBATHU3ALUS» O3HAYAET
KOMOWHUPOBaHUE MEPBOrO COEAMHEHUS! MM MOJIEKYJIBI M BTOPOTO MPEIOCTABIISIEMOrO B H30BITKE
COEIIMHEHUS UM MOJIEKYJIbI ITyTEeM MPHBEAECHUS IEPBOrO COSANHEHUS WM MOJIEKYJIbI B KOHTAKT CO
BTOPBIM COEIMHEHHEM HJIM MOJIEKYJION B YCIIOBHSIX, CIIOCOOHBIX OOECIEUNTh CBS3bIBAHUE MEPBOU U
BTOPOI MOJIEKYJT WJIM COEAWHEHWH, HampuMep, CTaOWIBHBIM WM MONycTabuibHbIM OOpaszom. B
KOHTEKCTE JAHHOTO JOKYMEHTA NepHBATH3MPOBAHHBIN 0Opasen o3Hauaer oOpasel, MOABEPrHYTHIH
stany nepuBatusanui. COOTBETCTBEHHO, B KOHTEKCTE JAHHOIO JOKYMEHTA «IepHBATH3UPOBAHHOEY
COeIMHEeHHEe WJIM MOJIeKYJia MPECTaBIsIeT COOOH COeMHEHNE UM MOJIEKYJIy, KOTOPOe CBS3aJIOCh C
INPEeJOCTaBJICHHBIM BTOPBIM COGJMHEHMEM WM MOJIeKyloi. B ciydae omHO3HAUHOTrO
IPENOCTABICHUS] KOHKPETHOTO BTOPOTO COEMHEHHSI HJTH MOJIEKYJIBI B OJJTHOM HJIH OOJIee KOHKPETHBIX
BapHaHTaX peain3alii H300peTeHus sl CIIELUATNCTOB B JAHHOW 00JIACTH TEXHHKH OUEBUIHO, UTO
NPUMEHSIEMOE B TAKUX BapHaHTAX peaM3allii H300pETeHUs qepPUBATH3HPOBAHHOE COENUHEHHNE HITH
MOJIEKYJIa, €CJIH He YKa3aHO MHOe, OyIeT OTHOCUTHCS K COSAUHEHHIO MIIH MOJIEKYJIe, CBSI3aHHOMY C
MPEIOCTaBJIEHHBIM BTOPBIM COEIUHEHUEM HITH MOJIEKYJION.

Pacwennamo: B KOHTEKCTE JAHHOTO HOKYMEHTA «PACIIEIUIATE» O3HAYAeT Pa3pylliaTh OIHY
Wi 0oJiee XUMUYECKHX CBsI3eH, IOCPENCTBOM KOTOPBIX COEAWHEHBI JBe MM OOJee COCTABIISIIOLIIE
YAaCTH COEAMHEHUS MJIH MOJIEKYJIBI, PH STOM pPa3pylleHne MPUBOIUT K pa3eeHUI0 ABYX Uin 0ojiee
U3 IBYX, WiH Ooyiee COCTaBHBIX uacTel. PacimenyieHne BKiIIOYaer, HampuMmep, (GpepMeHTaTHBHOE
paclienyieHre COeMHEHUs UITH MOJIEKYJIbI Iy TEM MPUBEISHHS COSMHEHUSI HJTH MOJIEKYJIbI B KOHTAKT
¢ hepmMeHTOM, CIOCOOHBIM PACIIENHUTh COSNUHEHNE HITH MOJICKYJTY.

Dppexmuenoe xonuvecmeo: B KOHTEKCTE NAHHOTO MOKYMEHTa TEPMUH «aghghexmusHoe
KOJIUYeCME0Y» OTHOCHTCS K KOJIMYECTBY COENUHEHHSI WK areHTa, JOCTATOUHOMY ISl OCYLIECTBIICHHS
ero mnpennosaraemoii(bix) uenu(eit). B koHTekcTe HAcTOsero u300peTeHus Leib(d) MOXKeT
3aKJIIOYAThCS, HAMpPUMEP. B MOIYJSIIHHA JKCIOPECCHH MO MeEHbIIed Mepe OAHOro Ouomapkepa
COTJIACHO M300PETeHHIO; W/UJIH B 3aMeJIEHUU WM MPEAOTBPALEHHH pa3BUuTHs CBsiaHHOrO ¢ [AT

NATOJOTMYECKOr0 COCTOSHHS, W/MJIH B 3aMeNJICHHH WJIM TPEKPAIleHHH MPOrpecCupOBaHUs,
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000CTpeHHUs HIIA YXYIIIEHHS CAMITOMOB CBs3aHHOrO ¢ ['Al"’ MaToOriyecKoro COCTOSHUS, W/UTH B
ociiabJIeHHK OJHOTO WM 0O0Jiee CMMIITOMOB, CBS3aHHEBIX CO CBA3aHHBIM ¢ I'Al’ maToJIOrM4YeCcKuM
COCTOSSHHEM, H/WJIH B OOJIErYeHHH CHMIITOMOB CBA3aHHOro ¢ I'Al’ maToJOrHuecKOro COCTOSHHS
H/WH B u3jedeHnu cBa3aHHOro ¢ A’ maToIornyeckoro COCTOSHHUS.

Depmenm: B KOHTEKCTe MAHHOTO HOKYMEHTAa TEPMHUH «(PEPMEHT» OTHOCHTCS K JIIOOOMY
Oenky, CIOCOOHOMY BHOCHTh W3MEHEHHS B OHOJOrHYECKOE COEIUHEHHE MOCPENCTBOM
KaTAJIMTHYECKOTO IeHCTBHSL.

Depmenmamusnas — akmueHocms. B KOHTEKCTE  HAHHOTO  JOKYMEHTa  TEPMHH
«pepMeHTATUBHASI AKTUBHOCTLY, «(PepMeHTHAsI aKTHBHOCTBY HMJIH €r0 rPaMMAaTHYECKUI SKBHBAJIEHT
OTHOCHTCS K OOIIMM KaTaJUTHYECKHM CBOMCTBAM (hepMeHTA.

Buioenennviii: B KOHTEKCTe AAHHOTO MOKYMEHTAa TEPMMH «BBIJEJIEHHBIN» OTHOCUTCS K
BEIIECTBY W/WJIH COENWHEHHIO, KoTopoe Obuto (1) OTmeneHo MO MeHbINEH Mepe OT HEKOTOPBIX
KOMITOHEHTOB, C KOTOPBIMH OHO CBSI3aHO B HCXOAHOM COCTOSIHUH ITOCJIE BEIPAOOTKH (B IIPUPOIE H/HJITH
B OKCIIEPHMEHTAJIBHBIX YCIOBHSIX), /WK (2) CKOHCTPYHPOBAHO, TMOJYUYEHO, MPUTOTOBIECHO H/HJIH
POM3BENIEHO YEIOBEKOM. BbIfie/ieHHbIEe BEIlecTBa W/WJIM COEAWHEHHS MOTYT OBITh OTIENIEHBI OT
okoj0 10%, oxoiio 20%, oxono 30%, oxono 40%, oxosio 50%, okoso 60%, okoao 70%, okoio 80%,
okoi10 90%, ox0110 91%, 0x010 92%, 0K010 93%, 0K0J10 94%, 0K010 95%, 0KOJIO 96%, OKOII0 97%,
0k0J10 98%, ok0510 99% unu 60see yem 0k0sI0 99% APyrux KOMIOHEHTOB, C KOTOPBIMU OHH ObLIH
W3HAYAJbHO CBS3aHBL. B HEKOTOPBIX BapHaHTAX peaM3allid H300pEeTEeHHs BbIIEIEHHBIE Ar€HThI
SBJISIIOTCS OUYHMILEHHBIME Ha OKoyio 80%, okomo 85%, oxosno 90%, oxomo 91%, oxono 92%, oxoio
93%, ok010 94%, 0k0J10 95%, 0KO0JI0 96%, 0KO0JI0 97%, 0KO0J10 98%, 0OKO0II0 99% UK OoJIEE UEM OKOJIO
99%. B KOHTEKCTE HNAHHOrO JOKYMEHTAa BEIIECTBO SIBJISIETCS «OUHINEHHBIM», €CJIH OHO B
3HAYUTEIBHOW CTENEHH CBOOOIHO OT APYrHX KOMIIOHEHTOB. B HEKOTOPBIX BapHaHTaX peaH3aIldd
U300peTeHus, KaK MOHSITHO CIEHAIMCTAM B TAHHOM O0JIACTH TEXHHUKH, BEIIECTBO MOKET CUUTATHCS
BBIJEJICHHBIM» WM JaK€ «OUHIIEHHBIM» IIOCJIE CMEIIWBAHUS C HEKOTOPBIMU JPYTHMH
KOMITOHEHTAMH, TaKMMH KakK, HalpuUMep, OOHH HJId OoJiee HOCHUTENEH HJIM BCIIOMOTaTelbHBIX
BellecTB (Hampumep, Oydep, pacTBopuTenb, BOAa W T.JA.), B TAKUX BapHaHTaX peaH3aliu
H300peTeHnsT TPOIEHT BBIAEIEHHS WM OUYMCTKH BEIECTBA PACCUMTHIBAIOT 0O€3 yuera TaKux
HOCHTENIEH WJIM BCIOMOTaTeNbHBIX BEIIECTB. B HEKOTOPBIX BapHaHTAX peau3alii H300peTeHus
BBIJIEJICHHE BKJIFOYAET Wi TpeOyeT pas3pylieHHs] KOBAJEHTHBIX CBsi3eil (Hampumep, it BbIAEICHHUS

JOMEHa IIOJHUIICITHAA H3 bonee JJIMHHOIO MOJIMIICIITHOA HA/Uaa JUIA BBIACJIICHUSA JJICMCHTA
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HYKJICOTHIHOW MOCJIENOBATEIbHOCTH U3 0OJjiee IJIMHHOTO OJIMTOHYKJIEOTHIA WM HYKJIECHHOBOM
KUCJIOTBI).

Humpamexanvhoe 66edenue: B KOHTEKCTE MAHHOTO NOKYMEHTA TEPMHH «HHTPATEKAIBHOE
BBEJICHHE» WJIM CUHTPATEKAJbHAS WHBEKUUS» OTHOCHUTCS K HWHBEKUHWH B IMO3BOHOYHBIA KaHAJ
(MHTpaTEKATbHOE MPOCTPAHCTBO, OKPY’KAIOIIEE CIHHHON MO3r). MOKHO MPUMEHSTh Pa3THYHBIE
METOAMKH, BKJIIOYAs, HO HE OrPAHUYHMBASCH O3THM, JATEPATBHYIO LEPEOPOBEHTPHKYIISIPHYIO
UHBEKIUIO Yepe3 TPEMAHALMOHHOE OTBEPCTHE MIIH MOCPENCTBOM LM CTEPHAIBHON UM JIIOMOAIBLHOM
OYHKIUH, WA TOAOOHBIX Mep. B HEKOTOPBIX BapuaHTax pean3aui H300peTeH s KHHTPATEKATLHOE
BBEJICHHE» WM HHTPATEKAJbHAs MOCTABKAa» B COOTBETCTBHH C HACTOSILINM H300peTeHHEM
otrHocutcs K UT BBeneHHIO WK TOCTABKE Yepes JIOMOATbHYIO 00JaCTh WK JTFOMOAJIBHBIN Y4aCTOK,
T.e. mombansaomy WUT BBemeHu:o wim mocraBke. B KOHTEKCTE DaHHOrO MOKYMEHTA TEPMHH
«romOanbHast O0JNACTb) WM «TIOMOAJIBHBIN Y4aCTOK» OTHOCHTCS K OONACTH MEXIy TPETbUM H
YeTBEPTHIM JIIOMOAJBbHBIMU (MTOSICHUYHBIMH) MO3BOHKamMHu u, Oosee TouHo, obOmactu L2-S1
[IO3BOHOYHHUKA.

Vposenv: B kOHTEKCTE NAHHOTO JOKYMEHTA TEPMHUH «YPOBEHbY» O3HAauaeT abCOJIIOTHOE WIIH
OTHOCHTEJIbHOE KOJIMYECTBO, KOHLIEHTPALUIO, YACTOTY MJIH UX KAUECTBEHHYIO HJIH KOJHMUYECTBEHHYIO
Mepy, WM BBIPAKEHHOCTh Ui M3MEPSEMOrO KauecTBa WM OOBEKTa, HApHUMEpP, MOJIEKYIIBI,
COEIMHEHMsI, THIA MOJIEKYJIBl MM COEIWHEHHs, TPYIIbI MOJIEKYJ WM COeNMHEHWi, (peHoTumna,
TEHOTHUIIA, CHMITTOMA, COOBITHS MJIH JPYTOro H3MEPSIEMOrO KauecTBa MM 00BEKTA.

Hopmanshoiti: B KOHTEKCTEe NAHHOT'O JOKYMEHTA TEPMHH «HOPMAJIBHBINY, MPUMEHSEeMbIN
BMECTE C TEPMUHOM «MHIUBUID HITH «CYOBEKT», OTHOCUTCS K HHANBH/IY WM TPYIIIIE€ HHIHUBUIOB, HE
HUMEIOLINX KOHKPETHOTO 3a00JIEBAHUS MIIH TATOJIOTHUYECKOrO COCTOSHUS M TAK)Ke HE SBJISIOLIMXCSI
HOCHTEIsIMA 3a00JIEBaHUS WJIM MATOJOTHYECKOrO COCTOSHHS. Takke B KOHTEKCTE IaHHOTO
NOKYMEHTA TEPMUH «HOPMAJIBHBINY YIOTPEOSETCS ISt KAUECTBEHHOM OIEHKH OHOJIOTHYECKOTO
npemnapaTa wix 00pasua, MOJIyYeHHOro OT HOPMAJIbHOTO HHMBH/IA WK CyOBEKTA WITH WHINBHIA HJTH
CcyOBbeKTa IUKOro TUIA, HAPUMED, K HOPMAJIbHBINA OHOIOrHUecKuil 00paser.

Obpasey: B xOHTeKCTe MAHHOTO AOKYMEHTa TEPMUH «oOpaszem» 0003HauaeT HEOOJNBIIYIO
YaCTh YEro-To, MPEAHA3HAYEHHYIO [UTS JEMOHCTPAIMH KAUeCTBa, MPUPOIBI WA KOJIMYECTBA OOBEKTA,
13 KOTOPOro oHa Oblia mosydeHa. TepMuH oOpaseln BKJIIOYAET JHO00M oOpasell, MOJyYEHHBIH U3
H000r0 HCTOYHUKA.

Jleuenue: B KOHTEKCTE MAHHOTO MOKYMEHTA TEPMUH «ieyeHuey (TAKKe «JIEUYUTh») B CAMOM

LIUPOKOM CMBICJIE OTHOCHTCS K JIFOOOMY BBEIEHHIO TEpameBTHUECKOro Oenka (Hampumep,
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JIM30COMATBHOTO (hepPMEHTA), KOTOPOE YaCTHUHO HITH IIOJTHOCTHIO OCNIA0JIsieT, yMEHbIIIaeT, 00Jieryaer,
HHTHOUPYET, 3aMeUIsIeT Pa3BUTHE, CHHYKAET TSHKECTh H/WJIM CHHYKAET YaCTOTY MOSIBJIEHUSI OIHOTO
wi Oojiee CHUMITOMOB WJIM TPU3HAKOB OIpPENEJeHHOro 3a00JieBaHUsi, HAPYLICHUS W/HIH
NaTOJOTMUECKOro COCTOsiHUS (Hampumep, cuHapoma Candmimnmo, cuapoma XaHtepa) Takoe
JIeYeHHEe MOYKHO OCYINECTBJIATh B OTHOIIEHWH CyOBbeKTa, KOTOPBI HE MPOSBISET MPU3HAKOB
COOTBETCTBYIOLLETO 3a00JI€BaHS, HAPYLICHHU S 1/HITH MATOJIOTHYECKOT0 COCTOSTHUS, U/UJIH CyOBEeKTa,
KOTOPBIH MPOSIBJISIET TOJBKO PaHHHE MPU3HAKH COOTBETCTBYIOIIETO 3200 I€BaAHMS, HAPYLIEHUS U/HITH
MATOJIOTUYECKOr0 COCTOSIHKS. B ajbTEpHATUBHOM MJTH JOMOJHHTELHOM BapHAHTE TaKO€ JICUEHUE
MO’KHO OCYINECTBJIATh B OTHOLIEHWH CyObEKTa, KOTOPbIH MPOSBISET OOWH WK OoJee
YCTAHOBJIEHHBIX MPU3HAKOB COOTBETCTBYIOIETO 3a00JI€BaAHMS, HAPYLIIEHHUS U/UJIH TATOJIOTHYECKOTO
COCTOsIHUS. B HEKOTOPBIX BapHaHTaX peaM3alliid H300pETEHHs JICUEHHE MOXKHO OCYIIECTBJIATH B
OTHOILIEHUH CyObeKTa, y KOTOPOro OBLIO JHATHOCTHPOBAHO COOTBETCTBYIOIEE 3a00JIeBaHUE,
HapyIIeHHE W/WJIK MATOJIOTHYECKOe COCTOsIHUE. B HEKOTOPBIX BapHaHTaX peajiM3allii U300peTeHHsI
JIUeHHE MOYKHO OCYIIECTBJISATh B OTHOIIEHHH CYOBEKTa, JJIsi KOTOPOrO M3BECTHO HAJMYKME OIHOTO
w Oonee (PaKTOPOB BOCIPUUMUKMBOCTH, KOTOPbIE CTATUCTHUYECKH KOPPETHPYIOT C MOBBILIEHHBIM
PHCKOM pa3BHTHS COOTBETCTBYIOIIErO 3a0O0Ji€BaHUs, HAPYIIEHUS W/HJIA TaTOJOTHYECKOTO

COCTOSAHUA.

KPATKOE OIIMCAHUE I'PAOUYECKUX MATEPHUAJIOB

Ha ®wur. 1 mnpencraBieHsl THIOBas adarpamMma W TaOiuna, HILIOCTpHpyomue A-
HeHacblleHHbie mucaxapuasl ['C, monydeHHble Tpu (EPMEHTATHBHOW JAEMOJIMMEPU3ALUU C
nomoIneto renapunas. O6mas crpykrypa mucaxapunos I'C. Jlucaxapua COAEPKUT FEeKCYPOHOBYIO
KHCJIOTY, CBSI3aHHYIO C TJIFOKO3aMHHOM mocpenctsoM o/f 1-4 rimkosumHoit cesizu. 4-5 A-
HEHACBILLEHHOCTh TEeKCYPOHOBOM KHCJIOTBl HE SIBJSIETCS NPUPOAHBIM IPU3HAKOM, & BHECEHA
MOCPEACTBOM SJIUMHHALIMOHHOTO Mexanu3ma pepmenta. [loka3anbl OObIUHBIE YYACTKH 3aMELEHUI
R1, R2 u R3. Ha ocHoBannu N-3aMelmieHus aUcaxapuiabl CTPYKTYPHO JIENATCSA HAa ABE KaTErOpwH, a
UMEHHO, N-Ccynb(aTupoBaHHbie U N-aleTHINPOBaHHbIE. B Ka)kIol KaTeropuu aucaxapuabl MOTYT
OBITH CyJIb(haTHPOBAHHBIMH IO Pa3HBIM F'HAPOKCHIIBHBIM aToMaM Kuciopoaa. Ciieayer OTMETUTb, UTO

IIS/IIS u ITA/IITA siBRstOTCS MO3MLMOHHBIME H30MepaMu B OTHOLIEHUH O-Cysib(aTHBIX MO3ULIUH.

Ha ®ur. 2A u 2B npencraBiieHbl THIOBbIE OUarpaMMbl W rpaduK, HIUTFOCTPUPYIOIIHE

BOCCTaHOBHTEIbHOE aMuHupoBaHue mucaxapunoB I'C 4-Oyrtmnanmmmaom (4-NBA). Ha @ur. 2A
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MpeNCTaBlieHa AuarpaMMma, WJUTIOCTPUPYIOIAs XHUMHYECKYIo CTpyKTypy 4-NBA wm ero Bepcun,
MeueHol uzotonoM >C, mpuMeHseMoil 11 MoNydeHusl BHYTPEHHUX AUcaxapuaHbIX cranaaptos. Ha
®ur. 2B npencraBieHsl quarpaMma u rpapuk, HLTFOCTPUPYIOLIHE, YTO BOCCTAHABIMBAIOIINN KOHELl
Iucaxapuia HaxXOOUTCS B PAaBHOBECHH MEXIY 'MIPOKCHIIBHOM M albAeruaHoN rpynmnoi. Bo Bpems
BOCCTAHOBHTEJILHOTO aMHHHPOBAHUS NepBUYHbI amMuH 4-NBA J5erko BCTymaer B peakuuio C
anbIeruoM Cc oOpa3oBaHHEM KOBAJEHTHOW HMHHHOH CBsi3H. VIMHHHYIO CBSI3b JOMOJIHHUTENBHO
BOCCTAHABJIMBAJIM BOCCTAHABJIMBAIOLIMMHE ar€HTaMH, YTOOBI OJYYUTh OoJiee CTAaOMIIBHYIO AMUHHYIO
CBsI3b. Macc-CIIeKTp BBICOKOTO pa3pelleHus MoKa3ajl HaJu4yhe OJHO3apsSOHOr0 Penpe3eHTaTUBHOIO

mucaxapuna (IIS) Hapsay ¢ BHYTpEeHHUM CTaHIAPTOM, KOTOPBIN ObLT Ha 6 Jla Tsokernee.

Ha ®wur. 3 npencrasneHa cepusi THIOBBIX rpadukos, wutroctpupyomux XXX/MC pasnenenue
meuenbix 4-NBA mucaxapumor I'C ¢ momompio C18 obparnenno-hasoBoit xpomartorpaduu.
IloxazaHbl 1IECTH KOMMEPUYECKH NOCTYIHBIX AMCAXAaPUAOB, MPEACTABISIOIINX PACIPOCTPAHEHHBIE
Buzpl, noiaydennsie npu pacierieHnn I'C u3 LCXK naumentoB ¢ cungpomom Candummnmo A.
Paznenenune ocyuecTsisuin KOpOoTKUM MeTonoM KX B TedueHue nseHannatid MuHyT. M3omepusie N-
cynbdaruposannsie aucaxapuapl IIS u IIIS sBisIOTCS MONHOCTRIO pa3feNeHHBIMU. AHAJIOTHYHO, C
MOMOIIBIO 3TOH M1aThOPMBI MOTYT OBITh paszaesensl N-anetunpoBaHabie usomepsl ITA u IIIA (ue

MOKa3aHo).

Ha ®wur. 4 npencraBneHa TumoBas AWarpaMma, HJUTFOCTPHPYIOIIAS STaIlbl MPOLEIypPbI

NPUTOTOBJIEHUST O0PA3LIOB.

Ha ®wur. 5 npencraBieH THHOBOH rpaduK, WUTFOCTPUPYIOIIHN CYTOYHYIO JMHEWHOCTh H
JOCTOBEPHOCTh KaJTMOPOBOYHOW KpUBOHM st aucaxapuaoB. UToObI MOCTPOHTH KaJTHOPOBOUHYIO
KPHUBYIO, TOTOBIJIM CMEChH C ONpPEIEJIEHHBIM COOTHOLIEHHEM WIECTH AUCAXapPHUAOB U BHOCHIH €€ B
NpeaHa3HAYeHHYIO Il MeYeHHs MaTpuny. Mcnomp30Baii BOCEMb OTJIMYHBIX OT HYJISI CTAHAAPTHBIX
(CTH) yposHeii koHUeHTpalmu cMecu B auana3one oT 0,1 MmxM 1o 50,0 MkM B IBYX MOBTOPHOCTSIX.
CTA1 nunpencrasnser HIIKO anammza. I[lomyyanmm KpHUBYIO HAMJIyYIIETO COOTBETCTBHS,
OIMUCHIBAIOIIYID COOTHOILIEHHE MEKIAy HOMHHAJIbHOW KOHIIEHTpAlMeld KaJuOpaTOpOB U OTBETOM
nerektopa. Ha ocu Y mpencraBieHbl oOIMHe OTBETHI LIECTH AUCAXaPHIOB, HOPMHUPOBAHHBIE
OTHOCUTENBHO X lcrn. JIMHEHHOCTE COOTHOIIEHHUS MOATBEPKAANIACE KOI(PPHILUEHTOM KOPPESILHU

R?=0,99.
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Ha ®ur. 6 npeacrasnen Tunosoii rpaduk, wutroctpupyromuid yposau ['C B LICXK naunenTos
¢ cuaapomom Canpwmunno A mo CcpaBHEHHIO C KOHTpojeM. KOHTposnbHblE 00pasmbl ¢
koH1eHTpauusiMu I'C MeHbLIIe HUKHETO pefesia KOJIMYECTBEHHOTo onpeneneHus (n = 53) Ha rpaduk

HEC HAHOCHJIU.

Ha ®ur. 7 npencrasiied TUIIOBOW rpaduk, WUTFOCTPUPYIOIIUN H3MEHEHNEe B KOHIIEHTPALUH
I'C B HCXK mnocire UHTpaTEeKaJIbHOrO TMPHMEHEHUs (PEepPMEHTO3aMECTUTEBHOW Tepanuu

pekOMOMHAHTHOH renapan-N-CyJib(haTa3ol B OTHOLIEHHH NALHEHTOB ¢ cuHApoMoM Candumunmo A.

Ha ®ur. 8 npeacrasnen Tunosoii rpaduk, wutroctpupyromuid yposau ['C B L{CXK nmauuenTos
C CHHIPOMOM XaHTepa IO CpaBHEHHUIO ¢ KOHTposieM. KoHTposbHbIe 00pa3sie! ¢ kKoHueHTparusmu ['C

MEHbIIIE€ HIKHETO TPeeia KOJIHYeCTBEHHOro onpenenenus (n = 53) Ha rpaduk He HAHOCHITH.

Ha ®ur. 9 mpencraBieHa TUIOBas AMarpaMma, WJUTIOCTPHUPYIOLIAs —pachpencsieHrne

BKJIIOUCHHBIX B HCCJICJOBAHHUEC MMATUCHTOB.

Ha ®ur. 10 npexacrasied Tunooii rpaduk, mwumoctpupyromuii konnentpaunu I'AIT B [ICXK
B 3aBHCHMOCTH OT BO3pacTa U KOTHUTHBHON (yHKIMH (hapMakoAUHAMHUECKAs TPyNna). BenuunHel
MeHbLIIe HUKHEro npeznena xosmuectBeHHOro omnpenenenus (HITKO) Obin 3aMeHEHbI BETUYMHON

HIIKO.

Ha ®wur. 11 npencrasieH Tumnosoii rpaduk, wumroctpupyromuii konentpamun Al B LCK
nanueHToB ¢ cuHApoMoM Canumunmo A, KOTOPBIX JIEUWIH PEKOMOHMHAHTHOW 4YeJIOBEUECKO

remapan-N-cyiab(haTa3on.

HOAPOBHOE OIMMCAHUE CYIIIHOCTU U30OBPETEHUA

B Hacrosiiee u3o0pereHrne BKIIIOYEHBI CIIOCOOBI M KOMIIO3UIMK JUIsS OTNPENEIEHUsT YPOBHS
omHoro win Oonee rimkosamunoriukanos (IAI'). Hekoropeie I'Al, Hanpumep, remnapancynibdar
(T'C), He SIBIAIOTCS OJHUM COEAMHEHHEM, a CKopee HaDOpPOM pOACTBEHHBIX MOjiekys (Mojnekyn ['C
I'AT’), uMeromux B HEKOTOPBIX CIIyUasX PasHyK MOJEKYJSIPHYIO Maccy. B pasjuuHbIx BapuaHTax
peasm3anuu u300peTeHust CIOCO0 MOMKET BKIIIOYATH OSTambl (DEPMEHTATHBHOIO DPACIIEILIEHHSI
Ouonornueckoro obpasua (Hampumep, Ouosiornyeckoro obOpasua, coxmepkamero ['Al) s
NOJIyueHHs] PACIIENJIeHHOr0 OHOJIOTHYeCKOro o0pa3ia u  MHOCHEAyIOlleld IepuBaTH3ALUH

paciiemnyieHHoro Ouojoruueckoro obpasua. Ilocne nepuBaTH3alMUd MOKHO MPOBOAWTH AHAJN3
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obpasua, 4ToObl HIEHTH(HLUHUPOBATH COENUHEHHs, MPUCYTCTBYIOIIME B JIEPUBATU3UPOBAHHOM
oOpasite, mMpu 3TOM HIAECHTH(HUIUPOBAHHBIE COENWHEHHS MPSIMO HJH KOCBEHHO OOECIEYUBAIOT
olpeseneHre ypOBHSI OIHOrO WM Oosiee TIIMKO3aMHHOINIHKAHOB. COOTBETCTBEHHO, B PA3jIMYHBIX
BapHAHTaX peasn3alii B N300peTeHHH MPeIOKEeH CIoco0 onpeeneHns YpOBHs OJHOTO WK Oosee

I'AT (manpumep, I'C) B oOpasiie, BKIIOUAIOLIHIT STANbl PACLIETJICHHS], IEPUBATH3ALUN U aHAJINA3A.

B Pa3IMYHBIX BapuaHTax peaji3alluid HAaCTOAIIECTO H306peTeHI/I$I AHAJIN3 BKJIIOYACeT OAUH HJIH
60.]'[66 JTanoOB pasaCJ€Hus U OOWH HJIU 60J1ee 3TaloOB BBIABJIEHUS. B O6H_[eM ciiydac pasacCiiCHUuE
MOJKET BKIIKOYUATH PA3JCJICHUEC TaKUMU METOJaMHU, KakK XpOMaTOFpa(bI/ISI, I CXOXXKHMMH METOOAMH,
U3BCCTHBIMU B I[aHHOﬁ O6J'IaCTI/I TCXHUKH. B O6H.IEM CJiyda€ BBIABJICHUEC MOXKET BKJIHOYATH TAKUE
METOJbI, KaK MaCC-CIICKTPOMETPHUSI. COOTBeTCTBeHHO, B HEKOTOPBIX KOHKPETHBIX BapHaHTax
peanm3ani H300peTeHHe BKIIIOYAET Croco0 omperneneHuss ypoBHs omHoro uiu Oonee I'AI B

o6pa3ue, BKJ'IIOLIaIOU_II/Iﬁ STanbl PACIICIVICHU, ACpUBAaTH3aIU U, PA3ACJICHNUA U BbIABJICHUA.

B pasmuuHBIX BapHaHTAX peajM3aliil HACTOSIIEro H300peTeHHss OHOJIOTHUECKUit 00paser
rOTOBST Ui (PEPMEHTATUBHOrO pACIUEIUICHHsST METOAOM O3KCTPaKUUH. B pasnuyHbBIX BapHaHTax
peasm3anii HACTOSIIEro H300peTeHus: OUOIOrnUecKuii oOpasen roToBAT (Hampumep, rOTOBST IS
(epMEHTATUBHOTO PaCIIEIUIEH s, IEPUBATU3AIMH, PACIIEIJIEHHS C MOCIEAYIOIIEN epuBaTH3AHEN
WM JEPUBATU3ALMM C TOCIEAYIOMUM PACUIEIUIEHHEM) METONOM JKCTPAKIMH. B  pasiuyHbIX
BapHaHTaX pPeajM3allyd HACTOALIEr0 HW300peTeHuss OMOoJoruueckuii odpaser; roToBiT (HAIpHUMeE,
TOTOBST isi (DEPMEHTATHBHOrO pACIIEIUIEHHS, NEPUBATHU3ALMH, PACIIECIUIEHHS C MOCJEXYOIEH
HepuBaTH3AIMeNd WM NEPUBATH3AIMH C TOCIENYIOMIUM DPACIIEIUIEHHEM) METOIOM JKCTPAKIHH C
nocienyomumM obecconuBanreM. Hampumep, KIMHUYECKHH OOpaser] MOXKeT ObITh MOJYYeH OT
omHOTro Mtk Oosiee manuenToB, a ['Al” MoskeT ObITh BbIIEJIEH 3 KIIMHUYECKOTO o0pasia. B HekoTophIx
clydasix IPOAYKT, MOJIYYEHHBINH TAKOW KCTPaKIue, sBisieTcst odeccoeHHbIM. COOTBETCTBEHHO, B
HEKOTOPBIX KOHKPETHBIX BAapPHAHTAX PEAJM3ALUH H300PETEHHE BKJIOUAET CIOCOO ONpenesieHHs!
ypoBHsi oxHoro i Oonee AT (manpumep, I'C) B oOpasue, BKIIOUAOMUNA 3Tambl 3KCTPAKLUH,
pacCcliCiijiCHuA, JCpUuBaTU3alU, Pa3aACIICHUSA U BBEISIBJICHHS. KpOMe TOro, B HCKOTOPBIX KOHKPETHBIX
BapUAHTAX PeATU3aIMK U300peTeHNsI M300PETEHNE BKITFOUAET CIIOCO0 OMpPENeieHUsT YPOBHSI OHOTO
umn Oonee I'AI' B 0o0Opasile, BKJIIOYAIOIIHI 3Tambl 3KCTPAKIHH, O0ECCONMBAHMS, PACIIETUICHHUS,
ACpuBaTUu3aluu, pasaCjICHUs U BbISABJICHUS. .HIO6I:IG JABa Uk 60J1ee U3 3THUX 3TAaIllOB MOKHO IPOBOAUTH
B 000N TOCJIENOBATENFHOCTH, BKJIFOUAsh KOHKPETHBIE BAPHUAHTHI PEANU3AlUH H300pPETEHHS,

BKJTIOUAOIIKE JIIOObIE ABa WM OOJiee TUX HTAMOB, B KOTOPHIX KOMOWHAIIUS BKJIIOYAET KOHEUYHBIN
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JTamn aHajns3a, IMOCKOJIBKY 3a 3TallOM aHaJliu3a Heo0A3aTENBHO CJIenyer I[OHOJ'IHPITGJ'II:HI:Iﬁ oTar,
BLI6paHHLIﬁ N3 3THUX 3TallOB, WKW, KOHKPETHEC, KOHEUHBLIN 3Tall BBIABJICHUS, IMTOCKOJIBKY 3a 3TallOM

BBISIBJIEHHS HEOOA3aTENBHO caenyer I[OHOJ'IHHTGJ'II:HI:IFI JTaIl, B]:I6p3HHI:II>i N3 3THUX 3TAIIOB.

B pasnuuHbIX BapHaHTaX peaM3aliu COCO0 COTJIACHO HACTOSIIEMY H300PETEHHIO MOJKHO
NPUMEHSITh JJIs1 OTCJIEKUBAHHS TPOrPECCHPOBAHUS 3a00JIEBAHUS MJTH MATOJOTHYECKOTO COCTOSIHHS
nyTeM OTCleXuBaHus ypoBHs ogHoro win Oonee Al (mampumep, I'C) umm onHoro uimm Gosee ux
KOMIIOHEHTOB. B oOmnpeneneHHbIX BapuUaHTAX peIM3alUd CIOCO0 COTJIACHO HACTOSIIEMY
U300pETEeHUI0O MOXKHO TNPUMEHSTh Ui OTCIIEKHMBAHMS ~ YPOBHS  OOHOrO WM  Oojee
TJIMKO3aMHHOTJINKAHOB UJIH OJTHOT'O MJIM 0OJiee MX KOMIIOHEHTOB y CyOBeKTa, Hampumep, cyOnekTa,
NPOXOSIIEro JIeUSHHE TEePaleBTHUECKUM areHTOM. B OmpeneneHHBIX BapuaHTaX peaii3aliu
Croco0 COrJIaCHO HACTOSIIIEMY H300PETEHHIO MOYKHO IPUMEHSITE IJIsl OTCIIE)KHBAHUS YPOBHSI OHOT'O
win OoJiee rIIMKO3aMUHOTIIMKAHOB WJIA OJHOTO MK 00Jiee HX KOMIIOHEHTOB Y CyOBEKTa, Y KOTOPOro
OBLTO MMArHOCTHPOBAHO HAJIMYME WJIM KOTOPBIA MOABEP)KEH PHUCKY HAJIMYHS MATOJIOTHYECKOTrO
COCTOSIHHSI, CBSI3AHHOTO C KJIMHUYECKH 3HAYMMOW MOIYJISILIMEN WM HApYIIeHHEM OallaHCca ypOBHS
omHoro wiu Oonmee I'Al' wmnmm omHoro wmim Oojiee WX KOMIOHEHTOB (cBszaHHOro ¢ LAl
naToJOruueckoro cocrostius). Ceszannbie ¢ Al maTosiorHyeckre COCTOSHHS —BKIIIOYAIOT,
manpumep, MIICI, MIICII, MIICITA, MIICIIB, MIICIHIC, MIICIIID, MIICIVA, MIICIVB,
MIICVI, MIICVII u MIICIX (Bxmrouasi, Hanpumep, CanA u CauB), a taxke cunapom Xanrepa. B
OIpeNeNeHHbIX BapUAHTAX peaJM3alUd CIOCO0 COTJIAaCHO HACTOSIIEMY H300PETEHHUIO MOKHO
OPUMEHATh Ui OTCIEKUBAHUS YPOBHS OTHOrO WM OoJiee TJIMKO3aMHHOTJIMKAHOB HJIM HUX
KOMIIOHEHTOB (HAmMpUMep, COCTABJISIIOIINX IHCaXapuaoB) y CyOBekTa, y KOTOPOro ObLIO
QMAarHOCTUPOBAHO HAIMYME WM KOTOPBIH MOABEP)KEH PHCKY HAJIW4Ms JIM30COMHON OO0JIe3HH
HaKOTIeHHsT WK CBsizaHHOTO ¢ ['Al’ maTtoNornyeckoro COCTOSHUS, KOTOPOE MPEACTaBisseT coOoit

JIU30COMHYIO 0O0JIE3Hb HAKOIUIEHHUSI.

B HekOTOpBIX BapHaHTAaX peaJM3aldd CIOCO0 COrJIACHO HACTOSIEMY H300pEeTEHHIO
NPUMEHSIOT IJIsl ONPENEesieHUs YPOBHS OHOTO Wi OoJiee MIMKO3aMUHOTJIMKAHOB UJIH OJHOTO WJIH
Oonee WX KOMIIOHEHTOB Yy CyOBEeKTa, HMEIOIIEr0 MaTOJIOTHYECKOE COCTOSIHHE, CBS3aHHOE C
HapylleHHeM OajlaHca TJIMKO3aMUHOTJIMKAHOB. B OmpeneneHHbIX BapHaHTax pean3alud Crnocod
COTJIACHO HACTOSALIEMY U300PETEHHIO MPHUMEHSIOT B COUETAaHHH C TOMOJIHUTENLHBIM KPUTEPUEM HITH

ouomapkepoM, Hampumep, OuomapkepoMm cBsizaHHOro ¢ I['Al’ MaTOJOrMYECKOro COCTOSHUS,
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HanpuMmep, KadCeCTBECHHBIM HWJIM KOJUYCCTBCHHBIM 6I/IOMapKepOM HaJInuus, AKTHBHOCTH HJIH

nporpeccupoBanusi CBa3aHHOTO ¢ I'Al’ maToIOrmyeckoro COCTOSHUS.

B pasnuuHBIX BapuMaHTaxX pean3alfH CIIOCO0 COIJIACHO HACTOSIIEMY H300peTeHUIO
NPUMEHSIOT IJIs1 ONPENesieHUs YPOBHS OHOTO Wi OoJiee MIMKO3aMUHOTJIMKAHOB WJIM OJHOTO WJIH
Oonee WX KOMIIOHEHTOB Yy HWHIMBHJA, MPOXOMALIEr0 JIEYEHHE MNATOJOTHYECKOrO COCTOSIHHUS,

Hanpumep, cBsa3aHHOro ¢ I'Al’ maTosornueckoro COCTOSIHUSL

B HekoTOpBIX BapHaHTAX pPeATH3aLUH CIIOCOO COIJIACHO HACTOSIIEMY H300PeTeHUIO
NPUMEHSIOT AJI1 AUArHOCTUPOBAHHUS MATOJIOTHUYECKOrO COCTOSHUS, CBSI3AHHOTO C HapylIeHUueM
OanaHca ypoBHsS OAHOrO WM Oojiee TIMKO3aAMHHOIIMKAHOB IO CPABHEHHIO C aOCOIOTHBIM HIIN
OTHOCHTEJIbHBIM CTAHJAPTOM, TAKHM KaK YPOBEHb OJHOrO MM 0oJiee TIIMKO3aMHUHOTIHKAHOB HIIH

apyroro OuoMapkepa Ui OUOJIOrHYECKON MOJIEKYJIBL.

Paznuynble BapHaHThl peaNH3aliH CIHOCOOOB M KOMIIO3HIMH COTJIACHO HACTOSIIEMY

u300peTeHnto Oosiee moAPOOHO OMMUCAHBI B TAHHOM JIOKYMEHTE.
Oopasusl

B HaCTOsSIIEM I/I306peTeHI/II/I NpeaIOKEHBI, IOMHMO IPOYEro, CHOCO6I>I U KOMIIO3UIIUU IOJIs1
ONpeneNeHrss yYPOBHS OIHOTO WM OOJiee TIMKO3aMHHOTJIMKAHOB WJIM OJHOrO WM 0Oojiee HX
KOMITOHEHTOB (HAampuUMep, COCTABJSIOIIMX UCAaXapuaoB) B oOpasime. B KOHTekcTe MaHHOTO
IOKYMEHTa TEPMHUH oOpasen BKIOYaeT oOpasel, MOJyYEHHBbIH HM3HAYAJIBHO, a TaKXkKe JHoObIe
MOJIYYCHHEIC ITO3’KE BaApHUAHThEI HJIK YaCTHU 3TOrO 06pa3ua, IMMOJIYYCHHEIC IMO3’KE€ BaApUAHTEI UJIK YaCTH,
NOJIyUYeHHBIE U3 3TOr0 o0pasia, HampuMep, C MOMOLIBIO PAa3JIUYHBIX JTA0OPATOPHBIX MPOLEAYD,
no0aBieHUsT BEIECTBA, YAAJTIEHHUs BEIECTBA, MOAU(DHUKAIINH KOMIIOHEHTOB U T.JI., BKIIKOUas JIIOObIE
U3 MHOJXECTBA OTAMOB COIJIACHO HACTOSIIEMY H300peTeHni0. B ompeneseHHbIX BapuHaHTax
peanuzanui H300peTeHus oOpaser mpeacrapisier co00l 00bEeTUHEHHBIH KOMIIO3UT W3 MHOXKECTBA

00pasIioB.

B KOHKpPETHBIX BapHAHTaX pPEAJM3alUd HACTOSIIEr0 M300peTeHus oOpaser MpencTaBisier
coboit Ouonornueckuii obpasen. buonoruueckuit oOpasen MOXKET MPEACTABIATH COOOM OO0
oOpaserr, BKJItOUass 00beM ONHOM Win OoJiee KJIETOK, OQHOW MM OoJiee TKaHEW, OOHOW Wi Oojee
JKHJIKOCTEH OpraHu3Ma, OJHOH Wi OoJiee MOJIEKYJI HIJIM OMHOIrO HIIM OOJiee BEIIECTB, MOJyYEHHBIX

HJIA IPUBEACHHBIX B KOHTAKT C JKHBBIM Cy6’LeKTOM, Hanpumep, 4€JIOBEKOM.
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B KOHKPETHBIX ClTydasix OMOJOrHYeCKuii 00Opasell MpeacTaBisieT co0oM nepedpOCIUHATBHYIO
JKHIKOCTB WJIM €€ KOMITOHEHT. B KOHKPeTHBIX cilydasx Onosorndeckuii obpaser mpencrapiser codoit
KPOBb HJIH €€ KOMIIOHEHT. B KOHKpeTHBIX Ciiyuasx Ouosiornyeckuii oOpasew mpencraBiser coboit
I1a3My WJIH €€ KOMIOHEHT. B KOHKPeTHBIX ciiy4asix OMoiorndeckuii odpasen mpeacTaBisieT coboit
MOUYy WM €€ KOMIIOHEHT. B KOHKPeTHBIX ciy4asx Oumoyiormyeckuii oOpasen mpenacrasiisier coboit
(dekanipHYIXO MacCy WIH €€ KOMIIOHEHT. B KOHKpEeTHhIX cCiydasx OHOJIOrH4eckuil obpasen
NpencTaByisieT COOOW CIIOHY, JKUAKOCTH, IOJYYeHHbIE M3 TMOJOCTEH OpraHu3Ma, >KHAKOCTH,
MNOJYUYCHHBIC U3 CyCTaBOB, CJIC3bl MJIM UX KOMITOHCHTHI. B KOHKPETHBIX ClIydasaXx 6I/IO.]'IOFI/ILIeCKI/II‘/'I
oOpaser; mpeacTapiseT cOOOH TKaHEBBIH MaTEpHal, TAKOH Kak OOpasell, MOJyYeHHbIH ¢ MOMOIIBIO
Ouoricun TkaHu. TkaHEBBIH MaTepHal MOXKET OBITh MOJy4YeH H3 JIIO0OW TKAHW, HW3BECTHOMN
CIELUAIICTAM B JAHHON O0JIACTH TEXHUKH, BKJIIOUAs], HATIPUMED, JIIOOYIO OIHY WK Oojiee TKaHb U3
TKaHU TOJOBHOI'O MO3ra, TKaHW IOYKH, TKAHWU IE€YEHH, TKAHU JIETKOro, BOJIOC, HOTTEW, TKaHel
PENPOAYKTHBHBIX OPTraHOB, KOXKH, CYXOXKHJIMH, XPSIIed WM XPSUIEBbIX TKaHEH, COeIUHUTEbHON
TKAHH, CJIH3HCTOW OOOJOYKM KHINEYHWKA WA MBIIEYHOH TKaHW. [IpuMepsl MOAXOSIINX
OuoornuecKnx o0pa3oB BKIKOYAKOT, HO HE OTPAHUYHBAIOTCS ITHM, CHIBOPOTKY, MOYY, KaJl, CJIIOHY,
AMUAEPMANBHBIA 00pasel, pOTOBOIl Ma30K, CIepMy, KYJIbTUBHPOBAHHBIE KJIETKH, KOCTHBIH MO3T,
COCKOD M3 POTOBOM MOJIOCTH, MYTIOBUHHYIO KPOBB, 00pa3el XOpHuaJbHbIX BOPCUH, KYJIBTYpPy 00pa3oB
XOpHaJIbHBIX BOPCHH, OKOJOIUIOAHYIO JKUIAKOCTH, KYJIBTYPY OKOHOHHOHHOﬁ KU OKOCTHU I/I/I/IJII/I

TPAHCLEPBUKAIBHYIO MPOMBIBHYIO KUIKOCTE.

Taroke B KauecTBe OHOJOTHYECKUX OOPA3LOB MOXHO HCIIOJB30BATh KJIETOUHBIE KYJIBTYPBI
JIOOBIX OHOJIOTMYECKHUX O0pas3loB, HAMpPUMEpP, KYJIbTYpbl OOpa3LOB XOPUAIbHBIX BOPCHH H/HJIH
KYJIBTYPbl  OKOJIOIUTOMHOM JKUIAKOCTH, TakKWe Kak KyJbTYypel aMHHONMTOB. Ilomxopsiuue
Ouosyoruueckre o0pasibl MOKHO MOJYYHTh HA TAKUX CTAIHAX PA3BUTHS, KAK SMOPHOHBI, MOJIOMBIE
JIFOMIM, B3POCIbIe JOa (HampuMmep, OEpeMEHHbIE KEHIMUHBI) U T.7. Tak:Ke MOXHO HCIOJIb30BATh

(UKCHPOBAaHHBIE WK 3aMOPOKEHHBIE TKAHH.

Buonornyeckue o0Opasibl, MOIXOIAIIME I H300pETEHHs, MOTYT MPEACTABIATh COOOM
CBEXHE WM 3aMOpPOKEHHBbIE O0Opasilbl, MOJYYEHHBIE OT CyOBEKTa, MJIM apXUBHbIE OOpPa3Ibl C
H3BECTHBIM JMATHO30M, JIEYEHHEM W/MIIH UCTOPHEN pe3ybTaTOB. bruosnornyeckue o0pasiisl MOKHO
MOJIy4aTh JIIOOBIMH WHBA3WBHBIMH WJIM HEMHBA3HMBHBIMH CIOCOOAMH, TAKUMHU KaK, HApUMep, 3a00p
HCX unu xpoBH y ManMeHTa WK ACTHPAIIHOHHAS HJIA MYHKIIMOHHASI OHOTICHS C MTOMOIIBIO TOHKOH

UTJIBL, HJTH XUPYpPrudeckasi Ononcus.



10

15

20

25

30

19

B omnpeneneHHbIX Cliy4asx CyOBEKT COrJIACHO HACTOSINEMY H300PETEHHIO, HAIPHMED,
CYOBEKT, OT KOTOPOr'O MOJyYarOT 00pasel, SBISETCS KUBOTHBIM. B KOHKPETHBIX CiIy4astx CyOBEKT
COTJIACHO HACTOSIIIEMY H300PETEHHIO, HAMPUMEDP, CYOBEKT, OT KOTOPOro MOJydaroT oOpaserl,
SBIIIETCS MJIEKONMTAIOIIMM. B  OmpenesieHHbIX Clydasx CyOBEKT COrjlaCHO HAaCTOSIIEMY
H300PETEHUIO, HANPUMED, CYOBEKT, OT KOTOPOrO MOJy4YarOT OOpasell, SBISETCS YEIOBEKOM HITH
OTJIMYHBIM OT YejioBeka mpuMatoM. CyOBeKT TakyKe MOXKET OBITh KMBOTHBIM, TAKMM Kak coDaka,
KOIIIKA, KOpPOBa, JIOIIadb, KO3a, KypHIa, CBHHbS, ntuua win peida. CyObekT MOKeT ObITh
BETEPUHAPHBIM KMBOTHBIM, CEJIbCKOXO3SMCTBEHHBIM >KUBOTHBIM HIJIH >KHBOTHBIM-KOMITAHEOHOM.
CyOBekT MokeT ObITh YeJOBEKOM, KOTOPBI TOYHO uMmeeT cBsizaHHoe ¢ I'Al’ martomormueckoe
COCTOSIHHE, ¥ KOTOPOr'0 AMArHOCTHPOBAHO CBsi3aHHOE ¢ I'Al’ maTosoruueckoe COCTOSIHHE, KOTOPBIi
UMeEET PUCK HauuKs CBA3aHHOro ¢ ['Al’ maToIoruyecKkoro COCTOSHUS MIJTH KOTOPBIM HYKIAETCS B
IMarHOCTHPOBAHUH B OTHOIIEHUH CBs3aHHOrO ¢ I'Al" matomoruueckoro cocrostuust. CyOBeKT MOXKET
ObITh MHAMBHUIOM, HYKIAIOIIMMCS B JIeUeHHH CBsizaHHOrO ¢ I'Al’ maToJoruveckoro COCTOSHHS.
CyOBexT MOKET ObITh WHIMBHUIOM, MPOXOIAIIMM JieueHne cBsizaHHOro ¢ ['AIT matonoruyeckoro

COCTOSAHMUA.

B pasnuuHbIX BapHaHTax peaju3aluu U300pereHust o0paseln Wi OMOJOrHYecKuii odpasell
MOJKET COIEP/KATh MJIM MOKET OBbITh CMeliaH ¢ jaboparopHsiMu peareHTamu. Hampumep, obpasen
Wi OMOJNIOTHYECKUi 00pasen MOKET BKJIOUaTh 0Opasell, M3HAYaIbHO MOJIyUYEHHbIH OT CyOheKTa, B
KOM6I/IHaL[I/II/I C OOHUM HJIn 60nee KOHCCpBaHTaMH, BCIIOMOTI'aTCIIBHBIMHA BeIIECCTBAMU,
pasbaButensiMu, OydepamMu wiM JOOBIMH areHTaMH, KOTOPble OOJIErdaroT aHajiu3 oOpasima B

COOTBETCTBHH CO CITOCOOOM COIIACHO HACTOALIEMY I/I?>06peTeHI/IIO.

O6pasipr AT uni ©X KOMIIOHEHTOB (HAMpPUMED, COCTABISIOLINX IHCAXapHIOB) COTJIACHO
HACTOSIIIEMY H300PETEHHUI0 MOTYT OBITh MOJYYEHBl W3 PA3JIMUYHBIX HMCTOUYHHKOB, H3BECTHBIX
CMEeUUaINCTaM B JAHHOW OOJACTH TEXHHWKH, BKJIKOYAs METYIIWHBIE WJIH KypUHblEe TPeOHU WM

CKOPJIYITY SIMII, HAIPUMEP, CKOPIAYNY KYPHHBIX SIHII.

B pasnuuHBIX BapuaHTAaX peANM3alMHd HACTOSINEr0 W300peTeHus o0paser MOKHO
o0OpabaTbiBaTh JIIOOBIM METOIOM, H3BECTHBIM B JaHHOH OOJIACTH TEXHHWKH, YTOOBI IMOBBICHTH
KOHIIeHTpauuio ogHoro uin 6onee AL unu ogHoro uimn 6osiee UX KOMIOHEHTOB B oOpasie. Takast
00paboTKa MOKET MPOBOAUTLCS O MPOBEIEHHS JFOOOr0 WM BCEX ITANOB W3, HANPHMED, dTara
SKCTPAKIMK, dTAMA PACIIEIUIEHHS, STala ACPUBATH3ALNY, dTANA PA3NEIIECHHUS HITH TAIMA BHISBJICHHSI

WM JII000r0 Ipyroro psga WiaH KOMOWHAIMK 3TANOB, NPUBENEHHBIX B MJAHHOM JOKYMEHTE
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(Hampumep, TpeaBapHUTEIbHON 00pPabOTKH), MJIM MOXKET MPOBOOUTHCS B JIOOOE BpeMs MEKIY
mroOBIMH ABYMSI 3TalaMu Croco0a COIJIACHO HACTOSIIEMY H300peTeHHIO, BKIIIOUas, Hampumep,
HENOCPEICTBEHHO Nepe]l aHAJIM30M, HEIOCPEACTBEHHO Iepel pas3[eleHHeM MM HelOCPEICTBEHHO
nepen BbisBieHHeM. J[1s crnenuanucTOB B MAHHOH OONACTH TEXHUKH OUYEBHUIHO, YTO TAKYIO
00pabOTKy MOYKHO MPOBOAMUTH BKJIFOUUTENIFHO C MJIM B IOMOJIHEHHE K, MJTH, B HEKOTOPBIX CITydasixX, B
KOMOMHAITMY C HJIH OJJHOBPEMEHHO C PA3JINYHBIMH 3TAaaMH, MPOLEAYPAMH HIIH CIIOCO0AMU, KaKUM-

b0 ApyruM oOpa3oM ONMUCAHHBIMU B TAHHOM JTOKYMEHTE.

B pasnmumuHbIX BapuaHTaxX peaju3alUy HACTOSLIEro u3o0pereHusi oOpaszen (Hampumep,
M3HAYAJIBHO MOJYUEHHBIH oOpasel, Onojornyeckuii odpaser, oOpabaTeiBaeMblii 00paser;, oOpasern
HEMOCPEACTBEHHO MEPE] ITAIIOM 3KCTPAKLUHU, 00pa3er] HEMOCPEACTBEHHO MePeT ITAMOM Pa3IeIeHHsI
i o0pasel HeMmoCPEACTBEHHO nepen dTanoM BeisiBieHus, Hanpumep, LICXK) umeer o6bem ot 1 Mk
10 50 mut unm 6osee, Hanpumep, 1 mxir, 2 Mo, 3 Mk, 4 Mk, S M, 10 Mk, 20 mxot, 30 Mk, 40 Mk,
50 Mk, 75 mxi, 100 mxo, 250 mxon, 500 mxn, 1 mu, S sur, 10 sur, 25 mur, 50 mut ma Gostee, wm
COOTBETCTBYIOIIUI JTIOOOMY Ouama3oHy Mexay Humu. Hampumep, B OmpelesieHHBIX BapHAHTaX
peasm3anuu n300peTeH s MPeAIoKEeHHbIN B JAHHOM TOKyMeHTe oOpasen nmeer o0bem ot 10 MK 10

100 mxq, Hampumep, SO MKJL

OO6pasupl MOXKHO TOJyYaTh B OJMH MOMEHT BPEMEHH, B JBa MOMEHTA BPEMEHH HJIH BO
MHO>KECTBEHHbIE MOMEHTBI BpDEMEHH C PETYJIIPHBIMU WJIH HEPETyJIIpHBIME HHTepBaamu. Hampumep,
o0pa3upl MOTyT OBITH TMOJNIy4eHbI OT CyObEeKTa WM TPYHIbl CYOBEKTOB, WM BBIOPAHHBIX
MPENCTAaBUTENIEH TPYIIbI OJUHAKOBBIX CyOBEKTOB B TE€UYEHHE MEPHUO/IA BPEMEHHU B auana3oHne ot 10
MUHYT 10 2 jieT uin oomnee, Hanpumep, 10 munyt, 30 munyT, 1 vaca, 6 dacos, 12 gacos, 1 cytok, 1
Henenu, 1 mecsia, 3 mecsites, 6 Mecsues, 1 roma, 2 et uiu Ooliee, UK JIFOOOr0 MPOMEKYTOUHOTO

IMana3oHa, Hanpumep, ot 1 mecsua no 6 mecsites, ot 6 Mecsies 10 1 roxa wim ot 1 roxga 1o 2 jer.

OnucaHHbIE B JAHHOM JTOKYMEHTE YeJIOBEUECKHe CyOBEKThI, OT KOTOPBIX MOJYUAIOT 00pasLbl,
MOTYT MPECTABIATE COOOM, HAaTpUMep, IMOPUOH, pedeHKa Wi B3pociioro. Bospact pebeHka MOKeET
COCTaBJISITh, HATIpUMeED, MeHee 1 roga, MeHee 2 JieT, MeHee 3 JieT, MeHee 4 JieT, MeHee S jieT, MeHee 6
Jner, MeHee 7 jetr, meHee 8 jeT, meHee 9 jieT, MeHee 10 ner, meHee 15 jeT unmm MeHee 18 ner, win
J1000# MPOMEKYTOUHBIN BO3pacT. Bo3pacT B3pOCIoro MOKeT COCTaBIIATh, Hanpumep, Ooee 18 mer,
oonee 20 net, boiee 25 ner, 6omnee 30 ner, bonee 40 ner, bonee 50 nert, 6onee 60 neT, bonee 70 mer,
6onee 80 et unu Gosee, wiu JIFOOOW MPOMEKYTOUHBINA BO3pPACT, Hanpumep, ot 18 go 25 ner, ot 25

o 30 ner, or 30 mo 35 nert, or 35 mo 40 ;er, or 40 no 50 ;mer wiu ot 50 mo 60 ner. B mo0bIx
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NPECAJIOKCHHBIX B JAHHOM JOKYMCHTEC BapUaHTax peajiu3alun I/I306peTeHI/I$I, €CJIM HC YKAa3aHO UHOC,

CyOBEKTOM HJTH HCTOYHUKOM 0OPA3IOB MOXKET ObITh YEJIOBEK.

I'nuxozamunoraukansl (I'AI') u ces3annbie ¢ Al naTosiornueckne cOCTOSTHHS

I'muxozamunoriukansl (I'A') cocTaBNsIOT ceMelcTBO B O0IIEM CiTyyae JIMHEHHBIX aHHOHHBIX
NOJIMMEPOB, KOTOPbIE MOXKHO OOHAPYKUTH B OPraHU3Max, HAlPUMep, Ha KJIETOUHBIX MOBEPXHOCTSIX,
BO BHekyierouHoM Matpukce (BKM) u rpanymax tyusbix kijetok. A’ Biimouaror, Hampumep,
ruanyponas, kepartancyibdar (KC), xonmpouruncymedar (XC), nepmarancynspar (IC),
renapancynsar  (I'C), remapun, xoumpoutuncyibpat/nepmarancynsdpar (XC/AC) wu
renapascyibdar (I'C)/renapun. I Al BBIMONHSIIOT WHPOKHUHA CHEKTP OHOMOrHUecKux QyHKIHH, a UX
MEeTa0OJIM3M PETYIUPYETCS MHOKECTBOM (hakTOpOB. 3a00/I€BAaHUS HIIA MATOJOTHUYECKHE COCTOSHUS,
KOTOpBIE SIBJISIFOTCSL PE3yJIbTATOM WJIM CBSI3aHBI C KJIMHUYECKH 3HAUYMMOW MOIYJISIUEH WK
HapyLieHneM Oananca ypoBHeil oxHoro mwiu 6osee Al wim ogHOro mim 6osee UX KOMIIOHEHTOB,
MOT'YT Ha3bIBaThCs CBsi3aHHbIME ¢ ['Al’ maTonornyeckumMu COCTOSIHUSIME. B pasiuyHbIX BapHaHTax
peaymzanuu u3o0peTeHus cBszaHHOe ¢ ['Al’ maTojoruyeckoe COCTOSHUE IMPEACTABISIET COOOI

JIU30COMHYIO 0O0JIE3Hb HAKOIUIEHHUSI.

B pasnuuHbIX BapHaHTax peajm3anuu u3o0pereHus: csizanHOoe ¢ ['AlT martonormdeckoe
COCTOSIHUE BKJIFOUAET HapylleHne (PYHKUHHA OJHOr0 Wid Oosiee (pepMEHTOB, KOTOpPbIE OKA3bIBAIOT
npsMOe WM HempsMoe JelCTBUe Ha peryysiuuio ypoBHed ['AlT, Hampumep, TJIMKO3UAA3BI,

cysbdaTas3bl WK JealeTHIas3bl, HapuMep, GepMeHTa, pa3pyIlaoLIEro rIIMKaHbI.

Ilpn onpenenenneix cBsizanHbIX ¢ Al maromormueckmx cocrosausix ['AlT moryt
HAKAIJIMBATbCS, HAMPHMEP, B JIM30COMAax, B pe3yJbTaTe pa3pylIeHus, Hampumep, (HepMeHTOB,
KOTOpBbIE MPUHUMAIOT ydactHe B paspymeHun ['Al, 9To mpuUBOAMT K KJIETOYHOW TOKCHYHOCTH.
Cesizannbie ¢ Al naTojorinveckrue COCTOSIHIS BKIIOYAOT Mykonosrcaxapuno3sl (MIIC), kotopsie
MOT'YT SIBJSITBCSI PELIECCUBHBIMH HACJIEACTBEHHBIMH HAPYLICHUSIMH, BO3HUKAIOLIUMH BCJIEACTBHUE
YACTUYHON WJIM TOJHOW MOTEePH AKTUBHOCTH OIHOTO HJIM HECKOJBKHX (DEPMEHTOB, HAMpPUMeED,
TUIPOJIa3, MPUHUMAKOIIKX yuacTtre B pa3pymenuu [' AT, He orpaHnunBasich Kakoi-Tin00 KOHKPETHOM
HAy4YHOH TeopHel, MOJKHO CKa3aTh, UTO IO MEHbIIEeH Mepe OJWH W3BECTHBIA MyTh paspyiueHus [' AT

BKJIIOYAET JAEBATh MOCJIEIOBAaTEIbHO NeHCTBYOLMX (epMeHToB. Ha ceromHsimHui aeHb ObLIH
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NOJIyueHbl XapaKTepucTuku omuHHamuatu pasHeix MIIC (MIICI, MIICII, MIICIITA, MIICIIIB,
MIICIIC, MIICHID, MIICIVA, MIICIVB, MIICVI, MIICVII u MIICIX).

Cunapom Candumunno wm mykononucaxapuaos I (MIICIID) npencrasisieT coboit peaxoe
reHeTHYeCKOe HapYLIEHHEe, XapaKTepu3yeMoe HETOCTATKOM (PepMEHTOB, MPUHUMAOIINX YYaCTHE B
pazpywennu rimkozamuHorukanos (I'ATL). B orcyTcTBre 3TOro pepMeHTa YaCTUYHO pa3pyLICHHbIE
mosiekysiel I'Al” He MOryT BBIBOAUTHCS U3 OPraHM3Ma M HAKAIJIMBAKOTCS B JIM30COMAX Pa3JIMYHBIX
TKaHell, YTO NPHBOOUT K MPOTPECCHPYIOLIEH OOmMpPHOW coMaTH4eckor muchyHKIuu. bBpuio
uneHtuunposano dersipe pasueie popmbr MIICII, naszsanneie MIICIIA, B, C u D. Kaxnas
NPEICTABJIIET HEAOCTATOK OJHOTO U3 UeThIpex (PepMEHTOB, MPUHUMAIOIINX YUYaCTHE B pa3pyLIESHHH
I'AT' renapancynedara. Bce ¢Qopmbl BKIIOYAIOT BappUpPYIOIIHECS CTENEHH OAWHAKOBBIX
KJIMHUYECKAX CHUMIITOMOB, BKJIFOYAsi rpyOble YepThl JIMIA, TenaTOCIIEHOMEralliio, OMYTHEHHE
poroBoii 00osouky riasa u gedopmanmu ckenera. OgHako, HanboJIee BaKHOM SBJISIETCS TsDKENast |
IPOrPeCCHPYIOLIAst MOTEPsI KOTHUTUBHOW CIIOCOOHOCTH, KOTOPAsl CBsI3aHA HE TOJILKO C HAKOIJIEHHEM
renapaHcyib(dara B HeHPOHAX, HO TAKXKE C MOCIIEIYIOLIMM ITOBBILIIEHUEM COJIEPIKAHUS FAHTJIHO3H I0B
GM2, GM3 u GD?2, BeI3bIBaeMbIM NepBUYHBIM HakomieHuem AT

B xonkperHoM mnpumepe cBs3aHHOro ¢ I'Al' maTonIOruueckoro COCTOSIHUSI CHHIPOM
Canpumnmno A (CanA; MIICIITA) mMoxeT SBISTbCS pe3yabTaToM abeppaHTHOro katabomusma I'C
BCJIENCTBHE MyTallMd B paspyuawomem (epmente remapan-N-cynabgaraze (HNS). IIpu CanA B
JIM30COME MOTYT HAKAIJIMBAThCS MPOMEXKYTOUHbIe mpoaykTel paspymenuss ['C. Xors moryT
MOpa’kaThCsl BCE THIIBI KJIETOK B OpraHu3Me, KIIHHInUeckue nposieyienns: CaHA BKITIOUYAOT (PEHOTHIIBI,
CBsI3aHHBIE C HapyleHneM (YHKIHH LeHTpajabHON HepBHOU cuctembl (LIHC), u BKiItOUAIOT, HO HE
OrPaHUYHUBAIOTCS 3TUM, HEAOCTATOK HWHTEIJIEKTYAJbHBIX M SI3bIKOBBIX HABBIKOB W JIBUTATEIbHBIX
HaBbikoB. OnHOW U3 crpateruii jeuenus namueHtoB ¢ MIIC sBnsercs: ¢pepMeHTO3aMECTHTENbHAS
tepanus (O3T), uenapro KOTOPOH SIBJIIETCS 3aMeLeHNe HeOCTAIOIEH T Ipoa3bl PeKOMOHHAHTHOM

dhopmoii aToro Genka.

B npyrom koHkpeTHOM mpumepe Mmykomonucaxapuno3d tuma [[IB (MIICIIB; 6osesHsb
Canpumnno B) mpeacrasiaser co0oOl  ayTOCOMHOE pELECCHBHOE HApYIIEHHE, KOTOpOe
xapakTepu3yercsi HemoctatkoM (¢epmenta anbda-N-anermnrmoko3amuaumasel  (Naglu). B
orcyrctBue 31oro ¢epmenta ['Al’ remapancyibdar HAKAIUIMBAETCS B JIM30COMAax HEWPOHOB U

IIHAJILHBIX KJIETOK M MEHBIIEH CTENEHH HAKAIINBAETCS 34 npeaciaMu rojioBHOro Mo3ra.
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Henocratok ¢epmenTta unyponart-2-cyiabdatassl (12S) y nauueHToB ¢ ciHIApOMOM XaHTepa
MOJKET MPUBOAUTE K MPOrPECCHPYIOIIEMY HAaKOMIeHHIO rinko3amuHoriukanoB (AT, nampumep,
nepMaTaHcysb(ara Wi renapaHcyibdaTa, B IJM30COMAX PA3IMYHBIX TUIOB KJIETOK, MTOTEHIIHAIBHO
OPUBOIS K KJIETOYHOMY MEPENOJHEHUIO, OPraHOMETraliiH, Pa3pyLICHHIO TKAHU H AUCHYHKIUH
cHCTeMBbI OpranoB. B ob1mem ciiyuae nposiBiieHHs] CHHAPOMAa XaHTepa BKIFOYAIOT KAK COMAaTHYECKHE,
TaK W HeHpoHaJbHblE CHUMIOTOMBL. B HEKOTOpHIX Ciyyasx CHHApOMa XaHTepa BOBJICUEHHE
LIEHTPAJIbHOH HEPBHOW CHUCTEMbI NMPUBOAUT K 3aIEpKKe B PAa3BUTHH H MpoOiieMaM C HEpPBHOM
cucremori. Haxonnenne I'Al' B mepudepuueckoil TKaHH MOXKET NPUBOAUTE K 3aMETHOMY
OrpyOJIEeHHIO YepT JIMLA MALMEHTa i 00y CIIaBIMBAET BBIAAIOIIUICS JI00, MPUILTIOCHYTYIO IIEPEHOCHUILY
u yBenuueHHbIH s13b1k. Hakornenne I'Al” MOXKeT HEraTHBHO BJIMSTh HA CHCTEMbI OPraHOB OpPraHU3Ma.
IIposiBnisisich M3HAYAJIBHO B BUJAE YTOJIIEHHs CTEHOK CepAla, JETKHX M AbIXaTeNbHBIX NMyTeH U
AHOMAJIbHOTO YBEJIMYEHUS IeUSHH, CEIe3eHKH U IMOYEK, STH TSKEJIbIe H3MEHEHHSI MOTYT B KOHEYHOM
UTOre MPHUBECTH K OOMIMPHOI KaTacTpoduueckol opranHoi Hemocratounoctu. Cunapom XaHTepa,
KaK IPaBHJIO, SIBJSIETCS TSDKEJIBIM, MPOrPECCHPYIOIIMM M OrPAaHHYMBAIOLINM MPOJODKATEIBHOCTD
JKU3HH.

B pasnuuHbIX BapHaHTax peajm3anuu u3o0pereHus: cesizanHoe ¢ ['AlT martojormueckoe
COCTOSIHUE TMpPENCTaBJiseT COOOW JIM30COMHYIO OOJIE3Hh HAKOIUIEHHS, HANpPUMEp, JH30COMHYIO
0ose3ub HakoIIeHus, BeiOpannyo u3 MIICI, MIICII, MIICIIIA, MIICIIIB, MIICIIC, MIICIIID,
MIICIVA, MIICIVB, MIICVI, MIICVII, MIICIX, asb(ha-MaHHO3UI034,
aCapTHIITIIOKO3aMUHyprH, Oosiesnn @Dabpu, (Gyko3umo3a, rajakTocuanungosa, OosesHu I orie,
GMI1-ranurmuo3uno3a, HemoctaTka  aktuBatopa GM2, cumamumosza, Oomesnn  KpaOOe,
METaxpOMATHYECKOH JelkomucTpodun, Mykomumuaoza [V, MHOKECTBEHHOH cynbdaTasHOi
HemoctatouHocTH, Oonesnu Ilomme, Oonesnm Canmxodda, Oomesnn Tes-Cakca, Bapuanta AB
oonesun Illunmnepa, Oonesnun Camra, Oera-MaHHO3MOO3a WM  TJIOOOHIHO-KJIETOYHOMN
neiikomuctpouu. Jlng CoenuasucTOB B JaHHOH OOJACTH TEXHHKH OUYEBHIHO, YTO OTH
NAaTOJIOTMUECKHE COCTOSIHUSI MOT'YT OTHOCHUTBCS K HACTOSIIIIEMY U300PETEHHIO TOJIBKO B TON CTENEHH,
B KOTOPOH OHM BKJIIOUYAIOT U3MEHEHHe, MOAU(DUKALUIO MM HAPYLIEHHE YPOBHS OAHOrO uim Oojiee
I'AT’, uX KOMITOHEHTOB WJIM WX MPOAYKTOB paCIUEeIIeHHs. B pas3iuuHbIX BapHaHTaX peaii3aliu
HaCTosilee H300pEeTeHne MOYKET BKJIFOYATh WJTH MPEACTABJIATh, HE OrPAHUYHMBASICh 3TUM, MEXaHHU3M
OLIEHKH aKTUBHOCTH (hepMeHTa, OTHOCALIErocs K cBsizaHHOMY ¢ Al maToJI0ruueckoMy COCTOSIHHIO,

OLICHKKU cCTaTtyCa CBA3aHHOro ¢C I'AI' 1aToJIOTMYECKOr0 COCTOSHHMS WM OTCIIEKABAHHUS
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3¢ (HEeKTUBHOCTH JIeUeHUsl B CBSI3U CO CBs3aHHBIM ¢ ['Al” maToiornyeckuM COCTOSIHUEM, HANIPUMED, Y

HYKOAIOLICTOCs B 3TOM CY6”beKTa WK B HOJIAX UCCIICAOBAHHUS.

IkcTpakuus

B pasmuyHBIX BapHaHTax peaju3alli HACTOSIIEro M3oOpereHusi obOpaszen oOpabaThIBAIOT
NyTeM SKCTpaKIuu (HampuMep, OUUCTKU WK BblaeneHus) onHoro mwiu 6onee Al (manpumep, I'C)
WJIA OJTHOT'O HJTH O0Jiee NX KOMIIOHEHTOB (Hampumep, cocTtapiisitomnx aucaxapuaos). Al conepikar,
Hanpumep, ruanyponat, kepatancynbdar (KC), xonnpoutuncynsdar (XC), nepmatancynsdat (J1C),
renapancynsar  (I'C), remapun, xoumpoutuncyibpat/nepmarancynsdpar (XC/AC) wu
renapascynbdar (I'C)/renapun. B KOHKpETHBIX BapHaHTaX peaH3aLMUU H300PETEHHS KCTPAKIIHS
npezncraBiser coboil mpomecc, MOCPEACTBOM KOTOPOrO IMPOU3BOAUTCS OTAEJIEHHE WM OYHCTKA
onuoit unm 6osiee montekyst I' AT i ogHOro Hiti OoJiee X KOMIIOHEHTOB OT OIHOM WK 0oJiee qPyrux

MOJIEKYJT WJIM OJJHOTO M OOJiee APYTUX THUIIOB MOJIEKYJI, IPHCYTCTBYIOIIUX B 00pasLe.

B naHHOI 001aCTH TEXHUKH H3BECTHBI Pa3MUHbIE CIIOCOOBI SKCTPAKIIMU OJAHOTO Ui Oolee
I'AT" unu omHOro uju 0ojiee MX KOMIIOHEHTOB u3 oOpasma. Takske B JaHHOW 00JaCTH TEXHUKH
U3BECTHBI CIIOCOOBI AKCTPAKIMKM OJHOrO UK Oojiee kKOHKpeTHbIX Al unu omgHoro wiu OoJiee ux

KOHKPETHBIX KOMIIOHCHTOB.

B pasnuuHbIx BapuaHTaX peai3aluy U300peTeH sl dTan SKCTPAKIUH COrJIACHO HACTOSIIEMY
H300pETEeHHUIO MOXET BKJIOYATh  (PPaKUMOHHPOBAHUE, TPAJUEHTHOE HJIH  KOJOHOUHOE
HeHTpuyrupoBanue, UeHTpUGyrupoBanue, dyekTpodopes, xpomarorpaduro  (Hampumep,
xpoMmatorpauio Ha CHJIMKareie, XpoOMaTtorpadui0 Ha AaJIOMUHHEBOW KOJIOHKE, XHUPAJIBHYIO
kooHOuHyt0 BOXX, axupaneryro konoHounyio BDXX, TOHKOCIOWHYHO Xpomarorpadmuro,
npenapaTuBHYIO (IdLI-XpoMaTorpaduio, refib-QpuibTPALUOHHYIO XpoMaTorpaduio, MPOHHKAOLIYIO
xpomatorpapuio, SKCKIO3UOHHYIO XpoMmaTtorpaduro, xpomatorpaduio Ha MOJIEKYJSIPHBIX CHTaX,
adhpuHHYIO XpoMaTorpaduio Uik JTFO00H pyroi MeToa xpomatorpaduu, IPeIIOKEHHBIH B TaHHOM
JOKYMEHTE B 3TOM HJIH JIFOOOM IPYyroM KOHTEKCTe, pubTpanuio (Hanpumep, dyepe3 Gpopu3uaoBbIii
GunbTp WK QUILTP U3 AKTHBUPOBAHHOT'O YIJIs1), OCAKIEHHE, OCMOC, MEPEKPUCTAILTH3ALMIO, OUUCTKY
dropconepxkaieit Gaspl, IUCTHILISILHIO, XpOMAaTOPOKYCHPOBAHUE, CBEPXKPUTHUECKYIO (DIIFOUIHYIO

SKCTPAKIIMIO MK JTIOOON IPYrol MPUMEHSEMBbI METO/, U3BECTHBIN B TAHHOW 00JACTH TEXHHUKH.
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BKCTpaKHI/Iﬂ MOJKET BKIKOYAaTh PacCIICIIJICHHUEC HpOTeI/IHa?’OI\/'L Hanpumep, narnanHOM.
DKCTpakiusi MOMKET BKJIKOYATH OTal OCAKIASHHsS, BKJIIOUAsi, HAMPHMEP, 3TAHOJIOM (HAmpHUMep,
STaHOJIOM B H3MeH$IIOIl[eI>'IC$I KOHL[eHTpaI_II/II/I). BKCTpaKHI/Iﬂ MOXET BKIHOYAaTh CIHUPTOBOC
(dpakurOHIpOBaHNE. DKCTPAKIHS MOXKET BKJIFOYATh XPOMATOrpaduio, HanpuMep, aHHOHOOOMEHHYIO
xpoMarorpapuio, HOHOOOMeHHYIO Xpomatorpaduio c JIDAD-cedarenem, xpomartorpaduio c
CE®APO30OM® nmn renb-GunbTpaHoHHYIo XxpomMaTorpaduro, wim moboit Meron xpomaTorpadun,
Hpel[J'[O)I(eHHI:Iﬁ B JAHHOM OOKYMCHTE WJIM WHBIM o6pa30M HW3BECTHBIN crenuagaucraM B I[aHHOfI
00JIaCTH TEXHUKH. DKCTPAKIHS MOXET BKJIIOUATh COMOOmMm3anuo oguoro wiu Oonee Al wnun
OAHOIro MJIH 60J1ee HUX KOMIIOHCHTOB, KOTOPLIC 6]>I.]'II/I OCaXJCHBI B BUAC KOMIIJICKCOB FAF/MoneKyn
I'ATl' ¢ ueTBepTUUYHBIMH COEAWHEHUSIMH aMMOHHs pasHbiME KoHueHTpausMu NaCl. Dxcrpaxiust
MOJKET BKJIFOYATh H30UPATENbHOE OCAKAECHHE, HAIPUMED, CYJIb(PATOM MEIH B IIETOUHBIX YCIOBUSX.
DKCTpakUus MOKET BKJIFOUATh 3Tal JUa(UiIbTpaLuy MM JUaan3a. DKCTPAKIHs OJHOrO WM Oojee
I'AT' wma omHoro wiu 0ojiee WX KOMIIOHEHTOB MOJKET BKJIFOYAaTh OOpabOTKYy aleraTom.
HononaurensHbie croco0bl dkctpakuuu Al wmm monekyn Al u3BecTHbl B HaHHOH oOJjacTu

TCXHHKH.

Konkpernbie I'Al' unu uX KOMIIOHEHTHI (HAIpPUMeEpP, COCTABIISIOIINE AMCAXAPH/IBI) MOYKHO
BBIJIEJISITh HA OCHOBaHWU a(h(HUHHOCTH K MU3BECTHOMY CBSI3BIBAIOLIEMY BEIIECTBY WJIH MAPTHEPY IO

CBSI3BIBAHMIO, TAKOMY KaK KOCTHBIH MOP(OreHeTHYeCKuii 0eyok 2.

Okcrpakiust ogHoro win 6onee Al wiam ogHOro mwim 0ojee WX KOMIIOHEHTOB M3 o0pasiia
MOKET Tpe60BaTL paspyumieHus AOPYrux TKAaHCBBIX KOMIIOHCHTOB HJIM CBA3aHHBIX TKaHEBBIX
KOMITIOHEHTOB, C KOTOPBIMH OJWH HJIU 60.]'166 T'AT W OOUH UJIU 60.]166 HUX KOMIIOHCHTOB MOTI'YT 6I:ITI>,
HarpuMmep, KOBAJEHTHO CBSI3aHbL DKCTpakuusi oxHoro win Oonee Al unu omgxoro mwimm Gosee ux
KOMITOHEHTOB MOKET BKJIFOYATH THIAPOJIH3. DKCTpakiust onuoro umu conee A" wiu omgHoro wim
0ojiee UX KOMITIOHEHTOB MOYKET BKJIFOUATh HHKYOAIMIO C JETEPreHTOM. DKCTPAKIHS OJHOTO HITH

6onee I'Al" unu ogHOro wim 6oJiee X KOMIIOHEHTOB MOKET BKJIIOYATh 00PabOTKY ILIEIOUBIO.

B omnpeneneHHbIX BapuaHTaxX peajm3anud H300pereHHs crnocob skcrpakumu Al wim
komrnoneHta Al mpencraBnsier coboit skctpakiuuio JI9AD. B KOHKpeTHBIX Ciydasx crnocod
skctpakiuu AT mpencrasnsier coboii skcrpakiuuio JIIAD, npu koTOpoi 00pas3ibl TPUBOISIT B
KOHTAKT ¢ JIDAD, HeoOsI3aTeNIEHO MPOMBIBAIOT 3arpy304HBIM OyhepoM Tak, YTOOBI HE MPOUCXOIIIIO

amoupoBanne onHoro nin donee I'Al” nnm omgHOro nimm Oonee MX KOMIIOHEHTOB, a 3aTe€M IPUBOIST
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oOpasel] B KOHTAKT C SJTIOUPYIONTHM OydepoM Tak, 4TOOBI MPOUCXOIUIIO ITOUPOBAHHE OTHOTO HJTH

oonee ' Al vy opHOro mim 0oJiee UX KOMIOHEHTOB.

B pa3nuuHbIX BapHaHTaX peaju3alud M300pEeTeHHs SKCTPAKILHS, BBIACICHHE WM OUMCTKA
BKJIIOYUACT HUJIM MPUBOAUT K YAaCTUYHOMY, IMPAKTHYCCKHU IMOJHOMY HWJIA MOJIHOMY YIAJICHHUIO OOHOI'O
um Oojiee MOHOcaxapumoB, CynbdatoB, (ocharos, amerata, CHAIOBOW KHCIOTHI HIJIA JIFOOOTO
KOMIIOHCHTA, KOTOpLIﬁ MQOIKET 6I>ITI> MpU3HaH CrneuuaJuCtaMu B }:[aHHOﬁ O6J'IaCTI/I TCXHUKHU KaK
3an$I3H$IIOH_[I/II\/'I, TaKOro Kak, B HCKOTOPBIX CIydasiX, KOMIIOHCHT, KOTOprﬁ HE SABJIACTCA TAT HJIN UX

KOMITIOHCHTOM (Haan/IMep, COCTaBJIAIOIINM I[HC&X&pI/I,HOM), HJIM IPOAYKTOM UX PACIICIIIICHUS.

B onpenenenHbix BapuaHTax peanusaiuu u3o0pereHuss AT sKCTparupyrT myTem

HOHOOOMEHHO! TBepHO0(ha3HOI SKCTPAKIIUH renapaHcysbdaTa.

B KOHKPETHBIX CIyuasiX SKCTPaKIIHsl MPHBOIUT K MOJYYEHHIO SKCTPArupOBaHHOro oOpasia ¢
MOBBIIIIEHHEM aOCONFOTHON MJIM OTHOCHTEIbHON KOHIIEHTpauue omHoi wim Oojee mosekyn Al
WA OOHOTO Wy 00Jiee WX KOMIIOHEHTOB (COTJIACHO ONMpPENEEHHIO, HAPUMED, IO MOJISIPHOCTH UJTH
Mmacce) Ha 5% wuim 6onee, Hanpumep, 5%, 10%, 20%, 30%, 40%, 50%, 60%, 70%, 80%, 90%, B 2
pasa (t.e. moBbitnenue Ha 100%), 3 pasa, 4 pasa, S pas, 10 paz, 50 paz, 100 pa3, 1000 pa3, 1000000
pa3 uik 0oJiee MK Ha JIF000H MPOMEKYTOUHBIN nquana3oH. Hampumep, SKCTpaKIus MOXKET ITOBBIIIATh
aOCOJIIOTHYIO HJIM OTHOCHUTEIBHYIO KOHIIEHTPAIHIO OIHOM 1tk Oosiee mosiekyst I'Al" uitd 0qHOro uitd
OoJiee X KOMITOHEHTOB (COTJIACHO OMPENEIEHH IO, HAITPUMED, IO MOJIAPHOCTH Wi Macce) Ha oT 20%
o 100%, ot 20% no 2 paz, ot 20% no nstu pas, ot 50% mo 100%, ot 50% mo 2 pasz, ot 50% mo 5
paz, ot 1 paza o 5 paz, ot 1 paza mo 100 pas3, ot 50 pa3 mo 100 pa3, ot 100 pa3 go 1000 pa3 uau ot
1000 paz go 1000000 pas.

B KOHKpETHBIX Cliydasix SKCTParupOBaHHBINA 0Opazelr COmep:KUT OO0Inee KOJIMUYECTBO OIHOM
umu Oonee monekyst I'Al” uiam ogHOro uik 0oJiee HX KOMIIOHEHTOB, ITPEBBIIIAIOIIEE HIKHUN TTPENeNT
OOHAapy’KeHUsi, B COOTBETCTBHH MO MEHbIIEH Mepe C OOHHM CIOCOOOM COIJIACHO HACTOSIIEMY
uzobperenuto. Hampumep, B  ONpEeNEeNeHHBIX  BaphaHTax  peajH3aldd  H300peTeHus
JKCTparupoBaHHbIii oOpasen moker comepkars ot 0,01 no 100 unmu 6onee MxkM koukpernoro AT
WJIH er0 KOMITOHEHTa (HamprMep, COCTABJISIFOLIEro AUcaXapria) T O0LIero aucaxapuaa, Hampumep,
0,01, 0,05, 0,1, 0,15, 0,2, 0,3, 0,4, 0,5, 1, 2, 3, 4, 5, 10, 20, 30, 40, 50, 100, 200, 300, 400, 500 nan

0onee MKM KOHKPETHOW MOJIEKYJIBI HIJTH OOIIEro aucaxapuia.
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Oo0eccoauBanune

B pazmuyHBIX BapHaHTax peaju3allMd HACTOSINEro M3o0pereHusi obOpaszen oOpabaThIBAIOT
nyteMm obecconuBaHus. B paznuyHbIX BapHaHTaX peann3anui H300peTeHus 00eCCONMBAHIE MOKET
NPpOUCXOOUTH ocCJIC  SKCTPAKIHH. B Pa3InYHbIX BapuaHTax peanu3anuu I/1306peTeHI/I$I
00eccoMBaHNE MOXKET MPOUCXOAUTH OO0 OKCTPAKIHMUA. B pa3IMyHbIX BapHAHTAX pEATH3ALHNN
n300peTeHnss 00eCcCONMBaHHEe MOXKET IMPOUCXOAUTh MapaUIeNIbHO C IKCTpakuued. B pasmuuHbIx
BapUAHTAX PeATN3aliU U300pEeTEeHHs SKCTPAKLIUS U 00ECCONMBAHUE SBJISIFOTCS OJHOBPEMEHHBIMH,

Hanpumep, npoBOAsATCA BMECTC HA OAHOM STarie.

B ompeneneHHbIX BapuaHTax peanu3alin H300peTeHHs 00ECCONUBAHHME BKJIFOUAET Tejib-
bwibTpaunoo W/WMM  renb-QUIbTPalHOHHYI0 Xpomartorpaduio. B ompeneneHHBIX BapHaHTaX
peaym3anuu  u3o0pereHuss O00ECCONMBAHHE BKIIOYAET MPUMEHEHHE CAMOTEYHOH KOJIOHKH,
XpoMaTtorpapHuecKnx KapTPUIKeH, refib-(QuiIbTpaunOHHBIX KOJOHOK WIH CPe HITH HEeHTPU Y KHBIX
WIH CIHH-KOJOHOK. B ompeneneHHbIX BapuaHTax peann3auud H300peTeHHs 00eccouBaHHE
BKJIFOUAET AUA(HUIIbTPALMIO, HATIPHMeED, THA(PUIbTPALHUIO C IPUMEHEHUEM YJIbTPadUIbTPALHOHHBIX
MeMOpaH, H30MpATEIbHO MPOHHIIAEMBIX MEMOpaH WM OPYrHX (QHILTPAIMOHHBIX Ccpen. B
KOHKPETHBIX BapUaHTaX peau3auud Hu300peTeHuss auapuibTpanus BKIIOYAET HEMPEPBIBHYIO
mabUIbTPALIAIO WK TUA(HILTPALIHIO C TOCTOSHHBIM 00bEMOM, HIIH IIPEPLIBHYIO AHA(DHILTPALIHIO.
ObGecconuBaHe MOXKET BKJIFOYATh TPUMEHEHHE KOHIIEHTPATOPOB, KACCET WIIM €AWHUIL UTs qUAajIu3a,
KOJIOHOK J1J1s1 00€CCOTMBAHMSI HJTH YCTPOHCTB it OydepHOoro oOMena. B onpeneneHHbIx BapraHTax
peaym3ai u300pereHus: odbecconupanue Biouaer JJIAD-xpomaTtorpaduio umm xpomarorpaduto
¢ I2A3-konbroratoM. B HEKOTOpBIX BapHaHTaX peaau3aluy U300peTeHHs] 00eCCONMBAHIHE MOKET

BKJIOYATh JTAIl BBIAPUBAHUS C MOCIEAYIOLIEH 00pabOTKOM CIUPTOM H/HMJTH alleTaTOM aMMOHHUSI.

B koHkpetHBIX mpuMepax oOpasern (Hampumep, OHOJOrHMYecKuil oOpasen  WJIH
SKCTPAardpoBaHHBIN 00pa3el) JOOABISIOT B IUTAHIIET s 00€CCOMMBaHUs, TAaKOH Kak raHeT G-25
Multitrap, ¥ HeHTpUPYrHPYIOT MJIAHIIET TAK, YTOOBI JIFOEHT MPEACTABILT CO00W 00ECCOIEHHBIN

obpaszerr.

B HCKOTOPBIX ClIydasaXx o0eccoMBaHnE BKIIIOYAET NPUMECHCHUE OJHOIO UJIn Ooitee Pa3iInYHBIX

Oy(depoB, M3BECTHBIX B MaHHOW OONACTH TEXHHUKH, Ui MPUMEHEHHsS B OOECCOJIMBAHUU WM B
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COYETaHUU C OOECCOIMBAHUEM U CXOOHBIMH mpoueccamMu. Habopel 1 KOMITIOHEHTHI 11l IPUM EHEHHSI
11t 00€CCOTMBAHUS U CXOIHBIX MPOLIECCOB TAKIKE SBJISIIOTCS KOMMEPUYECKH NOCTymHbIMU. Hampumep,
KOMMEPYECKH IOCTYIHbIE MNPOAYKThl misi renb-punsrpanun Brmouaror CED@AJIEKC® G-10,
CE®AJIEKC® G-25, buo-rens P-60, CEOATIEKC® G-75, CE@AIEKC® G-100, buo-ress P-100,
CEDQAJIEKC® G-200, buo-renms P-200, CE@AKPUJI® S-300 u CE®@APO3Y® 2B. H3BecTHblie
Oydepsr Brrouaror, Hanpumep, Tpuc-HCI, dochar Hatpus u aunerat Hatpusi. Paznmuunbie Oydepbl
MO’KHO TOTOBHTB TaK, YTOOBI MOJYUUTh JIFOOBIE MOAXOMSIINE I ONTHMH3UPOBAHHBIE K YCIOBHIM

ypoBHU pH nim apyrue xapakTepUCTHKH.

B pasnuuHBIX BapHaHTaxX peanu3aluu n3odpereHus oOecconuBaHHe BKIIOYAET AUAIN3 WU

3ameny Oydepa.
O0eccoieHHBIN MPOAYKT MOYKHO BBITIAPUBATH, HAITPUMEP, MO BaKyyMoMm u/uii mpu S0°C.

B onpenenenHbIx ciiydasix dTan 00eCCONMBAHHS MPEACTABISET cOOOW MapaulebHbIA dTal
obecconmBanus. [lapajutenbHeiii 3Tanm O0ECCOMMBAHUS MOXKET HMCKJIIOYHTH HEOOXOOMMOCTh B
OTIENILHOM O0ECCONMBAaHUU OOpasia mepen pasejieHHeM W/WM BbISBIIEHHEM. B onpeneneHHbIX
BapHaHTaX peajM3allyd HACTOsIIEee W300pEeTEeHre BKJIIOUAET MPsIMOM BBOI 0oOpasiia B YCTPOWMCTBO,
BKJIFOUAsi YCTPOMCTBO Uil MApaUIeSIbHOrO 00ECCONMBAHMS, HATIPHMED, YCTPOMCTBO, BKIIIOYAOIIEE
OPEOKOJIOHKY W Pa3feMTENbHYI0 WM aHAJUTHYECKYIO KOJIOHKY, YCTPOMCTBO, BKJIIOYAIOIIEE
MPENKOJIOHKY, HANPAMYK COEIWHEHHYIO C Pa3deiuTeNIbHOW WM aHAJUTUYECKON KOJIOHKoW. B
KOHKPETHBIX CJTydasix YCTPOMCTBO TS MAPaJUIEbHOrO 00ECCOMMBAHUS MOKET BKIIFOUATH OOPaIeHo-
(ha30ByIO MPENKOJOHKY H aHHOHOOOMEHHYIO KOJIOHKY. OOparieHo-(ha30oByr0 KOJOHKY B HEKOTOPBIX
arydadx MOKHO NPUMEHATH Ui 3axBaTa JIMIIHOOB. B ONPEACIICHHBIX BapuaHTax peain3aluu
H300peTeHnss YCTPOMCTBO Ui MapaiIeIbHOrO OOECCONMBAHUS BKIIIOUAET OOpalneHo-(ha3oByiO
MPEIKOJIOHKY, COETUHEHHYIO C aHHOHOOOMEHHOMN KOJIOHKOM, HAIIPUMED, HANIPAMYIO COEIMHEHHYIO C
AHMOHOOOMEHHOH KOJIOHKOW. B pasnuuHbIX BapuaHTax peaju3aliu H300peTeHus, BKIFOYAIOIINX
napayjielbHOe  00eccojMBaHue, ODECCONMBAHUE MPOBOMMTCA MAPAUIENBHO C 3KCTPAKIUEH,

napauieJIbHO C pa3aciCHUEM HUJIW MapaJuICJIbHO C aHAJIU30M.

@®epMeHTATHBHOE pacilenjieHne
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Pa3znuyHble BapHaHTBI peaM3aliud HACTOSIIEro W300pPETeHUsT BKIIIOYAIOT JTall, HA KOTOPOM
onuH uimm 6onee ['AT” pepMeHTaTHBHO paCILEIUISIOT, YTOOBI MOJIYUUTh Takie KoMInoHeHThl ' AL, kak
mucaxapunsl. A" coneprkar, Hanpumep, ruaiyponas, kepatancyibsdar (KC), xonapoutuncynbdat
(XC), nepMartancyibdat a0, remapascynbdat (To), renapuH,
xonapoutuncynspat/nepmatancynbpar (XC/JAC) u remapancynbdar (I'C)/remapun. I'pynna
(bepmenToB, u3BeCTHBIX Kak [ Al-nuasbl, COmEpKUT mpuMepbl (HepMEHTOB, KOTOPbIE PACIIEILISIOT
moiexyJiel AT, B mmpokom cMeICiie HacTosiIee H300peTeHNE COAEPKUT KaK KJ1acC, TOMHMO IPYTUX
dbepmeHTOB, (epMeHTh, KOTOpble, Kak U3BeCTHO, crenuduueckun paciemtsior [AT.
Cnenuduunocts B pacuiernyiennu Mosiekys I'Al" HeoOs13aTenbHO MOXKET ObITh TOCTUTHYTA TOAOOPOM
KOHKPETHBIX paciuersiromux ¢epmentoB. Ilpumepsl comepikar Jimasbl XOHAPOHTUHCYJIb(ATA,
xouapoutnHasy ABC, xouapoutunasy C, xouapoutunasy C us Flavobacterium heparinum, maassl
renapaHcyibdara, CTPENTOKOKKOBYK)  THAJIypOHHAA3y, THAIYPOHHAA3y  CTPENTOMHIIETOB,
ruanmypoHuasy A, ruanyporuaasy C, TeCTHKYJISIPHYIO THATYPOHHIA3Y, KepaTaHa3y, TECTUKYIISIPHYIO
THAyPOHUIA3y U3 OapaHbUX SUYEK U dHA0-P-ranakro3unasy. B nanHoi 00acTu TEXHUKH H3BECTHBI
paznuunbie hepMeHTHI ¢ OoJiee IUPOKOI HITH OoJiee Y3KOM UM YCIIOBHO 0OoJiee MIHPOKOi Wit Oosiee
y3koi crneuubuuHocThiO. CrienuduuHoCTh Takux (EPMEHTOB H3BECTHA CIEHUAINCTAM B JAHHOM
o0nacTi TEXHUKHA. B pasmuyHbIX BapHaHTAaX pead3allii W300pETeHUs pacIlerieHne MPUBOIUT K

MOJIYYEHHIO IPOAYKTOB pacineruienus Al

JIist crenuaircToB B AHHOW 00JaCTH TEXHMKH OYEBHIHO, YTO remapuHasa I, renapunasa II
u renapunasa Il mpencraBisstor coOoi (epMEHTHI, CIIOCOOHBIE PACIIEIUIATh rernapaHcybdar.
XougpoutnHaza AC, xongpoutnHaza B u xomapomtmHasza C, a takke xoHapoutuHaza ABC
COCOOHBI PACIIEIJISITh XOHAPOUTHHCYIbGAT u/umn nepmarancyibdar. Keparanasza II crmocoOna

pacuiemiaTe kepatancyiabdart. ['manmypoHuaasa cnocoOHa pacIuenysiTh THATYPOHOBYIO KHCIIOTY.

Hanpumep, remapunaza [ mpencraBnsier co0oii  (epMEHT, KOTOPBIH paciieriser
omnpenenennbie I'Al’, BKIIOYasi remapaH M CXOOHbIE MOJIeKyJibl. He OrpaHMuYnBasiCh KakoW-iu0o
KOHKPETHOW HAy4HOH TeOpHell, CUATAeTCs, YTO renapuHasa I, mo MeHblueld Mepe B ONpPEHeTeHHBIX
YCJIOBHSIX, CIOCOOHA MPHHHUMATH YYacTHE B DJIMMHUHALMOHHOM PACLIEIUIEHHH MOJIMCAXapUIOB,
comepamux octatkd 1,4-cesizanHoro D-rimrokyponata wnum L-upyponata u octatku 1,4-a-
CBSI3aHHOU 2-Cysib(hoaMuHO-2-1e30KCH-6-Cynb(o-D-ritoko3bl, A MOMyUEeHHs] OJMTOCaXapuioB C
KOHLIEBBIMU 4-1e30KCH-a-D-Tmok-4-eHypOHO3WIbHBIMH I'PYINIAaMH B CBOMX HEBOCCTAHABIUBAOIINX

KOHIIaX, U YTO renapuHasa | paciienssier renapus OoJiee JIerko, YeM remnapaHcyibdar.
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OnsThb ke, HE OrPaHUYMBASICh KAKOW-THOO0 KOHKPETHOW HAYYHOH TEOpHEW, CUYMTAETCS, UTO

renmapunasa Il pacinensier kak renapuH, Tak U remapaHcyibdar.

OnsThb ke, HE OrPaHUYMBASICh KAKOW-THOO KOHKPETHOW HAYYHOH TEOpHEW, CUYMTAETCS, UTO
remapunaza Il paciiemiser  UCKIIOUUTEIBHO  remapaHcyibdar ©W  HE  pacuUleruiser

He(PaKLHOHUPOBAHHBIN renapaH WM HU3KOMOJIEKYJISPHbIE FenapaHsl.

OnsThb ke, HE OrPaHUYMBASICh KAKOH-THOO KOHKPETHOW HAYYHOH TEOpPHEW, CUYMTAETCS, UTO
xoHapoutnHaza ABC wmm ymmasa xonapoutuna ABC, manpumep, u3 Proteus vulgaris, cnocoOHa
pacuiemiaiTh BCE TUINBI XOHIAPOUTHHCYJb(paTa, naepMmaraHcyiabdata u ruaimyponaHa. He
Or'PaHUYMBASICh KAKOW-THMOO KOHKPETHOW HAYYHOW TeOpHeH, cuuTaercs, 4to XoHapoutuHasza ABC
KaTaJu3upyeT 3JIMMHHALMOHHOE paclieruieHne N-aleTUIreKCO3aMHUHHUIHBIX CBsI3el, HampumMep, B
XOHAPOUTHH-4-Cynbdare, XOHAPOUTHH-O-Cynbdarte, nepmaraHcyibdare, XOHAPOUTHHE U
THAJTypPOHOBOW KUCIIOTE, UTO MPUBOIUT K IMOJYYESHHUIO PA3IMYHBIX qucaxapuaoB. CUuTaercs, 4ro 3TOT

(bepMeHT He NeliCTBYeT Ha KepaTHHCYJIb(AT, renapuH U renapascyibar.

OnsTh ke, HE OrPaHUYMBASICh KAKOW-THOO0 KOHKPETHOW HAYUYHOH TEOPHEH, CUMTAETCS, UTO
xouapoutrnHaza AC II aprpo wnu nmuaza xounpoutnna AC, Hanpumep, us Arthrobacter aurescens,
pacliieriser BCEe TUIBI XOHAPOUTHHCYJb(ATa W THajJypoHaHA, HO He aepmartaHcyibdar. He
Or'PaHHUYMBASICh KAKOW-THMOO KOHKPETHOW HAY4YHOW TEOpHei, cuuTaercsi, uto xoHapouTuHaza AC
KaTaJIM3UPYET JITMMHHALIMOHHOE pacuieruieHne N-aeTuireKkCo3aMUHUTHBIX CBSI3€i B XOHIPOUTHHE,
XOHIPOUTHH-4-Cysib(aTe U XOHIPOUTHUH-O-CyJib(daTe, YTO MPUBOAUT K IMOJYUEHHIO Pa3THMUHBIX

ZCaxapuioB.

OnsiTh ke, HE OrPaHUYHMBASICh KAKOW-THOO KOHKPETHOW HAYYHOH TEOpHEW, CUYMTAETCS, UTO
rHaJlypOHHUa3a WM rHajlypoHaTiiasa us Streptomycles hyalurolycticus cnienuduyecku paciierniser
THATyPOHAH WJIM THAJTyPOHOBYIO KUCIOTY. CunTaeTcs, yTo ruanyponuaasa SD wiu ruanypoHaTimasa
u3 Streptococcus dysgalactiase pacuiernsier HecyJib(HaTHPOBAHHBIN XOHAPOUTHH M THANypoHaH. B
OpYyruX ciydasx (epMeHTbl THaypOHHAA3bl PACIIEIUISIIOT BCE THIBI XOHIPOHTHHCYNb(MATA H

rHajypoHaHa.

B npyrux BapraHTax peann3ainui H300peTeH s pacllerieHue COrJIaCHO HACTOSIIIEN peaKIiu
BKJIIOYAET OAWH WK Oojiee PepMEHTOB, KOTOpPbIe He PACIIEIUISIOT rernapaH Wi renapaHcyibpar.

Hanpumep, He orpaHHYNBasICh KaKOH-THO0 KOHKPETHOW HAYYHOH Teopuel, cCunTaercs, 4To (PepMeHT
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xorapoutnHa AC mnpuHHMaer yd4acTHe B OJJIMMHHALMOHHOM pa3pyLIEHHH IMOJIHCAXapHIOB,
conepxamux 1,4-b-D-rekcozamununbHbie u 1,3-b-D-rir0KypOHO3UIIBHBIE CBS3H, IO IHCAXAPHIIOB,
CoaepKaluX 4-ne3okcu-b-D-riok-4-eHyPOHO3UITbHBIE TpyIIBI, 5 pacuemisier

xoHapouTuHcyisdater A u C. Cunrtaercs, 4yro XoHApoutnHa3a B pacmernsier nepmatancynbdar.

B paznnuHbIX BapuaHTaX peajn3alny HACTOSIIEro H300peTeHus 00pa3en OQuHOro wiu doJiee
I'AT' unu MX KOMIIOHEHTOB MPHUBOAAT B KOHTAaKT ¢ omHuMm i Oonee I'Al-paciiennistomumu
dbepmenTamu, Hanpumep, ogauM uiu O6osee I'Al-paciiennsaomumu GepMeHTaMu, TPUBENEHHBIMH B

AaHHOM JOKYMECHTEC UJIM UHBIM 06p330M HU3BCCTHBIMU B I[aHHOI‘/'I 0071aCTH TEXHUKHU.

Peaxiust paciuensieHus COrJIaCHO HACTOSLIEMY HU300PETEHHIO MOXKET BKITFOYATh IIPUMEHEHHE
I'AT' B xouuentpanuu, Hanpumep, ot 0,01 no 100 wnmu Gosee MKM KOHKPETHOH MOJIEKYJIBI HITH
obrero mucaxapunaa, Hanpumep, 0,01, 0,05, 0,1, 0,15, 0,2, 0,3, 0,4, 0,5, 1, 2, 3, 4, 5, 10, 20, 30, 40,

50, 100, 200, 300, 400, 500 umu 6Goslee MKM KOHKPETHON MOJIEKYJIBI MJTH OOLIEro AucaxapHaa.

Peaxkiust paciuensieHus COrJIaCHO HACTOSLIEMY HU300PETEHHIO MOXKET BKIIFOYATh IPUMEHEHIE
I'AT -pacmernsiromero gepmenta B konuentpauuu ot 0,1 E no 100 E unu 6onee, nanpumep, 0,1 E,
05E 1E,2E 3E 4E,5SE, 10E, 20E, 30 E, 40 E, 50 E, 75 E, 100 E umu Gonee, i
COOTBETCTBYIOLIEH JII0OOMY MpoMeKyTOUHOMY auamna3ony, Hanpumep, ot 0,1 E mo 20 E, o1 0,5 E no

100Eumorl EnoSE.

Peakuus paciierieHust MokeT JuThest oT 30 cekyHn 1o 6 mHei umm Oonee, Hanpumep, 30
cekyHn, 1 munyTty, 5 MmunyT, 30 munyT, 1 yac, 2 Jaca, 3 gaca, 4 Jaca, 5 yacos, 6 yacoB, 12 yacos, 1
CYTKH, 2 CYTOK, 3 CYTOK, 4 CyTOK W OoJiee WJIH JIIOOOW MPOMEKYTOUHBIH AWANA30H BPEMEHH.
Peaxmust MmoskeT mpoucxoanuts, HampuMep, npu temmnepatype ot 1°C mo 99°C, takoit kak 1°C, 5°C,
10°C, 20°C, 30°C, 40°C, 50°C, 60°C, 70°C, unu COOTBETCTBYIOIIEH JTIOOOMY IMPOMEKYTOUYHOMY

JTNATIA30HY.

Peakiuro pacliernyieHusi COIIaCHO HACTOSIIEeMYy H300peTeHHIO MOXKHO HHKYyOHMpOBaTh B
TeUeHHe IepHoaa BPpeMeHH, JOCTATOYHOro Ul paciieruienust onHoro i Oonee I'AIT (Hanpumep,
I'C) wnu omHoro wim Oojiee UX KOMIIOHEHTOB (HampHMep, COCTaBJSIOLIMX aucaxapumaoB) [AT-
pacmerusrouMy - pepmeHTamMu.  Hampumep, peakuuio pacIleluleHHs] COTJIACHO HACTOSIIEMY
HU300peTeHNI0 MOXKHO WHKYOUpoBath B TeueHune 10 cexyHn uiau Oonee, Hanpumep, 10 cekynn, 20

cexyHn, 30 cexynn, 40 cexynn, 50 cexkyHn, 1 MmuHyTEl, 2 MUHYT, 3 MUHYT, 4 MHHYT, 5 MUHYT, 10
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muHyT, 20 MuayT, 40 MunyT, 60 MUHYT, 2 YacoB, 3 4acoB, 4 4acoB, 5 yacoB, 6 Jacos, 12 4dacos, 1
CYTOK, 2 CyTOK myu OoJiee, WJIH JIFOOOr0 MPOMEKYTOUHOI'O OHAna30Ha BPEMEHH B Pa3IMYHBIX
ycnoBusix. Paciienyienne MokeT ObITh MOJIHBIM HJIM HEMOJHBIM, HAIPUMEp, PACLIEIIEHHE MOYKET
Bkmouath paciierienne ot 1% mo 100% T'AI mwmn xommnonenToB ['AI, koTopeie MoryT
PacIIenIAThCA KOHKPETHBIM (hepMeHTOM, Hanpumep, 1%, 2%, 3%, 4%, 5%, 10%, 15%, 20%, 30%,
40%, 50%, 60%, 70%, 80%, 90%, 95%, 96%, 97%, 98%, 99% wm 100% wumm m0boro
MPOMEXYTOUHOTO Auana3oHa, Hanpumep, ot 30% no 100%, ot 40% no 100%, ot 50% mo 100%, ot

60% mo 100%, ot 70% mo 100%, ot 80% mo 100% umu ot 90% mo 100%.

JdepuBaruzanus

B pasnuuHbIX BapuaHTax peasn3alud H300peTeHHss 00pasubl COrJACHO HACTOSIIEMY
HU300pETEHNIO MOTYT OBITh JA€PHBATH3HPOBAHBI. B KOHKPETHBIX CIIydasX MPOAYKTBI PaCIIENICHHS
I'AT, npucyTcTByIOIIME B pacCIIEIUIEHHOM oOO0pasile, SBISIOTCS AepUBATH3HPOBAHHBIMH.
JepuBaTuzarusi MOXKET MOBBICUTh UYBCTBUTENILHOCTh AHAIM3A PA3IMUHBIX PEIJIOKEHHBIX B TAHHOM
TOKYMEHTE CIoco0oB, HAIIPUMED, obseryas xpomaTorpapuyeckoe pasnesneHune
ACPpUBATUSHUPOBAHHBIX MOJICKYJI, Harpumep, pasoeneHue AOCpUBATU3UPOBAHHBIX IIPOAYKTOB

pacmiernnenus AT,

B pasiauuHbIx BapuaHTaX pean3alii M300peTeHus AepHUBATH3ALMS BKJIOUYAET N00aBJIEHHE
JIEePUBATH3UPYIOLIETO BEIIECTBA BO MHOXKECTBEHHBbIE y4acTKH Mojiekynbl ['Al’ umm ee mpoaykra
paciierieHnsi. B pa3nuuHbIX BapuHaHTaxX pealnu3aliil H300pETeHHs OepUBATH3ALMS BKIIOUAET
nobaBjieHHEe NEePUBATU3HMPYIOLIErO BEIIECTBA B KOHKPETHBIH yuacTok Mosiekynbl Al wim ee

MPOIYKTA PACIIEIIICHHSI.

OO6paser MOKHO IepUBATU3HPOBATH MEPE dTATIOM SKCTPAKIIMH HJTH MTOCJIE ITANA SKCTPAKIIHH.
OO6paser] MOXKHO EPUBATH3UPOBATH MEPE STANIOM PACIUEIUIEHUS] WK MOCJE 3Tana PacIierIeHHS.
OO6paser MOKHO IEPUBATU3UPOBATE B MOMEHT BPEMEHH IMEPEI ITANOM IKCTPAKLUU U TIepe]] STaroM
paciiemienusi. OOpasen MOKHO AePHBATA3HPOBATH B MOMEHT BPEMEHH MOCJE dTana dKCTPAKIHH H
nocye 3tana pacuerienus. O0pasen MOKHO TEPUBATH3UPOBATE B MOMEHT BPEMEHH MEXKIY ITAlIOM
SKCTPAKIHMH U 3TATIOM PACLISIUICHHUs, HAIPUMep, OCIIe SKCTPAKLIUHU, HO Mepe] paclIelIeHueM, WIIH,

HaMpuMep, TOCe PacCIIENIeHns, HO Tepea dKCTpakiuend. B pasnuuHbIX BapuaHTax peau3aliiu
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croco0 COrJIaCHO HACTOSIIIEMY H300PEeTEHHIO MOYKET BKJIKOYATh, HAPHUMED, 3TAl SKCTPAKIUH, 32

KOTOPBIM CJICAYCT 3Tall paCIlCIJICHU S, 34 KOTOPBIM CJICAYET 3Tall ACpUBATHU3AIHUU.

HepuBaTuzamusi MOXeT BKJIOUaTh noOaBieHHe ruapo(oOHOro BelecTBa K MPOAYKTaM
pacimenyienuss I'Al'. JlepuBaTu3aiiuss MOKET BKJIIOYATh MOOAB/IEHHWE BEIIECTBA, TAKOrO KakK 2-
amMuHONUpUIUH, 2-amuHoOeH3amun (AB), 2-amunoben3orinas kuciora (AK), 4-amuHOCamHIMIIOBAS
kucnora (ACHJI), 3-ammnoxunonoH (3-AX), 3-(auermnamuHo)-6-amuHOakpuauH (AA-Ak), 2-
amuHoaxkpunoH (AMAK), npokaun (IIpo), nmpoxaunamun (IIpoA), stun-4-amuaobenzoar (ABD),
Oytun-4-amunoben3oar (AbB), S-amuuo-2-Hadranencynbdonoras kucinora (AHCK), 8-
amuHoHadtaneH-1,3,6-rpucynbdonobas kuciora (AHTC), 8-ammnonmpen-1,3,6-tpucynshonoBast
kucnota (AIITC), 1-dpennn-3-merun-S-nupaszonon (OMII), 4-uutpo-2,1,3-0enzokcanuazon (HB/I-
F), Fmoc u 6-amuaOoxuHOJOH (cMoTpuTe, HanpuMmep, Pabst et al. 2009 Analytical Biochemistry 384:
263-273).

CroeumanucrtaM B [JaHHOW OOJACTH TEXHUKHM W3BECTHBI pAa3IMYHbIE BEIIECTBA IS
JepUBaTU3AMKA MOJIEKyJ (HampuMmep, TaKHX MOJIEKYJ, Kak mpoaykTsl pacmeruieHus ['Al) ms
paszieneHus, HampuMep, Xpomatorpaguueckoro paszneieHus, Ao0aBleHHE KOTOPBIX oOOJyerdaer
paszenieHre U TeM CaAMbIM YJIy4IllaeT YyBCTBHTEIbHOCTL NMPH BhbisBiieHnH. CrienuanicraM B JaHHOM
00JIaCTH TEXHWKH TAK)KE M3BECTHO, YTO KOHKPETHBIE NEPHBATH3UPYIOIIME BEIECTBA, HANPHMED,
rupooOHbIE NePUBATH3UPYIOLINE BELIECTBA, MOT'YT OBITh BEIOPAHBI B COOTBETCTBHHU CO CIIOCOOOM

paszeNnenus, HarpuMep, Xxpomarorpaduu, HapuMep, aHKOHOOOMEHHOM XpoMaTorpadu.

Peakuus nepuBat3zanuu MOKeT MIHThCs OT 30 cekyna mo 6 auelt uim Oosee, Hanpumep, 30
cexyHn, 1 munyTty, 5 munyT, 30 munyT, 1 yac, 2 Jaca, 3 Jaca, 4 Jaca, 5 yacos, 6 yacoB, 12 yacos, 1
CYTKH, 2 CYTOK, 3 CYTOK, 4 CyTOK mju OoJyiee WM JIFOOOW MPOMEKYTOUHBIH AWANA30H BPEMEHH.
Peaxmus nepuBaTH3amiy MOXKET MPONCXOIUTh, Harpumep, npu remmeparype ot 1°C go 99°C, raxoii
kak 1°C, 5°C, 10°C, 20°C, 30°C, 40°C, 50°C, 60°C, 70°C, 80°C, 90°C wmm 99°C, wumm

COOTBETCTBYIOLIEH JTFOOOMY IPOMEKYTOYHOMY HANA30HY.

I'nukan-cnenunduyeckas 3IKCTpaKIHsI

B pasmuuHbIX BapuaHTax peanu3alui H300peTeHus: B JI0OOW MOMEHT BPEMEHHU B Croco0e

COTJIACHO HACTOSIIEMY H300PETEHUIO MOYKHO MPOBOUTE STAI TJIHKAH-CIENUH(DUUECKON SKCTPAKIIUH,
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HaIlpuMep, MOCJIe PACILEIICHHSI UK AepUBAaTH3ALNH, HO Ilepel aHAIM30M. B KOHKpETHBIX BApUaHTaX
pean3aii U300pETeHHsI 3Tal TIHKAH-CIenU(pUIECKON SKCTPAKIUH MOYKET MPEACTaBIsATh COOOi
dTam TJIMKaH-crenn(uueckoi TBepmopa3HOW OKCTpakUMU. B ciyuae Hamu4us 3Tam TJIMKAaH-
cienu(pUUecKor SKCTPAKIUU MOKET OBITh €IMHCTBEHHBIM 3TAllOM 3KCTPaKUUHU. B albTepHATHBHOM
BApPHAHTE B CJlyuyae HAJIUYHS 3Tall MO3JHEH SKCTPAKUUH MOXKET OBITh E€IMHCTBEHHBIM JTAlOM
skcTpakiuu. Ha sTame rimkaH-cnenu(uueckoi SKCTPaKIUU MOKHO NMPUMEHSTh JIO0bIe COCOObI
WA METOJMKH, ONMCAHHBIE B TAHHOM JAOKYMEHTE WM KaKHM-THOO IPYruM oOpa3oM H3BECTHBHIE B
JMAHHOH O0NACTH TEXHUKH, B YACTHOCTHU, T€ CIIOCOOBI HJIH METOAUKH, KOTOPbIE HMEIOT OTHOLIEHHE K

JIO00MY IPYroMy 3Tamy 3KCTPAKLUUH, YCIOBHOMY, HEOOS3aTeIbHOMY HITH APYTOMY.

AHau3

OOpasipl  COrJIACHO HACTOALIEMY H300pPETEHUIO, HampuMep, OOpasibl, KOTOpbIe ObLIH
OKCTPAarupoBaHbl, OOECCONIEHbI H/WJIM PACLIEIJIEHbI, HAMpUMep, OOpasibl, KOTOpbie OBLIH IO
MEHBIIIEH Mepe DKCTPArupoOBaHbl M PACIIEIUIEHBI, MOKHO aHAJM3UPOBATH, YTOOBI ONMPENETUTH IO
o0pasiuy Tum u/uiu kKojanuectso ofanoro wim 6osee Al (Hanpumep, I'C) wiu ogHoro uimm 6osee ux
KOMIIOHEHTOB HWJIK NNPOAYKTOB PaCIICINICHUA, IPUCYTCTBYIOIIUX B 06pa3ue. B KOHKPETHEBIX CJIydasax
pacIlenieHHbIi 0Opaseln aHAIU3UPYIOT, YTOOBI OMPENETUTh TUIT B KOJMUYECTBO OJHOTO MM Oojiee
I'AT, KkoTOpble H3HAYANLHO MPHCYTCTBOBAJIM B O0pasle Imepen pacIlelJIeHHEM, IyTEM
uneHTU(UKAIME TPOAYKTOB PACIIEIUIEHUs], MPUCYTCTBYIOMIMX B 00pasle IMocie PacIIeIeHus.
AHann3 MOKET BKIJIKOYATH 3Tam paszaeneHust ompHoro wiu Oonee Al wmu omuoro wim Oojiee uX
KOMIIOHECHTOB HJIM MNPOAYKTOB pPacCIICIUICHUA, TIMPHCYTCTBYIOIOIUX B pPacClICIIJICHHOM I/I/I/I.]'II/I
NEePUBATH3UPOBAHHOM OOpasie. B KOHKPETHBIX Cilyuasix HACTOosiee H300pPETEHHE BKJIFOUAET

pas3zeneHre qepuBaTH3NPOBAHHBIX MPOAYKTOB pacierienus ['Al.

AHanu3 MOKeT BKJIFOYaTh 3Tam BeIsBieHHs oxgHoro wmm Oonee Al (mampumep, I'C)
ogHoro wim Oonee WX KOMIIOHEHTOB IJIM IPOAYKTOB pACIIEIUIEHHs], NPUCYTCTBYIOIIHX B
pAaCIIEeIUIeHHOM HW/WJIM AEepPUBATH3MPOBAHHOM obOpasne. B KOHKpPETHBIX BapHaHTaX pean3aliy
N300peTeHNs aHAJIN3 MOYKET BKIIFOYATh BBISBIICHHE AEPUBATH3NPOBAHHBIX MPOIYKTOB PACIIEILICHHSI

I'AT.
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B KOHKpETHBIX BapHaHTAX pealu3auud H300pETeHHs aHAJM3 MOXKET BKJIIOYATh JTall
pasnenenust ogHoro win Oosnee AT wnm omHOro mim OoJjiee MX KOMIIOHEHTOB WJIM MPOIYKTOB
paclienyieHnsi, NPUCYTCTBYIOIIMX B PACUICIUVICHHOM W/WJIH JEPUBATH3UPOBAHHOM o0pasue C
NOCJIEAYIOIIAM 3TArlOM BBISIBJIEHUs] omHOrO win Oosee pasnenenHbix Al wnu omgHoro wiu Gosee
pazneneHHbIX KoMIOHeHTOB I'Al', mitn ogHOro uin GoJiee pa3aeseHHbIX TPOAYKTOB paciuerieHus. B
Oojiee KOHKPETHBIX BApHAHTAX peATH3aLUU H300pETeHUs] aHAJIM3 MOYKET BKJIOYATH pa3ieieHHe
OJTHOTO HJIH OoJiee AepuBaTH3UPOBAHHBIX MPOAYKTOB pacuierieHusi I’ Al u BbIsSiBJIeHUE OAHOTO WM

Oonee pazaeneHHbIX TPOAYKTOB paciieruienus ['AT .

Pasznenenue

OOpasipl  COrJIACHO HACTOALIEMY H300pPETEHUIO, HampuMep, OOpasibl, KOTOpbie ObLIH
AKCTPArupoBaHbI, O0OECCOJIEHbI, pPACIIEIUIEHbl W [EePUBATH3UPOBAHBI, HAIPHMEP, B YKA3aHHOM
nopsiiKe, MOKHO 0OpabaThIBaTh Tak, 4TOObI pasnenuth onuH mwin 6osnee Al win onuH unmu Oonee

HNX KOMIIOHCHTOB HUJIU ITPOAYKTOB PACIICIIJICHUS.

B nanHOl 005aCTH TEXHHWKHM HW3BECTHBI Pa3IMUHBbIE METOIbI PAa3IeNICHHs], BKJIIOUAIOIIHE B
KauecTBe MpUMepa METOHbl pa3fesieHHsi Ha OCHOBE Trejisi M XpoMarorpauuecKkue MeTO.bI
pa3menenus. B KOHKPETHBIX CllydasXx METOJ pas3fesieHHs] MOYKET BKJIIOUaTh IKHAKOCTHYIO
xpomatorpapuio, TOHKOCIOWHYIO XpoMaTorpaduio, KamWUBIPHBIH 3JeKTpodope3, Tra30BYIO
XpomaTorpagpuio HTH SKCTPAKLIUIO PACTBOPUTENIEM. B HEKOTOPBIX CiIyYasix METOI pa3eIeH s MOKET
BKJIIOYATh afCOPOILMOHHYIO XpoMaTorpaduio, pacupeneanTelbHy XpoMaTorpaduo, HOpMaIbHO-
(dazoByr0 xpomaTtorpaduio, BOIHYIO HOPMabHO-(a30ByIO XpomaTtorpaduio, odpaineHo-ha3oByro
xpomarorpaduio, HOHOOOMEHHYIO XpoMaTorpaduo, MOJEKYISPHO-CHTOBYIO HIIH 3KCKIIIO3HOHHYIO
xpomarorpaduio wuind abduHHyI0 Xpomartorpadui. MeTon pasneneHdHss MOKET BKIIOYATh
CBEPXBBICOK03(D(PeKTHBHYIO KUAKOCTHYIO xpomartorpaduro (COXKX) umn  BeicOK03(PEKTHBHYIO
JKHAKOCTHYIO — xpomarorpadpuio  (BDXKX). Meton  pa3neneHus = MOXKET  BKJIIOYATh
BBICOKO3(p(PEeKTUBHYIO aHHOHOOOMeHH Y0 Xpomarorpaduio (BOAOX). Meroast BOXKX, BOAOX u
C32KX u3BecTHbI B JaHHOI 00acTH TeXHUKH. METO pa3aeeHus, BKIKYAOIUN XpoMaTorpaduro,
MOJKET BKJIKOUATh JKUIKOCTHYIO xpomartorpaduio ¢ ruapodmibHbiM B3aumopericteuem (JKXI'B),
obparieno-dpazopyo (OD) xpomatorpaduio HIH KOJOHOUHYIO XpomaTtorpaduio ¢ rudpumamu c

sapspkeHHol moBepxHocThio (I'3[1). B  pasnuuHbix BapuaHTax peajau3alud H300peTEHHS
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xpomarorpadusi BKJIIOUAET TNPHMEHEHHE TpaHys, HAMpUMeEP, AHMOHOOOMEHHBIX TrpaHy B
HEKOTOPBIX CIIyYasiX pas3jelieHne BKIOYAeT OAWH MK OoJjiee JTAnoB, Ha KOTOPBIX MOJIEKYJIbI
pasIMYyaOT HAa OCHOBAHHM, HAmpuUMep, pasMepa, MNOJAPHOCTH, TruApodoOHOCTH, 3apsa,
(byopecueHInn, paIiOAKTHBHOCTH, CIEKTPO(DOTOMETPHUECKIX XapPAKTEPUCTHK, CIIEKTPOB, MACCHI
WK APYTHUX U3BECTHBIX B JAHHOW OOJIACTH TEXHHUKH XapaKTEPUCTHK HJIH JIFOOBIX MX KOMOHHauii. B
JAHHOM JOKYMEHTE NMPEAyCMOTPEHO MpUMEHEHHe JIIoOOW KOMOMHAIMHU JIIOOBIX ABYX HJIM Oojee

METOJIOB pa3zesieHus (HanpuMep, MHOrO(paKkTOpHOE pas3ieieHue).

BrisiB/1eHHE

Pa3nesnienHble WM HepasIelieHHble O0pas3ibl MOKHO IOABEPraTh ATANy BbISBIEHHS. B
OIpENENIeHHbIX BapHaHTaX peaJn3alud H300pPETEHHs BBISBJIEHHWE BKIIIOYAET NMPHMEHEHHE Macc-
CIIEKTPOMETPHH B OHHON miin OoJiee U3 ee pa3nuyHbIX (GopM. B HEKOTOPBIX BapraHTax peaH3aliu
HU300pETEeHHsT ATAll BBISBJIEHHS MOYET BKJIIOYATh, HANPUMED, BBISBJIEHHE MO IMPOBOIUMOCTH, ras-
XpoMaTtorpapMuecKkoe BBISBJIEHHE, aMIIEPOMETPHUUECKOE BHISBJIEHHE (HAPUMEDP, HMMITYJIbCHOE
amrnepomerprueckoe nerektupoanue (MAJ]) wiu 3D ammepoMerpuio), reib-3JjeKTpodopes u
Opyrue TPaaulHOHHBIE METOIbl OENKOBOrO aHaM3a, MAacC-CIEKTPOMETPHH B JIO0OH H3 ee

pasanuHbIX GOPM, a TaKKe IPYriue H3BECTHBIE B JAHHON 00JIaCTH TEXHUKH METO/IbI.

Metonbsl Macc-ClEKTPOMETPUH, NPUMEHsSEMble B JAHHOM HM300pETeHHH, MOTYT BKIIIOYATh
000N M3BECTHBIM B JAHHOW OOJNACTH TEXHHUKH METOJ Macc-CrekTpoMeTpuu. Hampumep, mms
BhIsiBJIeHHsT omHoro wiu Oonee AT wim omHoro miam Oojlee MX KOMIIOHEHTOB WJIM NMPOAYKTOB
paclierUieHns MOKeT IPHMEHSITbCs yckoputenbHass Macc-cnektpomerpust (YMC), rasosas
xXpomartorpagpusi-Macc-CrneKTpOMETPHs (I'X-MC), JKUIKOCTHAS xpomaTorpadus-macc-
cnektpomerpust (XKX-MC), macc-ciekTpoMeTpusi ¢ MHAYKTUBHO cBsizanHO# rasmoi (MC-HCII),
Macc-crekTpomMerpur n30TonHbIx cooTHomenuit (MCHC), ciekTpoMeTprsi HOHHOH MOIBYKHOCTH-
Macc-CIIeKTPOMETPHS, Macc-CIIeKTPOMETpHsl ~ C  MAaTPHYHO-aKTHBHPOBAHHOH  JIa3epHOM
necopOuueit/monnsanueir  (MAJIIU) (manpumep, MAIJIJAU-BII), wmacc-cnekTpomerpust C
MOBEPXHOCTHO-YCUJIEHHOW JasepHor necopbuueii/monuzauueii (IIVJIAW) (wanpumep, ITYJIIU-
BII), Tannemuas macc-crnekrpomerpust (MC/MC), Macc-ClieKTpOMETpHs C TEPMUYECKOH HOHM3ALH e
(MCTH), macc-cnektpomeTpusi ¢ HUCKpoBbiM wucrounukom (MCHU), macc-cnekTpoMeTpus ¢

O6ombapaupoBkoii ObictpeiMu atomamu (BBA), wmacc-cmektpomerpusi co ciaboit  j1a3epHOit
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necop6uueii (CJIJ]), Macc-CeKTpOMETPHS C XUMHUECKOW HOHU3ALMEN TPpH aTMOC(HEPHOM AaBJICHUH
(XUAM), macc-cnektpomerpusi BTopu4HbIx MoHOB (MCBH), macc-ciekTpomMerpust ¢ HCKPOBOH
nonuzauueii (MH), macc-cnextpometpus ¢ Tepmudeckoit nonuzanueii (TH), macc-ciektpomeTpusi ¢
xuMuueckoil nonmzamuen (XH), Macc-CekTpoMeTpusi C HOHU3AUeEH 3JeKTpoHHbIM yaapoM (JY),
MacC-CIeKTpOMeTpus ¢ AecopOuuei mojaem/monusanuei nojgem (JII1/MII) u macc-ciekrpoMerpust ¢
noHuzauuel tepmopacneuieHneM (MTP). Cneumanuctel B AaHHOW OONACTH TEXHUKU 3HAKOMBI C

pa3IMYHBIMU (hOPMAMU MACC-CIIEKTPOMETPHUH.

MaCC-CHeKTpOMeTpI/IH MOJKET BKIIIOYATh NPUMEHCHHUEC UCTOYHUKA HOHU3AIllUuH, aHAJIM3aTOpa U
IETEKTOpa. AHAIM3ATOP U MAaCC-CIIEKTPOMETPUH MOYKET ObITh BHIOpPAH M3 JOOOr0 M3BECTHOTO B
OaHHOM O0JacTM TEXHUKH aHaJM3aTopa, HampuMep, KBaAPYIOJbHBIX MacC-aHAJIU3aTOPOB,
BPEMSITIPOJIETHBIX MacC-aHaJM3aToOPOB, MarHUTHBIX CEKTOPHBIX MacC-aHaJM3aTOPOB,
AJIEKTPOCTATHYECKUX CEKTOPHBIX MACC-aHAJM3ATOPOB, KBAAPYIOJBHBIX MAaCC-aHAIM3aTOPOB C
HOHHBIMH JIOBYIIIKAMH, OPOUTPIMHBIX aHAJIU3aTOPOB HJIM HOHHO-IHMKJIOTPOHHO PE3OHAHCHBIX
aHaM3aTopoB. JIeTeKTop At MacC-CIEKTPOMETPHE MOKET OBITh BHIOpAH M3 JIFOOOrO M3BECTHOTO B
MaHHOHN 00JIACTH TEXHHKH IETEKTOpa, Hampumep, POTOYMHOKHUTENS, JIEKTPOHHOTO YMHOKHUTEJIS,

MUJIHHAPOB d)apa)lesl WK AETCKTOpPAa Ha base MUKPOKaHAJIbHBIX IJIACTHUH UJIK MATPUYHOTI'O ACTCKTOPA.

B pasnuuHBIX OMHCAHHBIX B JAHHOM AOKYMEHTE CIOCo0ax, Crocod COrjacHO HACTOSIIEMY

u3o0petenunto BrimouaeT npumenenne XX/MC um XKX/MC/MC.

B omnpeneneHHBIX Ciydasx 3Tall BbISIBJIEHHS COTJIACHO HACTOSIIIEMY H300PETEHHIO MOKET
BKJIIOYATh Ta30BYID Xpomarorpauio BMECTO MJIM B KOMOWHAIMH C MAacC-CIEKTPOMETPUEH.
JleTekTOpbl AJisi ra30BOM Xpomatorpaduu MOTYT BKJIIOUATh Hen3OupaTebHbIEe, H30UpaTesbHbBIE,
cneunuyecKue, 3aBUCUMbIE OT KOHLEHTPALMH WIH 3aBHCHMbBIE OT MACCOBOI'O MOTOKA JAETEKTOPBL.
KonxkperHble THIIBI AETEKTOPOB MOT'YT BKJIOUATh IJIAMEHHO-HOHU3ALHOHHbBIE JETEKTOPBI, AETEKTOPHI
N0 TEIUIOMPOBOIHOCTH, NETEKTOPBI 3axBaTa JJIEKTPOHOB U a30THO-(hochopHbie neTekTopbl. B
KOHKPETHBIX CJIydasiXx HACTOsILIee H300peTeHre BKIIIOYaeT MpUMEHEHHE ra30Boil XxpoMaTorpaduu u

macc-crekrpomerpun (I XMC).

B pasmuuHbIX BapuaHTax peanu3alii H300pPETeHHs STal BBISBIEHHS MOXKET BKIIIOYAThH
BMECTO WJIM B KOMOMHAIIUH C MacC-CIIEKTPOMETPHU e HITH JIFOOBIM APYTUM MPEJIOKEHHBIM B JAHHOM
JOKYMEHTE MEXaHW3MOM BBISIBJIEHHS NPUMEHEHHE SAEpPHOrO0 MArHWTHOIO  PE30HAHCa,

CIEKTPOMETPHH, CHEKTPOMETPUH H3JIyYEeHHUs, TOHKOCJIOWHOH XpoMaTorpaduu WM CXOOHBIX
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METOIUK WJIH JPYTMX HW3BECTHBIX B MAHHOH OOJACTH TEXHUKH CIOCOOOB, BKJIIOYAs, HO HE
OrPaHUYMBASICh OTHM, IPUMEHEHHE BEIIECTB, CIOCOOHBIX MAEWCTBOBAaTh B KA4YeCTBE 30HIOB,
cneunduuecknx k KOHKpeTHbIM ['Al', UX KOMIIOHEHTaM, UX MPOAYKTAM PaCLIETICHHS HITH JTFOOOMY
KOJIMYECTBY DJIEMEHTOB, BhIOpaHHBIX U3 JTIOObIX ['ATl’, 1X KOMIIOHEHTOB (HAMPUMep, COCTABJISIFOIINX
QM CAaXapuaOB) WA UX MPOAYKTOB PACILEIUICHHUs, KOTOPbIe, KAaK MOHATHO CIIELUAINCTaM B JAHHOM

00J1aCTH TEXHHKH, BKJIFOUYEHBI B 00BEM HACTOSILIErO H300PETeHUsI.

B naHHOM MOKyMeHTe MpeayCMaTpHBAETCs MPUMEHEHHE JTIF000H KOMOMHAIMH JTFOOBIX ABYX

i OoJiee METOIOB BBISIBJICHHS (HApUMep, MHOTO()aKTOPHOE BBISIBJICHUE).

B Pa3IMYHBIX BapUaHTax peajin3alnuu I/1306peTeHI/I${ nepea BeIABJICHUEM o6pa3um CMCHINBAKOT

C pacTBOPOM TPHOYTHUJIAMUHA B AL[ETOHU TPHUIIE.

B pasiuuHBIX BapHaHTaX peasn3aldd  aHATU3 O0pas3lLOB COMVIACHO HACTOSIIEMY
U300peTeHHIO, HaprMep, 00pa3IOB, KOTOPbIe OBUTH PACIIEIJIEHBl U JePUBATH3UPOBAHBI, BKJIIOUAET

Kak sTaI pasaeJCHus, TaK U 3Tall BBISABJICHUS.

B pasnuuHbIX BapHaHTaX peayM3alldi HACTOSIIEro H300pEeTeHHs Crnocod ompeneneHus
ypoBHst oxHoro uim 6onee AT (manpumep, I'C) BKIIIOYaeT ONMCAHHBIE B TAHHOM JOKYMEHTE DTAllbI
DKCTPaKIMM, OOECCONMBAaHMS, pACINEIUIEHUs, IEPUBATU3ALUU, DAa3NeJeHHss U  BbISBJICHUS,
HeOOSI3aTEIbHO B YKA3aHHOM TOpsAAKEe. B  pasauyHBIX BapuHaHTaxX peaju3aldd HAaCTOSIIErO
u3o00peTeHus crocod onpenenenus ypoBHs oqaoro win 6osee Al BkiIrOUaeT OnrcaHHbIe B JAHHOM
NOKYMEHTE OTalbl JKCTPAKIMM, PACIIEIUIEHUs, AEPUBATU3ALMU, DPA3lejeHUus M BbIABJIEHHS. B
Pa3IMYHBIX BApHAHTAX peaji3aliy HACTOSAIIEr0 H300peTEH S CIIOCO0 ONpeaeseH s YPOBHS OIHOTO
umm 6onee I'Al” BKIIOYaeT ONMMCAaHHBIE B JAHHOM JOKYMEHTE dTarbl 00€CCONMBAHHUS, PACIIETUIEHHUS,
NEePUBATH3AIMK, PA3EIEHHs M BbISBJIEHUS, HEOOA3aTENbHO B YKA3aHHOM MoOpsake. B pasiuuHbIx
BapHaHTaX peaju3ally HACTOSIIEro H300peTeH s Crocod OnpeneieHus YPOBHs OJHOrO uin Oosee
I'AT BKJIIOUYAET ONMKMCAHHBIE B JAHHOM JIOKYMEHTE DTAllbl PACIIEIUIEHHUS, IEPUBATU3ALIUH, PA3IETICHHS
U BBISBJIEHUS, HEOOS3aTENbHO B YKA3aHHOM MOPSAKEe. B pasIu4HbIX BapHaHTAX peai3aliu
HACTOSIIIIET0 H300peTeHust Ccrnocod omnpeneneHus: ypoBHs omHoro wmm Oonee ['AIT Bkirouaer
ONHMCAaHHbIE B JaHHOM JOKYMEHTE OJTambl O0ECCONMBAaHHSA, JKCTPAKIHMH, pACIIEIJICHHS,
NEepUBATH3AIMY, Pa3le/ieHHs M BBIABIEHHs, HEOOS3aTebHO B YKA3aHHOM MOpsAKe. PasandHbie
BapHAHTHI PeaTM3allMi HACTOAIIErO H300PETEHHS BKIIFOYAIOT JIO0YIO KOMOHHAIIUIO TPEIIOKEHHBIX

B JAHHOM OOKYMCHTEC 3TallOB B JTE000M MOpsAAKE, BKIIKOYASA He0o0A3aTENbHOE HCKIIIOUEHHE JIFOOBIX
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NPECAJIOKCHHBIX B JAHHOM JOKYMEHTE 3TallOB UJIN Heo0s13aTENLHOE BKIIIOUEHHE HECKOJIIBKUX DTAIIOB

KOHKPETHOTO THIA UJTH (DYHKITHH.

Jns cneuuajucTOB B AAaHHOW OOJACTH TEXHHKH OYEBHIHO, YTO PA3JIMYHBIE BapPHAHTEI
peayM3aliil HACTOSIIEr0 W300pETeHHs BKIIIOUYAIOT BbISBICHHE (HANpUMeEpP, C MOMOIIBK Macc-
CIIEKTPOMETPHH) MHOXECTBa NPOAYKTOB paciierienuss ['AlT, Hampumep, MHOXECTBA pPa3HBIX
MPOAYKTOB PacIleIyIeHus], OJyUYeHHbIX 3 KOoHKpeTrHoro I'Al" wimm ero komnonenTta. Kpome Toro,
pa3NuYHbIE BAPUAHTBHI PEATH3ALUN HACTOSINEr0 H300pPETeHHsT MOTYT BKJIIOUATh BBISBICHUE
MHOKecTBa pa3Hbix 'Al’ B omHOM 00pasiie Wi B OAHOHN TpyIIe peakuuil, Wik B OJHOW PEAKIUH.
Hacrosimee n3o0perenne noapa3yMeBaeT, YToO B PA3JIMYHBIX CIyUYasiX ONpeneeHus JI0O0ro OaHOro
nponykta pacuwemierus Al moxxer ObITh AOCTATOYHO, YTOOBI OOecHneunTh (YHKUHIO WM
OPAKTHYECKYIO IEHHOCTh PACKPHITOrO B JAHHOM NOKYMEHTE H300PETEHHs WJIHM, B PA3IHMYHBIX
BapUAHTAX PeATU3ALIH U300 pETEeH s, 3HAUNTEbHYIO ee 4acTb. KpoMe TOro, MO)KHO BBISIBUTS JTIIO0YIO
HOArPYIIY U3 00IIero BO3MOKHOrO AMAa30Ha BhISBISIEMBIX IPOAYKTOB paciueruienus: A’ B onHoM
obpasie u TeM caMbIM 00ecreunTs (PYHKIUIO WIH MPAKTUYECKYIO [IEHHOCTh PACKPBITOrO B JAHHOM
NOKYMEeHTe H300peTEeHNUs HITH, B PA3JINYHBIX BAPHAHTAX PEASTH3ALNH H300PETEHNUs], 3HAUUTENIBHYIO €€
yacTb. BrisBnenue uimu onpenenenue scex I'Al', kommonenToB I'Al" mim mpoayKTOB paciuenieHus
I'AT, npucyrctByomux B 00pasie, He SBISETCS HEOOXOAUMBIM B KOHTEKCTE€ HACTOSIIETO
uzobperenus. Hacrosiiiee n3o0pereHHe Tak)ke BKJIIOUAET BapUAHTBHI peANM3aldH, B KOTOPBIX
BRISBIIAIOT Wi onpenensitor Bce ['AlT, kommonentsr 'Al' wim mponyktel pacmemienus ['AT,

NPUCYTCTBYIOLIKE B 00pasIIe.

[IperMyIieCTBOM pa3IHYHBIX BAPHAHTOB pEAM3aLUN HACTOSILEr0 H300peTEeHHsl SIBJISETCS
MOBBILIEHNUE TOUYHOCTH BBISBIICHUS H, CJIEIOBATENILHO, MOBBIIIEHHE TOYHOCTH ONMpPEAeNICHUs] YPOBHS
oxuoro i 6onee I'Al', ypoBHs ogHOro mitn OoJiee UX KOMITOHEHTOB MJTH YPOBHSI OTHOT'O HJIH OoJee

npoaykToB pactierienns: AT
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KonTpoan u cranaapTsi

B pasznuyHBIX BapHaHTaX peaan3alny H300peTeH s OMMCAHHbBIE B JAHHOM JJOKYMEHTE METO/bI
aHaJIM3a BKJIIOYAIOT MPUMEHEHHe KOHTPOJIeH H/WJIM BHYTPEHHHX CTaHIApToB. BriOop koHTpoOeit
W/WJIM BHYTPEHHUX CTaHAApTOB B OOIIEM Clilyyae W3BECTEH CIELHATNCTAM B JAHHOW O0JacTH
TexHUuKU. CpaBHEHHE PE3yJIbTATOB AaHAJIN3Aa C KOHTPOJIIMHU HU/MJTH BHYTPEHHHUMH CTAHAAPTAMU MOXKET
o0ecrneunTh OCHOBAaHWE ISl BBIBOJIOB W/WMJIM ONPENENICHHs] KPUTHYECKHX MAaHHBIX. B KOHTeKCTe
JAHHOTO NOKYMEHTAa TePMHH KOHTPOJb HJIM CTAHAAPT (WM KOHTPOJM WJIM CTAHIAPTBI) CIEAyET
NOHUMATh KaK OOO3HAYAIOMINHN JIIOOYIO OJHY PEAKIHIO WM Pe3yJbTaT, MHOXKECTBO PEAKLUN HIIH
Pe3yJabTaTOB, COBOKYIHOCTb PEAKIUI HIJIM Pe3yJbTATOB HJIM JIIOOOE NPYyroe MX MPOSBJICHHE WJIH

KOMOWHUPOBaHUE.

B pasnnyHBIX BapuaHTax peaNM3aldd HACTOSIIEr0 H300pETeHHs aHaIu3 BKJIOUYAET
IpUMEHEHHe BHYTPEHHEr0 CTaHAapTa, IMPH 3TOM BHYTPEHHHI CTAHAAPT COAEPIKUT OAHY WU Oosee
MOJIEKYJI, KOTOPbIE, KaK U3BECTHO, MTOJYYaIOT B Pe3yJIbTAaTe PACLIEIUIEH s OJHON min OoJiee MOJIEKyT

I'AT B npucyrcruu oguoro uin 6osee pacuemsiomux AT hepmeHTOB.

Hanpumep, BHYTpeHHHM CTaHAQpPTOM MOXeT ObITh mpoaykT pacuierienuss Al win
MoJiekyna, umeromas Gopmyiy npoaykra paciuemienus AL, Hanpumep, caxapuz I AUCAXaAPUL,
BuyTpenHnuii cranmapt B Bue npoaykra paciueriennst [ Al MoxeT mpeacTaBiisaTh co00i, Hanmpumep,
MOJIEKYIly, HMEIOIIYIO (HOpMyJly MPOAYKTA pACILISIUICHUs] renapaHcyibdara, HampuMep, IpoayKTa
pacierieHusi renapaHcyibgara, BeiOpanHoro u3 [-S (AUA,2S-GIcNS,6S; paccuntannas MM
665,3975), II-S (AUA-GIcNS,6S; paccuntanHas MM 563,3533), II-S (AUA,2S-GIcNS;
paccuntanHass MM 563,3533), IV-S (AUA-GIcNS; paccuntannas MM 461,3091), II-A (AUA-
GlcNAC,6s; paccuntanHas MM 503,3463) u IV-A (AUA-GIcNAc; paccuntannas MM 401,3022),
CTPYKTYpBI KOTOPBIX HpUBENEHBI HHKe. KOHTpONM MM CTaHZapThl MOTYT OBITH CHHTE3UPOBAHBI,

npUOOPETEHBI HITH MOJIYYEHbI MyTeM paciuernsienus mojekya Al
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B pasnuuHbIX BapHaHTaxX peaju3alii H300peTeHNs] BHYTPEHHUM CTAaHIapT MOIUBHIIHPOBAH
WA CONEPKUT TaKyl MOAM(HKALMIO, KOTOpas AeslaeT BO3MOXKHBIM BbisiBiieHHe. Hampumep, B
HEKOTOPBIX BapHaHTaxX peaju3ali u300peTeHuss oOpasell AepUBATU3UPOBAH KOHKPETHOM
MOJIEKYJIOM, B TO BpeMs KaKk BHYTPEHHHE CTAaHAAPTHl JEPUBATH3HPOBAHBI MEUCHONH H30TONOM
BepCHel, HampuMep, TSHKENION BepcHel 3TOW KOHKPETHON MoiieKysbl. Hampumep, B HEKOTOPBIX
cry4asix obOpasel AepuBaTU3NPOBaH 4-OyTHIIAHWIMHOM, a OIHA WM OOJiee MOJIEKYJ BHYTPEHHEro

cranzapra nepuaTusnpoBanbl *Ce-4-0y THIAHUTHHOM.

JIroboit w3 omHOro wiam OoJjiee KOHTPOJEW WJIM BHYTPEHHHX CTAHIAPTOB MOXKET OBITh
NpeCTaBJIeH IPaUeHTOM KOHLeHTpauii. Hanpumep, 000 U3 OQHOrO wjn 0oJiee KOHTPOJIEH HITH
BHYTPEHHUX CTAHIAPTOB MOKET OBITh IIpencTaBiieH B koHnentparuu ot 0,01 mo 100 uau 6omee MkM
KOHKPETHOM MOJIEKYJIbI UK 001ero aqucaxapumaa, manpumep, 0,01, 0,05, 0,1, 0,15, 0,2, 0,3, 0.4, 0,5,
1,2,3,4,5, 10, 20, 30, 40, 50, 100, 200, 300, 400, 500 unmu OGosiee MKM KOHKPETHONW MOJIEKYJIbI HITHA

o0I1ero aucaxapuia.
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B pasmuyHBIX BapuaHTAX peaTUu3alui W300pETeHHsl CTAaHAAPT COCTOMT W3 OIHOTO
aHcaxapuia, HalpuMep, OAHOTO AUcaxapuaa, MOJy4aeMoro Mpu pacLIeieHHH OJHOrO miu Oosee
KoHKpeTHbIX ['Al" omHuM mnn GoJsiee KOHKPETHBIMU (pepMEHTaMu, BKIIFOUESHHBIMH B OMHCAHHBINA B
JaHHOM JOKYMeHTe croco0. B pa3nuuHbIX BapuaHTax peajau3aluu H300pETeHUs: CTaHIAPT COCTOUT
U3 IBYX uiu OoJjiee AucaxapuioB, HAPUMeEp, IBYX WM Oojiee MUCaxapuIoB, MOJYYaeMbIX MPH
pactiemiennu ogHoro uim 6osee koHkpeTHbix ['AlT ogHuUM nim 6osiee KOHKPETHBIMHU (hepMEeHTaMH,
BKJIIOYEHHBIMH B OMHMCAHHBIA B JAHHOM JOKYMEHTe croco0. B pasmuyHbBIX BapuaHTax peain3aiiu
n300peTeHnss Takue ABa Win Oojiee QUCaxapuoB MOXKHO aHAJIH3UPOBATH B OIHOH pPEAKIMOHHOM
CMECH WJIN B HECKOJIbKIX PEAKLIMOHHBIX CMECSX. B pasMyHbIX BapHaHTaxX peajn3aluy H300peTeHust

ABa UJIN bomee Aucaxapu 0B BKIIFOUCHBI B CTAHAAPT Ha PA3HBIX YPOBHAX.

B KOHKpETHBIX BapuaHTaX peayn3aliy U300pEeTeHuUs] HH MBI AyaIbHbIE YPOBHH OJHOIO HIIH
Oosee (HanpuMep, ABYX Wiu OoJiee, HATIPHMeP, LIECTH ) AUCAXAPHUIHBIX CTAHIAPTOB MOXKHO BHIOPATH
TaK, 4TOOBl MHAMBHIYyaJbHbIE YPOBHH JABYX WM OoJiee AucaxapuIHbIX CTAaHIAAPTOB COBMANAJH C,
OpuOIIKAINCh K HJIM OTOOpa)kajii HOPMAJIBHBIM HJIM TMPAKTHYECKH HOPMAJIBHBIH YPOBEHD,
SKCIEPUMEHTAJbHO ONpEEeIeHHbII HOPMAaJbHBI YPOBEHb, KAHOHUUECKHH HOPMAJIbHBIN YPOBEHb,
cneunuueckuii s obpasiia HOPMAJIBHBIA YpPOBEHb, Creuu(puuecKkuil sl Tpymmsl 00pasioB
HOPMAJIbHBIH YPOBEHD, CIIelH (PUUECKHii 1T MOMYJISIIIHH HOPMAJIbHBIH YPOBEHD UK CTIENUDUUECKHit
JUTSL TIATOJIOTHYECKOTO COCTOSIHHSI HOPMAJIbHBIA YpOBEHb. B KOHKpPETHBIX BapHaHTaX pean3aldu
nU300peTeHns] HHAUBHAYAJIbHbBIE YPOBHH OQHOTO MK OoJjiee (HampuMep, IByX Win Oojiee, HalpuMep,
LIECTH ) MCAXapUIHBIX CTAHIAPTOB MOYKHO BBIOpATh TaK, YTOOBI HH/INBH Iy aJIbHBIE YPOBHH BYX HJIH
Oonee mucaxapuIHBIX CTAHIAPTOB COBMAAM C, MPUOIKAIUCh K WA OTOOpakajad 3HAUYEHHE,
KOTOpOE MOMagaeT B HOPMAJIbHBIA HMJIM MPAKTHUYECKH HOPMAJBHBIM OUATA30H, SKCIEPUMEHTATBHO
OIpeNeeHHbI HOPMaJbHBIN AHANa30H, KAHOHUYECKH HOPMAJIbHBIN AHANa3oH, Chenu(pUIecKuii
s o0Opasia HOPMaJbHBIA [UANA30H, CHEHH(pUUYECKUNd Ui TPYyNmbl 00pas3loB HOPMANbHBIH
Manas3oH, Crenu(pUUecKudl Uis MONYJISALIHAN HOPMAIbHBIA AMANA30H WM creruuueckuil s
MATOJIOTHYECKOrO0 COCTOSIHUSI HOPMAJIbHBIM AHamna3oH. B KOHKPETHBIX BapHaHTaX peajm3aluu
n300peTeHns] HHAUBHAYAJIbHbIE YPOBHH OJHOIO MM Oojiee (HampuMep, IBYX WM Oojiee, HampuMmep,
LIECTH ) UCAXapUIHBIX CTAHIAPTOB MOJKHO BBIOpATh TaK, YTOOBI HHANBU Y aJIbHBIE YPOBHH IBYX HJIH
Oonee nucaxapuOHBIX CTAHOAPTOB MONAAAJHd B HOPMAJBHBIM WM MPAKTUYECKH HOPMAaJIbHBIN
INAMNA30H, SKCIEPUMEHTAIIBHO ONPEAENICHHBI HOPMAJIbHBIN AUana30H, KAHOHNYECKUH HOPMAaJIbHBIIN
Manas3oH, crnenuduueckuid s o0pasua HOPMAJIbHBIA AUAna3oH, CrHelu(UUYeCKHidl Ui TPYIIIbI

00pasiioB HOPMAJIbHBIM AWANAa30H, CHeNd(PUUecKuid Ui MOMYJISIHH HOPMAaJIbHBIA JHANA30H HJIH
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cneumbnqecxnﬁ JJIS TAaTOJIOTHYECKOro COCTOAHHUSL HOpMaJ'[BHI:II‘/'1 Auamna3oH. B Pa3JIMYHBIX BapuaHTax
peaym3ali U300peTeHUs YPOBEHb OJHOTO WM Oojiee mucaxapuIHBIX CTAHJAPTOB HAXOIHUTCS B
npenenax 1%, 2%, 3%, 4%, 5%, 10%, 15%, 20%, 25%, 30%, 40%, 50%, 60%, 70%, 80%, 85%, 90%,
91%, 92%, 93%, 94%, 95%, 96%, 97%, 98%, 99% unu 100% nrOOOro TAKOTrO YPOBHS HJIH JIFOOOTO

TaKOro guarasoHa.

B KOHKpEeTHBIX BapHaHTAX peaM3alHi CIOCOO COrJaCHO HACTOSIIEMY H300pETEHHIO
BKJIIOYAET MNPUMEHEHHE IIeCTH CTaHAapToB. B 0ojee KOHKPETHBIX BapHaHTaX peau3aldd
n300peTeHus mecTs CcTaHmapToB mpencrtasisior cobdoit IS, IIS, IIIS, TVS, A u IVA. Hacrosiuee
u300peTeHrne MOMOJHUTEIBHO BKJIIOUAET JIIOOYIO UX MOATPYIIY, MPUMEHSIEMYIO, HApUMeEp, Kak
OMMCAHO B JAHHOM JIOKYMEHTe, BKJIIOYasi COOTBETCTBYIOIINE HE3AaBHCUMO ONpPEAeNIeHHbIE MOJIIPHEIE
MPOLEHTHbIE COOTHOILIEHHS. JTH IIECTh CTAHIAPTOB MOTYT MPUCYTCTBOBATH B OJHOW CMECH, B
HHIWBUIYAJbHBIX CMECSX WM B JHOOOH WX KOMOWHAIMM, BKJIOYass MHOKECTBO Pa3HBIX

KOM6I/IHI/Ip0BaHHI>IX WM UHOWUBUAYAJbHBIX cMeceit.

B 1r00BIX TakuX BapHaHTaxX peaju3aliy H300peTeHHs, BKJIOUYas BAPUAHTHI pPEAsTH3aLUU
u3zobperenus, B kotopeix IS, IIS, IIIS, IVS, ITA u IVA npuCyTCTBYIOT B OIHOW CMECH, MOJISIPHOE
npoueHTHoe cootHolnenue IS moxker cocrapisats ot 0,5% mo 100%, nanpumep, 1%, 2%, 3%, 4%,
5%, 6%, 7%, 8%, 9%, 10%, 11%, 12%, 13%, 14%, 15%, 16%, 17%, 18%, 19%, 20%, 25%, 30%,
40%, 50%, 60%, 70%, 80%, 90% wunu 100% wuau 1000 TPOMEKYTOUHBIN AUANa3oH (HampuMep, OT
1% mo 20%, ot 5% no 15% wumu ot 8% mo 12%). B pasnuyHbIX TaKMX BapHaHTaX peaii3aliu

HU300peTeHnsT MOJISIPHOE MPOLIEHTHOE cooTHOILIeHue IS Mmoxker coctassite 10%.

B mio0bIx Takux BapHaHTax pean3aldud HU300pETeHHs, BKJIOYAs BAPUAHTBHI pPeasTH3aIHH
u3zobperenus, B kotopeix IS, IIS, IIIS, IVS, A u IVA npuCyTCTBYIOT B OIHOW CMECH, MOJISIPHOE
nponenTHoe cootHomenue IS moxkeT cocrapnate ot 0,5% no 100%, wanpumep, 1%, 2%, 3%, 4%,
5%, 6%, 7%, 8%, 9%, 10%, 11%, 12%, 13%, 14%, 15%, 16%, 17%, 18%, 19%, 20%, 25%, 30%,
40%, 50%, 60%, 70%, 80%, 90% wunu 100% wunu 1r000H TPOMEKYTOUHBIN AUANa3oH (HapuMep, OT
1% no 20%, ot 1% mo 15%, ot 1% mo 10%, ot 3% o 8% wumu ot 3% 1o 6%). B paszauuHbIX TaKUX
BapUAHTAX pealn3aluyl H300peTeHNss MOJISIPHOE IMPOLEHTHOe cooTHOmeHue IS Moxker cocTaBisTh

5%.

B mofpIx Takumx BapuaHTax peam3alun 1/1306pe'reH1/1$1, BKJIKOYasds BapHAHTHI pcain3aluu

uzobperenus, B koropeix IS, IIS, IIIS, IVS, ITA u IVA npucyTCTBYIOT B OIHOW CMECH, MOJISIPHOE
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nponeHTHoe cootHotnenue IS moxeT coctasnsate ot 0,5% no 100%, vHanpumep, 1%, 2%, 3%, 4%,
5%, 6%, 7%, 8%, 9%, 10%, 11%, 12%, 13%, 14%, 15%, 16%, 17%, 18%, 19%, 20%, 25%, 30%,
40%, 50%, 60%, 70%, 80%, 90% wnu 100% wunu 10001 TPOMEKYTOUHBIN AUANa3oH (HampuMep, OT
1% no 30%, ot 5% no 25%, ot 10% mo 20%, ot 12% mo 18% wumu ot 13% no 17%). B paznuunbix
TAKUX BAPUAHTAX peAM3aLUU H300peTeHHs] MOJSIpHOE HpoleHTHOoe coortHoulenune IIIS moxer

cocTaBiaTh 15%.

B mo0bIx Takux BapHaHTax peau3alud H300PETeHUs, BKJIOYAsh BAPUAHTHI pPeasTH3aIUH
uzobperenus, B koropeix IS, IIS, IIIS, IVS, ITA u IVA npucyTCTByIOT B OIHOW CMECH, MOJISIPHOE
npoueHTHOe cootHoteHnue I[VS mosxker cocrapnsate ot 0,5% no 100%, nanpumep, 1%, 2%, 3%, 4%,
5%, 6%, 7%, 8%, 9%, 10%, 11%, 12%, 13%, 14%, 15%, 16%, 17%, 18%, 19%, 20%, 25%, 30%,
40%, 50%, 60%, 70%, 80%, 90% wunu 100% umu mr0060# TPOMEKYTOUHBIH AHANa30H (HAIpHUMep, OT
1% nmo 20%, ot 5% no 15% wnm ot 8% nmo 12%). B pasnuyHBIX TaKMX BapHAaHTAX peaTH3aLUH

U300peTeHns: MOJISIpHOE POLeHTHOe cooTHoLIeHue [VS moxker coctaBisite 10%.

B 1r00BIX TakuX BapuHaHTaX peaju3aliy H300peTeHHs, BKJIOUYas BAPUAHTHI pPeasTH3aLUN
u3zobperenus, B kotopeix IS, IIS, IIIS, IVS, A u IVA npuCyTCTBYIOT B OIHOW CMECH, MOJISIPHOE
npouentHoe cooTHomenne IIA moxer coctaisats oT 0,5% mo 100%, nanpumep, 1%, 2%, 3%, 4%,
5%, 6%, 7%, 8%, 9%, 10%, 11%, 12%, 13%, 14%, 15%, 16%, 17%, 18%, 19%, 20%, 25%, 30%,
40%, 50%, 60%, 70%, 80%, 90% wunu 100% wuau 1000 TPOMEKYTOUHBIN AUANa3oH (HampuMep, OT
1% mo 20%, ot 5% no 15% wumu ot 8% mo 12%). B pasnuyHbIX TaKMX BapHaHTaX peaii3aliu

nU300peTeHns: MOJIIPHOE MpOoLeHTHOe cooTHoIneHue ITA mosxer coctaBysats 10%.

B mo0bIx Takux BapHaHTax pean3aldd H300pPETEeHHs, BKJIOYAs BAPUAHTBHI pPeasTH3aIHH
u3zobperenus, B kotopeix IS, IIS, IIIS, IVS, ITA u IVA npuCyTCTBYIOT B OIHOW CMECH, MOJISIPHOE
nponeHTHoe cooTHoienne IVA moxer coctaBiats ot 0,5% mo 100%, wanpumep, 1%, 5%, 10%,
15%, 20%, 25%, 30%, 35%, 40%, 45%, 50%, 55%, 60%, 65%, 70%, 75%, 80%, 90% wm 100% wnnn
000l mpoMexyTOUHbIN nuana3on (Hanpumep, ot 20% mo 80%, ot 30% mo 70%, ot 35% mo 65%,
ot 40% mo 60% wunu ot 45% 10 55%). B pasnuyHBIX TAKUX BapUAHTAX peaM3aluu U300peTeHHs

MOJISIpHOE MpoIieHTHOe cooTHowmenne I VA moxer cocrasats 50%.

CoOTBETCTBEHHO, B KOHKPETHBIX BapHaHTaX peain3alii Hactosiero nzobperenus IS, IS,
IIS, IVS, TTA u IVA moryT ObITh CMEIIaHBI BMECTE B CJEAYIOIIUX COOTBETCTBYIOIIMX MOJISIPHBIX

MPOIEHTHBIX cooTHOEHUX: 10%, 5%, 15%, 10%, 10% u 50%. Cneuunanucram B JaHHON 00JaCTH
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TEXHUKHU IMOHSITHO, YTO B PA3JIMUHBIX IPEACTABICHHBIX B JAHHOM JOKYMEHTE CIy4asx U KOHKPETHBIX
CIy4yasx, B KOTOPbIX B OJHOM CMeCH NPUCYTCTBYET MHOKECTBO Pa3HBIX AMCAXAPUNIOB, UHCTOE
NPOLIEHTHOE MOJIIPHOE COOTHOIIEHHE ITHX AUCaXapuaoB (WM TPYIN AUCAXapHIOB B Cly4ae
OIpenesieHrs B OTHOLIEHUH MPOLEHTHOTO coaepskanusi) Oynet cootBeTctBoBath 100%. Kak moHsTHO
CIeLUaJNCTaM B JAHHOH OOJACTH TEXHHKH, B PA3JIMYHBIX CJIy4asX COIJIACHO HACTOALIEMY
NU300pETEeHNIO CMECh TMCAaXapHAHBIX CTAHAAPTOB COAEPIKHUT IPYrue COSANHEHHS WM MOJIEKYJIbI, He
UMEIOIINX OTHOLIEHWs] K (YHKIMH CTAaHAApTA, W OTH APYTHE COCOMHEHHUS WM MOJIEKYJbI, HE
UMEIOIINEe OTHOLIEHUs K (PYHKIIMU CTAHAAPTA, UCKIFOYAIOTCS U3 PacueTa MPOLEHTHOrO MOJISIPHOTO

COOTHOILLICHHUS.

B pasnuuHbIX BapHaHTaX peam3anuy U300pETeHus! JOCTOBEPHOCTh HACTOSIIIX CIIOCOOOB B
OTHOLIIEHUH OmpenesieHuss ypoBHs omHoro win 0Oojee I'Al, WX KOMIIOHEHTOB, MX HPOIYKTOB
pacieruienus wim mojekyn I'AlT npesbinaer +/-20%, nanpumep, npesbiaer +/-20%, +/-19%, +/-
18%, +/-17%, +/-16%, +/-15%, +/-14%, +/-13%, +/-12%, +/-11%, +/-10%, +/-9%, +/-8%, +/-7%, +/-
6%, +/-5%, +/-4%, +/-3%, +/-2%, +/-1% wma npesbimaer +/-1%, wiu 000 MPOMEKYTOUHBIH
aMana3oH. B pasnuuHBIX BapHaHTaX peanu3alid W300pEeTeHHs TOYHOCTh HACTOSINUX CIIOCOOOB B
OTHOLIEHUH OmpenesieHuss ypoBHs oxHoro wim Oonee 'AI, WX KOMIIOHEHTOB, MX MPOIYKTOB
pacmiennenus uim mojiekys I'AlT coctasisier ot 0% 1o 20%, ot 0% mo 19%, ot 0% no 18%, ot 0%
1o 17%, ot 0% mo 16%, ot 0% mno 15%, ot 0% mo 14%, ot 0% no 13%, ot 0% mo 12%, ot 0% mo
11%, ot 0% no 10%, ot 0% mo 9%, ot 0% mo 8%, ot 0% mo 7%, ot 0% mo 6%, ot 0% no 5%, ot 0%
1o 4%, ot 0% no 3%, ot 0% no 2%, ot 0% mo 1%, ot 5% mo 20%, ot 5% mo 19%, ot 5% no 18%, oT
5% mo 17%, ot 5% mo 16%, ot 5% mo 15%, ot 5% no 14%, ot 5% no 13%, ot 5% mo 12%, ot 05%
1o 11%, ot 5% mo 10%, ot 5% no 9%, ot 5% no 8% wnmm ot 5% o 7%.

B Pa3IMYHBIX BapHaHTax peajin3aluu 1/1306peTeH1/151 AHAJIMTUYCCKUE PE3YJIbTAThl BKIIKOYAKOT
KOMIICHCAIUKO HJIK NMPUHATHEC BO BHUMAHHC HAJIUYUA MYJIbTUAHAJIUTUYCCKUX B3aHMMHBIX ITOMEX,

OTHOCHUTENBHON pasHUIBI 3 (HEKTUBHOCTH IKCTPAKLIMUA U MATPHUHBIX (PAKTOPOB.

B pasnuuHbIX BapHaHTax peaM3aliy CIOCOO COTJIACHO HACTOSIIEMY H300PETEHHIO MMEET
HUKHHUH MPEE KOJHYECTBEHHOrO OnpeaeaeHus s oauoro win oosee I' AT uin ux KOMIOHEHTOB,
cocrapysttonuit 10 MxM win menee, HanpuMep, 9 MkM, 8 MM, 7 MM, 6 MM, 5 MM, 4 MxM, 3
MkM, 2 MxM, 1 MmxM, 0,9 MmxM, 0,8 MmxM, 0,7 mxM, 0,6 MxM, 0,5 mxM, 0.4 mxM, 0,3 MmxM, 0,2 MxM,
0,1 MmxM, 0,05 mxM, 0,01 MxM unu MeHee.
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B KOHKpeTHBIX BapHaHTaX peajn3aluu H300peTeHs, B KOTOPbIX ypoBeHb [ 'C, onpeneneHHbIi
B oOpasiie, cocrapseT ot 1 ur/mi mo 10000 ur/mi, manpumep, 1 ar/mu, 2 ur/mi, 3 ar/mi, 4 vHr/mi, S
ur/mi, 10 ar/ma, 20 mar/ma, 30 ar/mot, 40 wr/mor, SO mr/mor, 100 wr/mi, 500 mr/ma, 1000 mr/mi, 2000
ur/mi, 3000 ur/mit, 4000 ur/mit, 5000 ur/mut, 6000 mr/mur, 7000 mr/mur, 8000 ar/mi, 9000 ur/mn umu
1000 ur/mu, umu 000 MPOMEXKY TOUHBIN Auanas3oH, Hanpumep, ot 200 ur/min no 1000 ur/mi, ot 200

ur/mn 1o 5000 ur/ma, ot 1000 ar/mi mo 5000 ur/mn wmm ot 3000 ur/mut mo 5000 Hr/mor.

buomapkepsbi

B HekoTophIX Ciy4asx CrmocoObl M KOMIIO3WIMM COTJIACHO HACTOSINEMY H300pEeTeHHUIO
OPUMEHSIOT JJIsl OmpereieHus ypoBHs omHoro wiu Oosniee I'Al, uX KOMIIOHEHTOB (Hampumep,
COCTABJSIFOIIMX JHCAXAPHUIOB) M ITOJIYYEHHBIX M3 HHUX MOJIEKYJ y CyOBeKTa, MpU 3TOM JUIs
cyOBbeKTa TakKe ONPeHessIoT, TaKKe ONPENeNMIH MJIH BIOCIEACTBUU ONPENeNSIIOT BTOPYIO
XapaKTePUCTUKY. B pasnuyHbIX cIydasx BTOPOH XapaKTePHCTUKOMN SBJIIETCS OMOMapKep, Hampumep,

Ouomapkep cesizanHOro ¢ I'Al” maTtoI0ru4eckoro COCTOSIHUS.

B HekoTOpBIX Cilyyasx MOJIyueHHE XapaKTEPHUCTHK, OTCISKHUBAHUE WM AUATHOCTHPOBAHUE
cesizanHOrO ¢ A’ maToOrMveckoro COCTOSIHUS MPOBOMSAT B COOTBETCTBHH C OIHUM MM Ooee
OINMMCAHHBIMH B JAaHHOM JOKYMEHTE WJIH M3BECTHBIMH B JAHHOW O0JACTH TEXHHUKH OMOMapKepamu.
Buomapkep, Hanpumep, ornomapkep ceszanHoro ¢ I'Al’ matosoruueckoro cocrosinus (Ornomapkep,
acCOLUpPyeMbIii CO CBs3aHHBIM ¢ ['Al’ MaTONIOrHYECKHM COCTOSHHEM), MOYKET XapaKTePU30BATHCS
IMAa30HOM HJIM COBOKYIMHOCTHIO 3HadyeHWil. buomapkep ceszanHoro ¢ I'AI' maTosmormueckoro
COCTOSIHHSI MOXKET XapaKTepu30BAThCS 3HAUYEHHEM, AWAma30HOM 3HAUYEHUN, COBOKYIMHOCTBIO
3HAYEeHUH, aCCOIMHPYEMBIMH CO CBsi3aHHBIM C ['Al' maTolOrHyeckuM COCTOSHUEM, HITH
accounupyemMon co cBsizaHHbIM ¢ I'Al’ maToIOrnueckuM COCTOSTHIEM B3aNMOCBSI3bIO C HOPMAJIbHBIMHA
WA KOHTPOJIbHBIMH 3HAUEHHUSIMH ISl ALK EHTA WJIH MONYJISALUH (HaprMep, KOraa 3HAUE€HUs BbILIE
WJIM HIKE OTPEAENICHHOTO CTaHJAPTHOI'O 3HAYEHUS CUMTAIOTCS CBSI3AHHBIMU CO CBsi3aHHBIM ¢ ['AT
NaTOJIOrHUECKUM cocTosiHreM). buomapkep cBs3anHoro ¢ ['Al maToMOrn4eckoro COCTOSTHUS TaAKKe
MOKET XapaKTepHU30BaThCSl 3HAUYCHHEM, MAMAaNa30HOM 3HAYEHHI, COBOKYNHOCTHIO 3HAUYEHHH,
ACCOLMMPYEMBIMH C He CBs3aHHBIM ¢ I'Al’ maTosornueckuM COCTOSTHIEM, WJIH aCCOLUUPYEMOH C He
ces3aaHbIM ¢ ['Al' maTomormyeckuM COCTOSHHEM B3aUMOCBS3bI0 C HOPMAJIBHBIMH — WJTH

KOHTPOJIBHBIMH 3HAYCHHUAMHU OJI1 MalUCHTAa WKW NDONMYJISALUH. B HCKOTOPBIX ClIydasdx JICUCHUC
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ceszanHOro ¢ ['Al' maToysiormueckoro COCTOSIHHSI BKJIIOYAeT H3MEHEHHWE WM TEHISHIHIO K
WU3MEHEHHIO BPEMEHHOr0 CPEIHEro, pekrMa WM MOMEHTAJBbHOrO 3HAaueHHs s Ouomapkepa OT
3HAYEHUs, aCCOLMUPOBAHHOIO CO CB3aHHBIM ¢ Al maronornuecknm COCTOSHHEM, K 3HAUEHUIO,
accoLMupoBaHHOMY C He cBsizaHHbIM ¢ ['Al” maTonoruueckum cocrossuueM. Kpome Toro, Omomapkep
MOJKHO ONpEAeSsiTh B XOJe ONpenesieHHs] MPOrpecCHpoBaHus 3a00JIeBaHUST W/HIIH MPOrpecca M

3 PEKTUBHOCTH JIEUEHHUS.

buomapkepsr omHoro wiu Oosee cBs3aHHbIX ¢ ['AlT mMaTOJOrHYECKUX COCTOSTHHH MOTYT
BKJIIOYATh, HE OrPAHUYMBASICH OTHM, HWH(MOPMALUIO, MOJYUYEHHYHO C IOMOIIBID METOJOB
BU3YQJIN3aLNU, HAOMIONEHNUs,, KOTHUTUBHOTO TECTHPOBAHMS W AaHAJHM3A MOJYYEHHBIX OT MAlUeHTA
obpasioB. Hanpumep, bmomapkep csizanHoro ¢ I'Al” maToiornieckoro COCTOSIHUSI MOJKET BKITIOUATh
onHy uim 0Oojiee CTaHAAPTU3UPOBAHHBIX HEHPOKOHUTHBHBIX OLEHOK, CTaHAAPTHU3UPOBAHHBIX
MOBEJEHYECKUX OLEHOK, Pe3yJIbTaThI [0 LIKaIaM pa3BuTus Mianenues beinu (nanpumep, BSID-III),
pe3ynbTaThl MO oLeHO4HOM Oatapee Kaybmana mis nereit (manpumep, KABC-II), pesyabTatsl mo
crieruprueckoil B OTHOLIeHHH cuHapoMa CaH(pUIHIIIO IIKaje OLEHKH MOBEIESHUS, PEe3YJIbTAThI IO
LIKaJIe OLIEHKH MO YeThIpeM TOouKam/ikase nojHoi Herpynocnocodnoctu (FPSS/TDS), pesynbrate
no I1Kaje oueHku nopenenus mis cuuapoma Canduminmo (SBRS), pe3ynbraTsl OLIEHKH KPYITHOM
MOTOPHUKH, PE3YJIbTAThI OLEHKH MEJIKOH MOTOPUKH, PE3YJIbTAThI OLIEHKH MPOU3BOJBHBIX IBHKEHHH,
pe3yabTaThl MO OLIEHOUHOM Oatapee ABUraTENbHOW aKTHMBHOCTH At aereil (Hampumep, MABC-2),
pe3yabTaThl OLEHKH (PYHKUMOHAIBHOIO AaNalTHBHOTO IMOBEAEHHUs, CBOIHBIE PE3YJIbTATHI IO
agantuBHoMy mnoBeneHnio (ABC), pesynmpraThl MmO ILIKaje aJanTHBHOrO MOBeneHHs BaiiHienna
(manpumep, VABS-II), pesynbtaTel ouenku kavectsa sku3au (QoL), pesynbratel mo OITPOCHUKY
JIJIA OIIEHKH COCTOSHHUSA 3JOPOBbBS JIETEM™ (manpumep, pesyastarTsl mo dhopme s
pomutenein 50 (CHQ-50); nanpumep, pesynastatsl o ¢popme mist aereit 87 (CHQ-87)), pe3yabTatel
o OITPOCHUKY J1JI1 OLIEHKU KAYECTBA JXHM3HU JJETEM B BO3PACTE OT 1 JIO 3 JIET™
(ITQOL; wuampumep, ITQOL-97), pe3ynapTaThl MO IMIKaje OLEHKA OCOOEHHOCTEH CHA [eTeid,
pe3yabTaThl MO ONMPOCHUKY ocobeHHocteit cHa neteit (CSHQ), pe3ynbTaThl mo IIKajie paHHETO
oboyuenust Majmien (MSEL), pesyabratel Mo ImKajie TNCUXHYECKOro paseutus [ puddurca,
pe3ynbTaThl MO Inkaie AeictBus Jleitepa, pesynbtatel mo mkane uHtemiekra Crandopna-bune,
pe3yJbTaThI O LIKaJie HHTeJUIekTa Bekcepa ayist IOMIKOIBHUKOB U MJIAALIEKIACCHUKOB, PE3YJIbTATHI
No IIKale WHTeiekTa Bekcrmepa mns  B3pocmeix  (WAIS-IV), pesynpTaTel 1o Imkaje
i depeHpoBaHHON OLIEHKH CIIOCOOHOCTEH (Hampumep, o mkase qudhepeHnpoOBAHHON OLEHKH

cnocobHocteii II; DASII), pesynbptatel mo TepameBTuyeckoil koHueHtpauuud B LCXK w/mmm
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CBIBOPOTKE (HampuMmep, TepameBTHUECKOro cpenactsa st ces3aHHoro ¢ I'AlT maronoruueckoro
COCTOsiHUs), pe3ysibTaThl MPT rojioBHOrO M03ra, pe3ysbTaThl MO OTBETY CIIYXOBOTO OTIENa CTBOJIA
TOJIOBHOTO MO3ra, Pe3y/bTAThI O pa3Mepy neueHu (Hampumep, no aaHHeIM MPT), pe3ynbTater mo
pasmepy ceneseHku (Hampumep, mo gaHHeIM MPT), mporpeccupoBanue 3abosieBaHus,
nporpeccupoBanue GeHOTHIIA, ACCOLIMUPYEMOTO CO CBsi3aHHBIM ¢ I A’ maTOIOrHuecKuM COCTOSTHUEM
HC, obvem ceporo BemiecTsa, oObeM Oesoro Bemectsa, BHyTpuuepennoii LIC oOvem (Hampumep,
JKETYIOYKH IUIIOC AonojHuTenbHoe 3aHumMaemoe LICK mpocTpaHCTBO), OTBET CIIyXOBOrO OTAENA
crBona rojgoBHoro mosra (ABR) mim TecT-oTBET CiiyXOBOr0o OTHEa CTBOJIA T'OJIOBHOTO MO3ra,
cobbITHITHO-00ycnoByieHHbIe ToTeHuanbl (COII), pe3ynbraTel asekTpokapauorpaduu, pe3yabTaThl
abnomunanmpHON MPT, n3MepeHus ak THBHOCTH OHOM Ui Oouiee Cyiib(daTas, H3MepeHHs: aK THBHOCTH
omHOro wuiu Ooyiee (hepMEHTOB, MPHHHMAIOUINX ydactHe B paspyweHun [Al, pe3ynbratel
UCCIICZIOBAHUSI B OTHOLIEHWH WJIM YPOBHS CIYXOBOH AarHO3WH, pe3yJIbTAaThl HCCIEAOBAHUS B
OTHOLIIEHUH JIIOOBIX M3MEHEHHi ciyxa (Hampumep, mpodsieM CO CIyXOM HJIH CBSI3aHHOW C CIIyXOM
HaToJIOTHH), ypoBeHb mporpeccupoBanus matonoruud L[HC, HapyumieHune cHa, MOBBILIEHHYIO
AKTHBHOCTb, IMOBEJEHYECKHe MpOOJeMbl, MPUIAJOUHOE IOBEINECHUE, MEePCEBEPATUBHOE >KEBaHHE,
HEYCIIELIHYI0 TPEHHUPOBKY KHUIIEYHHKA, HEYCHEIIHYIO TPEHHPOBKY MOYEBOrO IY3bIPs, aTPO(HUIO
TOJIOBHOTO MO3ra, ruapouedanuio, TsHKeable MOpaKeHHs Oeloro BelecTBa, HEONAronpHsiTHbIE
SIBJIEHUSI W JIFOOble M3BECTHbIE B MAHHON O0OJACTH TEXHHKH J1aOOpaTOpHBIE TECTBI, HAMPHMED,

CTaHAAPTHBIE JTAOOPATOPHBIE TECTHL.

BI/IOMapKep MOJKET BKJIIOYATh KOJIMYCCTBCHHOC UJIH KAYCCTBCHHOC OIPECACIICHUEC UJIN OLICHKY

YaCTOTHI, TUIIA UJIH TAXKECTH.

B ompeneneHHbIX BapuaHTax pealu3aldil W300pETeHUs OIEHKY Onomapkepa MOYKHO
MIPOBOIN T, HE OTPAHUYHMBASCH ITHM, IO JIEKTPOKAPAUOrpaMMaM, KIIMHUYECKOMY J1aDOPaTOPHOMY
uccienosanuto Omoxumuu L{CXK, nmomcuery knerok I[CXK, BocmamurensueiM mapkepam I1[CXK,
OMOXMMHYECKOMY AHAJIM3y CHIBOPOTKH, (DYHKIIMOHAJIBHOW IEYEHOUYHOH Mpo0e, TreMaTOJIOTHH,
aHAJM3y MOYH HIJIA ONPENEIIEHUIO HAJMYKS aHTHTEN MPOTUB JIF000H OqHON Hih 00JIee KOHKPETHBIX
MHUIIEeHEH (HApUMep, MHUIIEHH, SBJSIOIIENCS TEpAaneBTHUECKUM areHTOM) B OJHOW WM Oojee

TKaHsIX (HampuMep, B KPOBH).

Buomapkep MOXeT BKJIOYATh WH(POPMALHMIO, COOPAaHHYIO B OJMH MOMEHT BPEMEHHU MM B
pa3Hble MOMEHTHI BpeMeHH. buomapkep, BKIIOYAOMIUN HH(POPMALHMIO, COOPAaHHYIO B pas3HbIE

MOMEHTBI BPEMEHH, MOKHO ITPHMEHSTH B HCXOIHOM HJIH MPOaHATM3HPOBAHHON (hopMe, Uitk B hopMe,
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ompenensieMoll aHaNIM30M IBYX WM Ooyiee pe3ynbTaToB (HampuMep, CpeAHEero, HAaKIOHA WIIN

CYMMAapHOrO 3HAYEHHS).
B paznuunbIx ciydasx OHOMapKep mpeacTapiser coO00i HEOMaronpusiTHOE sIBJIEHUE.

B paznnuHbIX criydasx Onomapkep npeacrasisier coboit ypoBeHs onHoro wim oonee AT nnu
X KOMIIOHEHTOB B 0Opa3siie. B pasnmuuHbix ciydasx Onomapkep mpencrasisieT coOoi Mepy oOiero
kommuectBa A, Hampumep, pe3ysbTaT aHa/M3a AKTUBHOCTH TPOMOWHA, HANMpHUMep, aHAIN3a
AKTUBHOCTU TPOMOHMHA, B KOTOPOM OOpa3ubl NPEeIBApPHUTEIbHO HHKYOHPYIOT C YEIOBEYECKHM
kogakropom remnapuna II (HC II), a mocie 3Toro HHKyOHPYIOT ¢ (PUKCHPOBAHHBIM KOJIUYECTBOM
TpoMOHHA 1 (PUKCHPOBAHHOW KOHLEHTpALKEH XpOMOreHHOro cydcrpata S-2238 B aHAIMTHYECKOM
Oydepe mis nposeneHus usMepenus oomero konmyectsa ['Al°. B onpeneneHHbIX MPUBEIEHHBIX B
Ka4yecTBE MpuMepa MeTomax aHanusa aktuBHOCcTH TpomMbOuuHa ['AI' B obOpasuax LICXK mosxer
csizbiBaThest ¢ HC 11, uTo, B CBOKO OYepenpb, YCKOPSIET HHAKTHBALIMIO TPOMOHHA. B TakoM aHaimze
koHueHTpanuo ['Al, 0TOOpakaromyr0 MOJIEKYJIbI, OLIEHUBAEMbIE B aHAIN3€E, MOYKHO PACCUUTATD 110
KaauOpPOBOYHOM KpuBOH st mucaxapuaoB. Konnenpaiwio Heaucaxapuaabix AT B COOTBETCTBHH
C TAKMM METOJIOM aHaJIM3a TAK:Ke MOXKHO ONMPENENTHTh Mocjie 00paboTKH 00pa3oB XOHIPOU THHA3OM

B, xoropast cienupryecKd paciierisieT JicaXxapuibl.

CorjnacHO JaHHOMY JOKYMEHTY OHOMapKep TakyKe MOXKET MPEACTABISTh COOOW YpPOBEHBb
koHKpetHoro A’ uim ero kommoHeHTa (HAmpuUMep, COCTABJIIOLIErO Oucaxapuia) WM €ro
OPOAYKTA PACLIETUIEHHS], KOTOPBI MOKET ObITh OMpPENEeNeH B COOTBETCTBHH C JIFOOBIM OJHUM HJIH
Oojiee MeToaMH aHAIN3a, MPEIJIOKEHHBIMH B JTAHHOM JOKYMEHTE, MJIH KOTOPBIH B MHOM Cilydae

BKJIFOYECH B HACTOALIIECC 1/1306peTeH1/Ie, KaK IMIOHATHO ClI€eNHuaJInCTaM B I[aHHOﬁ 00J1aCTH TEXHUKU.

Buomapkepsl  Takke MOTyT BKJIKOYaTh Takhe OWOMAapKephl, KaK pPe3yJbTaThl
IUarHocTu4eckoro mim resepudeckoro cekseHuposanus JHK wnnmu MPHK. Hanpumep, nockoisky
onpenenennnie nocieaopatensHoctd JIHK nim MPHK, ranpumep, reHOMHBIE TOCIEN0BATENHHOCTH,
CBSI3aHBI C TIOBBIIIIEHHBIM PHCKOM TOSIBJIEHHS OHOTO Win Oosiee cBsizaHHbIX ¢ Al maTonoruyueckux
COCTOSIHUH MJIH KX CTATYyCOM, HaJIMYKE HJIH OTCYTCTBHE JIFOOO0# TaAKOM MOCIEI0BATELHOCTH B TEHOME
WA TPAHCKPUIITOME WHIOMBUAA WJIM HAJW4YHE WIA OTCYTCTBHE JHOOOH TakOil COBOKYMHOCTH
MOCJIEAOBATEIbHOCTE B TE€HOME WM TPAHCKPUITOME HHIUBHAA MOXKET OBITh BKJIFOUYEHO B
JMArHOCTUYECKYIO WJIH JIEYeOHYIO CTPATETHIO, BKJIFOUAsl, HAIPUMED, COCTABJIEHUE TEPATIEBTHUECKUX

COCTABOB HUJIM CXEM.
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Buomapkep MoKeT mpencTaBisTh COOOH KOMOHMHALMIO OAHOrO Wi Oojiee OHOMapKepos,
BKJIIOYAs JI0OOOH M3 BBIIIEYKA3aHHBIX OMOMApKEpOB WM OPyrue, U3BECTHbIE B JAHHOW OOJACTH

TEXHUKH, HAIIPUMED, KOTNEUATOK» 3a00eBaHMS.

B HekoTOpBIX Cciyuasx OuOMapkep MOXKeT ObITh OHOMapKepoM BTOpPOW CTENEHH, T.€.

Oduomapkepom Gromapkepa.

B paznuunbix ciaydasx Ouomapkep MpenctaBisieT cOOOW Mepy YpOBHS OJHOTO HJIH Oojee
I'AT', onHoro uiu 6ojee WX KOMIIOHEHTOB WMJIM OAHOTO WM OOjiee MX MPOAYKTOB PACIIEILUICHUS.
Hanpumep, B pa3nu4HBIX BapHaHTaX pean3aluu HU300peTeHus OmoMapkep mpeacrasisieT coOoit
obmiee xomuyectBo I'Al'. CriocoOb1 onpenenenus obmiero konmuuectBa ['AlT W3BeCTHBI B HAHHOM
o0yacTi TeXHUKH. B HEKOTOPBIX BapHaHTAX pealn3aluu H300peTeHus: OHoMapKep MpenCTaBISET
co00li aTbTEPHATHBHBIN CITOCOO KOJIMYECTBEHHOTO Onpeneenust onuaoro wim oosee I'AT, Hanpumep,
aJIbTEPHATUBY CIIOCOOY COTJIACHO HACTOSIIEMY M300peTeHH0. B pasuyHbIX BapHaHTAX peasu3alii
u300peTeHnss OMoOMapkep MpeacraBiser coboit ypoBenb ['Al, ompenensieMblii B KayeCTBEHHO
OoTIIMYHOM oOpasue, Hampumep, o0pasue OTIIMYHONW TKAHU WJIM JKUIKOCTH OpraHu3Ma, HampuMmep,
HCX, kpoBH UM MOYH HJTH JIFOOOT'0 U3 APYTHX PAa3IMYHBIX HCTOUHHKOB O0PAa3liOB, MPUBEIEHHBIX B

JIAHHOM JOKYMEHTE.
Hpyrue Ouomapkepbl H3BECTHBI B JAHHOW 00JIACTH TEXHUKH.

B pasmuuHbIX Cilydasix HACTOSIIErO H300PETEHHS ONPENeIeHHE JIFO00ro U3 MPEIOKEHHBIX B
OAHHOM JOKYMEHTe OMOMapKEepPOB MOKHO IMPOBOAWUTE B CBS3M C JIOOBIM OIHHUM WM Oojiee
3aboneBanneM u3. cuHapoma Xantepa, CanA, CauB wmu mai00biM apyrum cesizanHbiM ¢ AT
NaTOJOIr'HYE€CKUM COCTOSAHHUEM, IPUBCACHHBIM B JAHHOM JOKYMECHTEC UJIM WHBIM 06p8,30M HU3BCCTHBIM
CMEeLHaINCTaM B JaHHOW 00JIaCTH TEXHUKHU. B onpeneneHHbIX BapUaHTaX peai3alii n300peTeHust
KOJIMYECTBEHHOE ONpeneeHne OnoMapkepa MPOBOMAT B 0O0pasile, MOJYYEHHOM OT CyOBeKTa,
HMCIOLICTO, JHArHOCTUPOBAHHOI'O Kak HMeIOH.IHﬁ, MOABCPKECHHOI'O  PUCKY HaJU4usgd WU
JIMard OCTHPOBAHHOrO, KaK IMOIBEP/KEHHBIN PUCKY HAIMYKS JIFOOOro OaHOro Uitk Oosiee 3aboaeBaHus
u3. cuaapoma Xanrtepa, CanA, CauB unmu mroboro apyroro cesizanHoro ¢ I'AlT maTonoruyeckoro
COCTOsIHHS, IPUBCACHHOIO B JTaHHOM OOKYMCHTEC HUJIN UWHBIM o6pa30M HU3BECTHOI'O crienuaJgucraM B
JMAaHHOHM O0JacTH TeXHHKH. B pasauuHBIX BapHaHTaX peaM3allii HACTOSIIEro U300peTeHus TakKoil
CY6’LeKT MOKET SIBJIATBHCS CY6’LGKTOM, KOTOPOro JICUNUJI, OOJHOBPEMCHHO JieHaT UJIM BIOCJICACTBUA

JieyaT TEPANCBTUYCCKHM arc¢HTOM MJid JICHCHUA IMAaTOJIOTHYCCKOro COCTOSAHHS, KOTOPOEC OBLIO
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MArHOCTHPOBAHO y CyOBeKTa, WM PHCK HAJWYMs KOTOPOrO ObLIT JHArHOCTUPOBAH y CyOBEKTa.
Hampumep, cyObekTa MOTYT JIEYUTh TEPANEBTUUYECKUM CPEICTBOM HAYPCY/Ib(}azoi mis JeUYeHUs
curapoma Xantepa. Hanpumep, CyObeKkTa MOTYT JIEUUTh DJIAIIPABOU® mist neuenust CHHApPOMA
Xanrtepa. B nmpyrux ciayuasx cyObekta MoryT Jjeunth omHuMm i Oonee u3 INIETACHUCA®,

THU3ABPU ® umn BUAKCHHA®, HanpumMep, He3aBHCHMO OT Wi B couerannu ¢ DJTATIPASOU®.

JIroboti omuH wnm Oojiee JIEKAPCTBEHHBIX MPENAapaToOB Ui NPUMEHEHHUS B JICUEHUU
ceszanHoro ¢ I'ATl' maronormueckoro cocrosHus, Bkirodas, Hampumep, DJIAIIPAZY®, moxer
MPENOCTABJIATECA B PA3/IMYHBIX TO3WPOBAHHBIX JIEKAPCTBEHHBIX (HOpMax, TO3UPOBKAX, HMETh
pasuuHbIE TYTH BBEeOEeHNS U T.4. HanmpuMmep, npenyioskeHHOE B JAHHOM JOKYMEHTE TepareBTHUYECKOe
CpPEeACTBO MOXKHO BBOJWThL HMHTPATEKAJILHO, HANpUMep, MyTeM HHBEKIWH B HWHTPATEKAJIbHOE
MPOCTPAHCTBO MOCPEIACTBOM TOJAKOKHO HMIUJIAHTHPYEMOTO YCTPOWCTBA MJII HHTPATEKAIBLHOU
noctaBku JiekapctBeHHoro mpenapata (YHUJIJIIT). B mpyrux cinydasx npemiokKeHHOEe B JAHHOM
IOKYMEHTE TepareBTHYECKOe CPEICTBO MOKHO BMECTO 3TOr0 WJIM JOMOJHHUTEIHHO BBOAUTE MyTEM
JIOMOAPHONW MYHKIHMHA. B pasmuyHbIX BapUaHTaxX pean3alidi H300peTEeHUs BBEIEHHE B
WHTpATEKAJIBHOE MPOCTPAHCTBO JUINTCS B TEUEHHE Mapbl MUHYT, HAIIPUMeED, OT ABYX IO IS TH MUHYT.
CrnemnpanucraM B JaHHOHW OOJACTM TEXHUKHA W3BECTEH IUHPOKHUH CIIEKTP MPHMEHSEMbIX

TEPANICBTHYCCKUX CPEACTB, COCTaBOB U HYTeﬁ BBCIOCHUSI.

Kpome Toro, mpemiokeHHbIe B JAHHOM JOKYMEHTE CIIOCOOBI MOJKHO MPUMEHSTh B CIIOCO0E
KOppensiuu ypoBHs ogHoro wiu 6osiee Al uim ©X KOMIIOHEHTOB, UJIH KX MPOIYKTOB PACIIETICHHSI
c omHUM win Oosiee OHOMapKepaMu, MPeaoKEHHBIMH B JAHHOM JOKYMEHTE WJIM MHBIM 00pa3om

HU3BE€CTHBIMHU CII€IHAJINCTAM B HaHHOﬁ 001aCTH TEXHUKH.

B oTHOlIEHMH TpOBeNEHUs ONpenesieHHss JO00ro OAHOro miu 0Oojiee OHOMAapKEpPOB,
NPeIJIOKEHHBIX B TAHHOM JOKYMEHTE WJIM MHBIM 00pa3oM HW3BECTHBIX B JAHHOH 00JaCTH TEXHHKH,
3HAYEHHs] MOTYT OBITh ONpEAESICHbl B OJUH MOMEHT BPEMEHH, B [1BA MOMEHTa BPEMEHHU IJIH BO
MHOKECTBEHHbIE MOMEHTHI BPEMEHH C PETYJSIPHBIME FJIH HEPETYJISIPHBIMH HHTEPBAJIAMH B TEUCHHE
HEKOTOpPOro mepuona Bpemenu. Hampumep, oOpasibl MOTYT OBITH MOJIYYEHBI OT CyOBEKTa WITH
rpyMIbl CyObEKTOB, WJIH BBIOPAHHBIX MPEACTABUTENEH IPYIIBI OJUHAKOBBIX CYOBEKTOB B TEUEHHE
nepuojaa BpeMeHu B auanasone oT 10 MuHyT 10 2 set wiu Oonee, Hanpumep, 10 munyt, 30 munyT, 1
yaca, 6 dacoB, 12 wacoB, 1 cyrok, 1 Hemenmu, 1 mecsima, 3 mecsies, 6 mecsmes, | roga, 2 et umm
Oonee, wu MOOOr0 MPOMEKYTOYHOTO AMANa3oHa, Hampumep, oT 1 Mecsna a0 6 MecsieB, OT 6

mecsines 1o 1 roma nim ot 1 roga mo 2 jer.
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B KOHTEKCTE [OAHHOrO IOKYMEHTa CyOBEKThI MOTYT MPEACTABJIITE COOOW HampuMep,
aMOpHoH, pebeHka Uil B3pocaoro. Bospact pebeHka MOXKET COCTAaBIISATh, HapuMep, MeHee 1 roxa,
MeHee 2 JeT, MeHee 3 JieT, MeHee 4 JieT, MeHee S JIieT, MeHee 6 JIET, MeHee 7 JIET, MEHee 8 JIET, MEHee
9 ner, menee 10 net, menee 15 net unu menee 18 ner, uu 000 MPOMEKYTOUHBIN BO3pacT. Bospact
B3POCJIOr0 MOYKET COCTABJISATh, HanpuMmep, Oosee 18 net, Oonee 20 ner, Oonee 25 nert, 6onee 30 ner,
6onee 40 ner, Obonee S0 ner, bonee 60 ner, bonee 70 net, Oosee 80 jer unm Oojee, uau JTHOOOM
MPOMEXYTOUHBIN BO3pacT, Hanpumep, ot 18 no 25 ner, ot 25 1o 30 ner, ot 30 no 35 ner, ot 35 no 40

set, ot 40 mo 50 net unu ot 50 go 60 ner.

IIpumenenus

IIpemtoskeHHbIE B JAHHOM JOKYMEHTE Pa3JIHUHbIe CIIOCOOBI [UTs ONPEAEIEH S YPOBHS OHOI'O
win 6onee AT (manpumep, I'C) min ux KOMIOHEHTOB (HapUMep, COCTABILSIFOIINX AUCAXAPUIOB),
WINH UX HPOAYKTOB PACLIEIJIEHHS MOYKHO NMPHMEHSITh, HANPUMED, U OTCIEKUBAHHS PA3IHMUHBIX
csi3aHHBIX ¢ ['Al’ MaTOJOrHYECKHX COCTOSHHM, ONPENENICHUS] TSKECTH COCTOSIHHS MALMEHTOB,
UMEIOIINX pa3inyHble cBsi3aHHble ¢ Al maTtomornuyeckne COCTOSIHHS, OTCJIEKHBAHUS OTBETA
Pa3InvuHBIX CBA3aHHBIX C TAT MMATOJIOTUYECKUX COCTOSIHUH HA JICUEHUE HJIH AUarHOCTUPOBaHUSA

pasnuuHbIX CBsizaHHBIX ¢ A" maToOIOrMYecKuX COCTOSTHUH.

Pa3zpabaTbiBarOTCs BapuaHThl JIEUEHHS PA3IUYHBIX CBA3aHHBIX ¢ ['Al’ maToJOrH4ecKux
cocrosauii. Hampumep, BakHBIM BapUAHTOM JICUGHHS CHHIApPOMAa XaHTepa  SBJISIETCS
dbepmentozamectutenpHas tepanus (O3T). Hanpumep, @3T st nevenus cuaapoma XaHTtepa MOKET
BKJIIOYATh BBeIEHHE 3aMecTuTebHOro (epmenta I[2S mnamueHtam ¢ cuHIpPOMOM XaHTepa.
DJIATIPA3A®, npouseomumasi Shire plc, mpencrtapisier co0OW OUHINEHHYIO PEKOMOMHAHTHYIO
dopmy 12S, onobpennyro FDA (YopasneHreM Mo KOHTPOJIIO MHILEBLIX MPOIYKTOB U JIEKAPCTBEHHBIX
CpencTB) B KauecTBe (hepPMEHTO3aMECTUTENIbHON Tepamuu [Uisl JIeYeHuss CHHApoMa XaHTepa. B
npyrom npumepe Oonesns Candununmno B MOXHO JIeunTh ¢ MOMOIIBIO (hepMEHTO3aMECTH TENBLHOMN
Tepanuu pekomOnHanTHEIME Oenikamu Naglu. JIpyroe ceszannoe ¢ Al maroiioruyeckoe COCTOsSHUE,
CaHA, MOXeET SIBISITbCS pe3yiabTaToM abeppaHTHOro karabonmusma I'C BcrienactBue MyTanud B
pacuiemisiroreM pepmente renapan-N-cynsparaze (HNS). OnHoli u3 cTpaTeruii jeueHus NauueHToB
c CanA siBnsiercst pepmenTo3amectutenbHas tepanus (O3T), HaneneHHas Ha 3aMelleHHe HETOCTaTKa

TUIPOJa3bl PeKOMOHMHAHTHOM popmoii renapaH-N-cyibdatassl (HNS). Jipyriue BapuaHThl JIeUeHHsI
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cBsi3aHHBIX ¢ ['Al’ MaToOMOrMYeCKHX COCTOSIHMH MOTYT BKJIKOYATH MPHMEHEHHE 3aMeCTHTeNeH
apuicyabdatassl, Takux kak HATJIASUM® (rancynedasa; apuicynsdarasa b), uiu 3amectuteneit
anbda-L-unyponnnasel, Takux kak AJIbJIYPASUM® (naponunnasa).

CymecTtByet moTpeOHOCTD B CIOCO0aX IUArHOCTUPOBAHHUS, OTCIIEIKHBAHUS U OLIEHKH JICUSHU ST
STHX M APYTUX MATOJOTMYECKUX COCTOSIHHUM, CBSI3AHHBIX C ypoBHsIMH onHoro wim Oonee Al B
HACTOSIIIEM U300peTeHrne MPeIOKEeHbI, TOMUMO IIPOYEro, TAKHE COCOOBL.

B pasnmuyHBIX BapuaHTaxX pean3aludl HU300peTeHHs CIOCOOBI M KOMIIO3HMIMH COTJIACHO
HACTOSILIIEMY N300 pETEHUIO MPUMEHSIOT AJIs1 OTipeesieHnst ypoBHs ogHoro uim donee Al B oOpasiie,
HanpuMep, OMOJIOTHYECKOM O0pasiie, HalpuMep, KIMHHYECKOM 00pasiie.

B onpeneneHHbIX Ciiydasx HacTOsIIee H300peTeHHe NMPUMEHSIOT IJIsl ONPENeIeHUs] YPOBHSI
onuoro wiu Oonee I'AI' B oOpasie, MOJIy4eHHOM OT MAIMEHTA, MMEIOLIEr0 MAaTOJOrHYECKOe
cocTosiuue, cBsizanHoe ¢ ypoBHsimu ['AI, Takum 0Opa3om, UTO yKa3aHHBINA CIOCOO MPUMEHHM ISt
OTCJIEXKUBAHUS MPOTPECCUPOBAHUS TATOJIOTMYECKOTO COCTOSHUS ITYTEM OLIEHKH YPOBHS OJTHOTO WJIH
6onee I'Al" mo menbLIel Mepe B ABYX 0Opa3iax, MOJIy4eHHBIX OT MAIHEHTAa B PA3HOE BPEMSL.

B onpeneneHHbIX Ciiydasx HAcTosiLee M300peTeHHe MPUMEHSIOT Ui ONpPENeSIeHUs YPOBHS
omHoro wiu Oosee I'AI' B oOpasie, MOJyYEeHHOM OT MAIlHEHTa, MMEIOIIEro MaTOJIOrHYECKOe
cocTosiHHE, CBsAzaHHOEe ¢ ypoBHsMH ['Al, u mpoxopmdinero tepaneBTHYECKOe jedeHne. B Takux
Clydasix HacTOsIIIee H300peTEeHe MOKHO TPUMEHSTh, YTOObI onpeaeanTs 3)PeKTHBHOCTD JIEUeHU I
nyTeM OLIEHKH ypoBHst ogHoro uiu Oosiee [Al mo MeHbInel Mepe B ABYX oOpasiax, moJyudeHHbIX OT
NalyrenTa B pa3HOEe BpeMs, PH STOM 110 MEHbLIEH Mepe OUH 00pa3ell MoMyyaroT OT MalHEHTa OCe
Havasa JEeYeHus.

B omnpeneneHHbIX Ciiydasx HACTOsIIee H300pPETEHUE MPUMEHSIOT Uit KOPPESIHH YPOBHSI
omHoro i Oomee Al ¢ omuum wim Oojiee MOMONHUTENBHBIME OHOMapKepaMu, HampuMmep,
OuomapkepoM, CBsI3aHHBIM C 3a0ojieBaHueM, CBs3aHHbIM ¢ ypoBHsmMu ['Al. Hampumep, ypoBHH
Ouomapkepa MOKHO ONpPEAENsATh 10 WM BHAaYaje Kypca JieueHus: (Harmpumep, B kauecTBe 0a30BOro
WA KOHTPOJILHOTO YPOBHs). Y POBHU OrOMapkepa MOKHO ONPEAENsiTh B OJUH Wik 00Jiee MOMEHTOB
BPEMEHU B TEUEHHE KypCa JIEYeHHs] U CPAaBHUBATh C YPOBHEM 1O JieueHHs W ¢ Oojiee paHHHM
MOMEHTOM BpEMEHH B TeueHHe Kypca JjeueHus. Mubopmaimel, MOJIy4eHHOW B 3THX CHOCO0ax,
MOJKHO PYKOBOACTBOBATbCS il ONpEAESeHHUs WJH BbHIOOPAa COOTBETCTBYIOILErO JICUEHUS,
OlpenesieHns TOro, JEMOHCTPUPYET JIM MALMEHT MOJOKUTEIbHBIN OTBET HA JIEYEHUE, W/HUJIH IS

OIITUMHU3AIIUH JICUCHU .
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Omcrexcusanue céazannvix ¢ I’ Al namonozuyueckux cocmosHiLii

[IpensosxeHHbIE B TAHHOM AOKYMEHTE CIOCOOBI OMpeneNieHHs YPOBHs OJHOTO WU OoJee
I'AT, ogHoro wim 6osiee WX KOMIIOHEHTOB (HAmpHMep, COCTABIISIOLINX IHCAXaPUIOB) WM OJHOTO
uu Oosiee npoaykToB paciuerieHuss I AI” MOJKHO MPUMEHSITh J1s1 OTCIIEKHBaHus CBsiaHHBIX ¢ AT
MAaTOJIOTHYECKUX COCTOSHUM, HampuUMep, OTCJCKHUBAHUS MPOTPECCHUPOBAHUS WM OIpPEACICHUS
TskecT cBs3aHHbIX ¢ A’ matonoruueckux cocrossauit. Hampumep, MOXKHO MOJydaTs 00pasibl OT
KOHKPETHOrO CyOBeKTa WJIM T'PYIbl CYOBEKTOB MO MEHBIIEH Mepe B MepPBbIii MOMEHT BPEMEHH U
BTOPOM, OTJINYHBIN, MOMEHT BpeMeHH (T.€. 1Ba WK Oojiee pa3HbIX MOMEHTOB BPEMEHH), & YPOBEHb
onHoro uin 6onee I'Al', omHoro nmu 6oee UX KOMIIOHEHTOB MJIH OJHOTO HJIH OOjiee MPOIYKTOB
paciterienust ['AI' MOKHO ompenensiTe Ui Kakaoro odpasma crocoOOM COIIACHO HACTOSIIEMY
u300peTennto. M3MeHeHne WM TEHOEHLIHS K HW3MEHEHHIO MEXAY JIOOBIMH IBYMs HJIH Oojiee
pa3sHBIMH MOMEHTAMH BPEMEHU MOXKET CBHAETENIbCTBOBATh O MPOrpeCCHpoBaHnn CBsizaHHOrO ¢ AT
MaTOJIOTMYECKOr0 COCTOSHUS. B OmHOM BapuaHTe peaju3anuid W300pPETEHUs IMOBBIIIEHUE YPOBHS
oxnuoro uiu Oonee I'Al', ogHoro uimun OoJsiee MX KOMIIOHEHTOB HJIM OJHOIO WM OOjiee MPOIyKTOB
paciieriennsi Al B TeueHne BpEMEHH MOKET CBHIETENLCTBOBATH OO0 YBEIHYEHHH TSHKECTH
3aboseBaHus (T.€. MPOTPECCUPOBAHNU B CTOPOHY OOJIbIIEH TsKeCTH). B anbTepHATHBHOM BapHaHTe
B IPYrOM BapHaHTE pead3alii U300pEeTeHUs CHUKEHHE ypoBHs omHoro uiam Oosnee I'Al, omHoro
uau Oosiee WX KOMIIOHEHTOB MJIM OHHOrO HMJIM Ooyiee mpoaykToB paciieruienuss I' AT B Teuenue

BPEMCHHU MOXKET CBUACTCIILCTBOBATH 00 YMEHBUICHHUH TAKECTU 3a00JIEBaHUS.

JIis crienuanucToB B JAHHON OONACTH TEXHHKH OUEBHAHO, uTO 3(P(PEeKTHBHOCTH crocoda
OTCIISKHBAHUS TTPOTPECCUPOBAHUS WM ONpeaeseHus TsukecTr cBsizanHoro ¢ I'AlT maTonmornyueckoro
COCTOSIHHUSI 3aBUCHUT, 11O MEHbILIEH Mepe YaCTHYHO, OT MPaBHUJILHOTO BeIOOpa muarHoctuyeckoro AT,
komnoneHTa ['Al' wnm mponykra pacmerenuss ['Al. B pasnmyHbIX BapuaHTax peam3alni,
NpeIOKEHHBIX B HACTOsIEeM H300peTeHuu, ypoBeHb ['Al’ MOXKHO pacCuMTaTh Ha OCHOBAHHUH
ompeneneHus NpoaykToB pacuemienuss AN, koropoe ofecreunBaer 3aMeHy MPSIMOMY
onpenenenuio I'Al'. B mpyrux cnyuasx ypoBenb komnonenta I'Al” unu npoaykrta pacierienus ['AIT
MOJKET SIBJIATBCS B JOCTATOYHON Mepe AMAarHOCTHYECKHUM, HAMPUMED, MOCKOJIBKY YPOBEHB JIFOOOr0
kommnoneHTa AT unmn nponykTa pacueruienus: [ AT’ MOKeT B pa3HOM CTENeHU AaBaTh HHPOPMALIUIO

00 ypoeue I'AI', ©3 KOTOPOTo OH OBLI MOJYYEH HJIH MOT OBITh MTOJIYUEH.

Omcrexcusanue nevenus ceszannvix ¢ 1’ AI' namonozuveckux cocmosiHuii
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[IpensosxeHHbIE B JAaHHOM AOKYMEHTE CIOCOOBI OMpeneNieHHs YPOBHs OJHOTO WJIH OoJiee
I'AT, ogHoro wim 6ojee UX KOMIIOHEHTOB WJIM OIHOTO WK Oojiee mpoaykToB paciueruienus ['Al
MOJKHO TPUMEHSTh IJI OTCJIE)KMBAHHS OTBeTa CBsA3aHHBIX ¢ ['Al’ maToJIOrHYecKux COCTOSHHI Ha
JieueHue, HaTpuMep, /ISl OTCIICKUBAHHUS BJIMSIHUAS H3BECTHOT'O HJIM SKCIEPUMEHTAIBHOIO BapUaHTA
JIEYEHUs Ha porpeccupoBaHue cBsa3aHHOro ¢ I'Al” maTosornueckoro COCTOsHUS y OHOTO MK OoJiee
cyObekToB. Hampumep, MOXXHO moiydate OOpasubl OT KOHKPETHOTO CyOBEKTa WJIM TPYIIIbI
CyOBEKTOB, KOTOPBIE POXOAUIIN JICYSHU € UJTH CITY’KAT B KAYECTBE KOHTPOJIBHOMN IPYIIIBI TSI TPYIIIBI
nedeHus (Hampumep, rpynmsl 6e3 jeuenust wid mianedo-rpynmel). O0pas3ubl MOKHO MOIYYaTh OT
onHOM nim OoJsiee TAaKUX TPYII CHOCOOOM, COTJIACYIOIIUMCS M IPUHSTON MEITUIIUTHCKON MPAKTHKOM,
IO MEHBIIIEeN Mepe B IEPBbIii MOMEHT BPEMEHH U BTOPOH, OTJIMYHBINA, MOMEHT BpEMEHH (T.€. 1Ba WJIH
Ooyiee pa3HBIX MOMEHTOB BpeMeHH), a ypoBeHb oxHoro uimm Oonee I'Al, ogHoro wimm Gosee mx
KOMITOHEHTOB WJIM OAHOro wiu Oosiee mpoayktoB paciuervieHuss AT MOkHO ompenensats wis
Ka)KIoro odpasia cnocoOOM COrJIaCHO HACTOSIIEMY H300peTeHnto. M3MeHeHne Wi TEeHIEHIHs K
U3MEHEHUIO MeXIy JIOOBIMH IByMs WJaH Oojiee pa3HBIMH MOMEHTAMH BPEMEHH MOXKET
CBH/JIETEIbCTBOBATh O MPOrpeccupoBaHHM CBsizaHHOrO ¢ ['Al’ maTonornyeckoro COCTOSIHHS,
HampuMmep, B NPUCYTCTBUM WJIM OTCYTCTBHE JiedeHHs. Hampumep, NOBBIIIEHHE, OAMHAKOBOE
CHIDKEHHUE, CTATHCTHYECKH HEPa3InYMMOe HM3MEHEHHEe WM 0OoJiee CHIIbHOE TOBBIIIEHHE YPOBHS
omHoro umu Oonee A’ y ogHOro min 0ojiee CyObEKTOB WM Y TPYIIbI CYOBEKTOB, MPOXOISIINX
JieueHue, N0 CPABHEHUIO C TaKUM ke Wik OosbinmM KomuuectBoM ['AlT y omnoro wimu Gosee
CyOBEKTOB HJIH Yy TPYIIbl CYOBEKTOB B KOHTPOJBHOH TpyIIe B TEUEHHE BPEMEHH MOYKET
CBHETEIbCTBOBATh O HEI(PPEKTHBHOCTH JieueHHs. B albTepHATHBHOM BapUaHTE CTATHCTUYECKH
3HAYMMOE CHIKEHUE WJTH MEHbIIIEEe MOBBILIEHUH YPOBHsI oHOro wiu 6ojyiee ['Al y onHoro uiu 60see
CyOBEKTOB, WM Yy TPYNIbl CyOBEKTOB, MPOXOASILINX JIEYEHHE, IO CPABHEHHIO C TAKUM K€ WM
Oonbmum konmuectBoM ['AlT y omnHoro wim 0Gojiee CyOBEKTOB, WJIM Yy TPYIbl CyOBEKTOB B
KOHTPOJILHOW TPYIIE B TEUEHHE BPEMEHH MOYKET CBHAETENbCTBOBATE 00 3(PPEKTHBHOCTH JICUEHUSI.
B Takux BapuaHTax peanu3alud HU300pETEHHs JIEUEHHE MOXKET SIBJISITbCS SKCIEPUMEHTAbHBIM

JICUCHHUECM.

B apyrux BapuaHTax peayn3alii CocoObl COrIACHO HACTOSIIIEMY H300PETEHUIO TPUMEHSIOT
VTSl IOJTyUEHHsI TAaHHBIX, CBUAETENbCTBYIOLINX 00 3((EKTUBHOCTH JIEUSHHUSI, HATIPUMED, H3BECTHOT'O
JieueHus], Ui WHOUBUAA WJIM TPYINbl WHOMBHAOB. Hampumep, MOKHO MHOay4YaTh OOpasibl OT
KOHKPETHOTO CyOBheKTa MO MEHbIIIEeH Mepe B IIEPBbIil MOMEHT BPEMEHH U BTOPOH, OTJIMYHBIH, MOMEHT

BpeMeHu (T.e. 1Ba wiu OoJiee pa3sHBIX MOMEHTOB BPEMEHH), a ypoBeHb omHoro wim Oosee AT,
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OIHOTO MJTK 0OJiee UX KOMIIOHEHTOB HJIH OIHOIO Win 0ojiee mpoayKToB paciuerienust I AT MokHO
ONPENENATD TS KaKI0ro odpasiia CrocoOOM COTJIaCHO HACTOSIIEMY H300peTennto. U3MeHeHrne nitu
TEHIEHLUS K M3MEHEHHIO MEX Y JIIOOBIMH IBYMsI WK OOJiee pa3HBIMA MOMEHTAMH BPEMEHU MOKET
CBHIETENBCTBOBATE O MPOrpeccupoBaHuu CBsizaHHOrO ¢ ['Al' maToNOrH4ecKkoro COCTOSHHSL
CpaBHEHHE  TEHOEHUWH B  MPOrPECCHPOBAHHM  MATOJOTHYECKOTO  COCTOSIHHSI ~ MOJKET
CBHETEIbCTBOBATh 00 3(pdexTuBHOCTH JieyeHus i cyOwpekta. Hampumep, MOBBIIIEHHS YPOBHS
cootBerctByromero I'Al" moxer cBuzmerenscTBoBaTh O HedhdexktnBHOCTH JeueHus. CHIDKeHHE
ypoBHs coorBercTByomero A" moskeT cBuaeTensCTBOBaTh 00 3 ek THBHOCTH JieueHust. B npyrux
Cly4asix, HANpHMep, KOrJa JieYeHHe CHIKAeT CKOpocTh pocra ypoBHell ['Al' u 3amemsier
nporpeccupoBanue cBs3aHHOro ¢ I'Al” maTtoaornyeckoro CocTosiHuUS (qa)ke eciii oOLel TeHJeHIHeH
siBsieTcsi noBbitenne ypoBaeil ['Al), pe3ynbTaThl MOTYT CBHAETENBCTBOBATE 00 3ddexkTuBHOCTH

JICUCHUS.

B onHOM BapuaHTe peann3anuy U300peTeH sl Ui CIeUAINCTOB B JAHHON 00JIACTH TEXHUKU
O4eBHUHO, 4TO 3(PeKTUBHOCTH Ccrocoba OTCIEKHMBAHUS MPOTPECCUPOBAHUS WJIHM OIpPEESICHHUS
TsDKeCTH CBsi3aHHOTO ¢ I'Al maToIornueckoro COCTOSIHUS 3aBHCHT, IO MEHBIIIEH Mepe YaCTHYHO, OT
npaBHJIbHOTO BeIOOpa quarnoctuueckoro I'AlT, kommonenTa I' AT wiu nponykra paciieruienust [AT.
B pasnuuHbIX BapHaHTaxX peajM3alud, MPEIOKEHHBIX B HACTOsALIEM n300pereHuu, ypoeHs I’ Al
MOKHO pacCUMTaTh HA OCHOBaHHM OINpeNeNieHHs NPOaykToB paciuerienuss ['Al°, koropoe
obecnieunBaeT 3aMeHy npsimomy omnpeznenennto I'Al°. B npyrux cinydasx ypoeHb kommnonenta I' AT
w npoaykra pacuierieHiss Al MOXeT SBIATBCA B JOCTATOYHOH Mepe NHArHOCTHUYECKUM,
HampUuMep, MOCKOJIBbKY ypoBeHb Jiro0oro kommnoneHTa I'Al" unu npoaykra pacuieruienus: A" mosker
B Pa3HOU CTeneHu nasath HHpopMmauio 00 yposHe I'Al', 13 KOTOPOro OH ObLT MOJIyY€eH HITH MOT OBITh

MOJTyUeH.

B HekoTOpBIX BapuaHTAaX peaju3alud H300pPETeHHs ONMUCAHHBbIE B JaHHOM [OKYMEHTE
crocoObl COTJIACHO M300PETEHHIO MOYKHO MPHUMEHSTh, YTOObI OTCJEKUBATH OTBET HA JICUEHHUE Y
nanuenTta ¢ cuaapomom Candununmno uam cuaapomom Xaunrepa. Kak nmpasuiio, Hanpumep, ypOBHH
omHOro uiau Oosiee GuomMapkepoB y nmaiueHTa ¢ CHHApOMoM CaH(pUIUIINO WK CHHAPOMOM XaHTepa
U3MEPSIIOT TOCJIe TMPOXOXKIACHHs JIeUeHHs 3TOro 3aboJsieBaHHs. 3aTeM HW3MEpPEHHbIE YpPOBHH
CPaBHUBAIOT C KOHTPOJILHBIM YyPOBHEM, 4YTOOBI OMNPENENUTh, NEMOHCTPHPYET JId MAIHEHT
MOJIOKUTENIbHBIN OTBET HAa JiedeHHe. B KOHTeKCTe JaHHOTO IOKYMEHTA «IIOJIOKUTEIIbHBIN OTBET» Ha

JICUCHHE BKJIIOUACT CHUXKCHUEC TSXKECTH CUMIITOMOB 3a60JIeBaHI/I$[, 3aMECJICHUEC MMPOrpeCCUpPOBaHNA,
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YMEHbLIEHHE WK u3jedeHne 3aboneBanus. [loaxonsiiuii KOHTPOJIbHBIH YPOBEHb MOKET
MPEACTABIIATE COOON YPOBEHBb OJHOTO UJIH OOJiee OMOMAapKEPOB, MOJYUYEHHBIX OT TOrO K€ MalneHTa
10 IPOX O’KAECHUsI JIedeHus (HarmpumMep, 6a30BbIil ypOBEHbB) HITH U3MEPEHHBIX B O0Jiee pAHHUN MOMEHT
BPEMEHU B TeueHHe JieueHHs. B HEeKOTOphIX BapuHaHTAX pean3alii HU300pPETEHHs MOIXOASIIHI
KOHTPOJIbHBIH ypOBEHb TMPENCTaBIsSET COOOW YpOBEHb OIHOTO UK Oojiee OHMOMAapKeEpOB Y
KOHTPOJILHOrO manueHTa ¢ cuHapomMoMm CaHpuIunmo wim CHHAPOMOM XaHTepa Oe3 jeuenus. B
HEKOTOPBIX BApHAHTAX Pean3aluy H300peTeH s TAKOH KOHTPOJIbHBIH YPOBEHb MOYKHO OMPEIEITUTh
JUIS. TOCTATOUHOTO KOJIMYECTBA KOHTPOJIBHBIX MAILMEHTOB U IMOJIYYUTh CPEIAHEE WM YCPEOHEHHOE
3HaueHus. Kak nmpaBuiio, KOHTPOJIbHBIN MAIUEHT UMEET COMOCTABUMOE 3a00JIEBAHIE UM HAXOIUTCS
Ha COMOCTAaBUMON cTamuu. Kak mpaBmiO, CTATHCTHYECKH 3HAYMMOE CHIDKEHHE WM IOBBILICHHE
YPOBHSI OZHOTO HJIK 0ojiee OHOMAapKepOB MO CPABHEHHIO C MOAXOISIIIAM KOHTPOJBHBIM YPOBHEM
CBH/JIETEJIbCTBYET O TOM, UTO HAIMEHT AEMOHCTPUPYET MOJIOKUTEIbHBIN OTBET Ha JeueHue. Jyis
OllpeneNeHns] CTATHCTUYECKONH 3HAYMMOCTH MOXKHO MCIIOJIb30BAaTh PA3JIMYHBbIE CTATHCTHYECKHE
METObl 1 METOAMKH, TAKHE KAaK Te, YTO OMHMCAHBI B JAHHOM JOKYMEHTe. B HEeKOTOphIX BapHaHTax
peaym3anuu n300peTeHus OMOMapkep MMeeT CHH)KEHHBIH ypOBEHb, €CJIH YpOBEHb OmoMapkepa,
HU3MEPEHHBbIH B OHOJOrmYeckoM oOpasile, MOJTyYeHHOM B COOTBETCTBYIOLIUH MPEICTABIISIOLIHIT
HHTEPEC MOMEHT BpEMEHH, CHIKeH Oostee ueM Ha 10%, 20%, 30%, 40%, 50%, 60%, 70%, 80%, 90%,
95% 1o CpaBHEHUIO C KOHTPOJIbHBIM YPOBHEM. B HEKOTOPBIX BapHaHTaxX pead3allii U300peTeHMUsI
Ouomapkep HMeEeT TMOBBLIIIEHHBIH YPOBEHb, €CIH YpPOBEHb OHOMapkepa, H3MEPEHHBIH B
ouonornyeckom obpasie cosee uem Ha 20%, 30%, 40%, 50%, 60%, 70%, 80%, 90%, B 1 pas, 1,2
paza, 1,5 paza, 1,75 paza, 2 paza, 2,25 pasa, 2,5 pasa, 2,75 paza uim 3 pa3a IpeBHIIIAET KOHTPOJILHBIA
YPOBEHb.

CrniocoObl COrJIaCHO HACTOSIIEMY H300PETEHHIO MOKHO MPUMEHSTH B CIIydae BCEX THUIIOB
curapoma Candumunmo (Hanpumep, cuaapoma Candumunmo tuna A, B, C u D), cunnpoma Xanrtepa
U pa3JIMuYHBIX BAPHAHTOB JIEUeHHUs JIFOOOro u3 3abosieBaHuii. B 4acTHOCTH, OMUCaHHBIE B JaHHOM
NOKYMEHTEe CHOCOOBI  COTJIACHO  HM300pPETEHHI0 MOXKHO TMPUMEHSTh Ui ONpeAeseHHs
(bepMeHTO3aMECTUTENILHON Tepanmud B KAYeCTBE COOTBETCTBYIOLIErO JIEUEHHs] CHHIPOMA
Canpumnmno win cuHapoma Xantepa. Mcmonb3ys B KayecTBe HEOTPAHHUMBAIOLIETO MpUMEpa
cuaapom Canbwmunmo thma A, jedanuidi Bpad MOXET MOPEKOMEHIOBATh B KA4YECTBE JICUCHHS
BBeJIeHHE NMalMeHTy pekoMOnHaHTHOro Oeska remapan-N-cynsdarassl (HNS) Ha ocHOBaHUM YPOBHSI
onmHoro wiu Oosiee OMOMapKepPOB, OMpPENEsieMbIX C MOMOILIBIO OMHUCAHHBIX B JaHHOM IOKYMEHTE

cnocoboB. Hampumep, neuammii Bpad MOKET ONPENENUTh TepaneBTHUYECKd J(PPEKTHBHOE
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KOJIMYECTBO TEPANEBTUYECKAX areHTOB (HampuMep, 3aMeCTUTENBHBIX (DEPMEHTOB, TAKUX KaK OENKH
HNS), unTepBajbl W/uUaM MyTH BBENEHUS, MO MEHBINEH MEpPe YACTHYHO, HA OCHOBAHHH YPOBHEN
Ouomapkepa B COOTBETCTBHH C HACTOSIIMM u300peTeHumeM. HMcmomb3ys B KauyecTBe
HEOrPAHUUYMBAIOLIETO MPUMEPA CHHIOPOM XaHTepa, Jieualldii Bpad MOXKET MMOPEKOMEHIOBATH B
KaueCTBe JISUeHHs BBEJCHHE MALMEHTY PeKOMOMHAHTHOrO Oenka uaypoHat-2-cyibdatassl (12S) Ha
OCHOBAHHMH YPOBHSI OJHOrO MM Oojiee OMOMAapKEpOB, OMPENENeMbIX C MOMOILIBIO OMUCAHHBIX B
MAaHHOM NOKyMeHTe crmocoOoB. Hampumep, nedammii Bpau MOXET ONPEAETUTbh TEParneBTUYECKH
3¢ (}ekTHBHOE KOJMYECTBO TEPANEBTUYECKHX AreHTOB (HAIpUMEpP, 3aMECTHTENbHBIX (EepMEHTOB,
TAKUX Kak Oesiok uaypoHat-2-cyibGaTasbl), HHTEPBAIbI H/HJIM MyTH BBEICHHUS, IO MEHBIIEH Mepe
YaCTHYHO, HA OCHOBAHUH YPOBHEH OMOMapkepa B COOTBETCTBUHU C HACTOSIIIIUM U300pETEHHEM.

B onpeneneHHbIX Ciy4asx Hacrosiiiee H300peTeHHe BKIIIOYAET CIOCO0 OTCIEKHBAHUS
JIEUEHHUs JIN30COMHOW OOJIE3HH HAKOIUIEHHSI, B KOTOPOM MAIMEHT, MMEIOLIHI JIH30COMHYIO 0O0JIe3Hb
HAKOIUJIGHUsI, MPOXOMUT JIEUeHHe IIyTEeM BBEISHUs 3aMECTUTENIbHOrO (epMeHTa, HAIpuMmep, B
TepaneBTH4eckd dhdexkTHBHON no3e. Takoe jJeueHne MOKET COMPOBOKAATHCS H3MEPEHHEM B OJIHH
i 0oJiee MOMEHTOB BPEMEHH YPOBHSI OZHOTO WK OoJiee MIMKO3aMHHOTJIMKAHOB B COOTBETCTBHH C
mo0bIM  crTOCOOOM, TakUM Kak IMPEMJIOKEHHBIH B JAHHOM JOKYMEHTE Croco0. YpoBeHb
[JINKO3aMHHOIJIMKAHOB MOKET OBITh M3MEPEH B JIIOOOM OHOJIOrHUeCKOM 00pasiie, MOJYUYeHHOM OT
naluenTa, BKJKOYas JIF000i oOpasel] TKaHW, KaKk OMHCAHO B JaHHOM JOKyMeHTe. B KOHKpPETHBIX
crydasix o0pasel] MOKeT ObITh PENPE3eHTATUBHBIM ISl MOMEHTA BPEMEHH JI0, B TEUEHHE UJIH MTOCIIe
JIEUEHUS WJTH Kypca JIEYEHHU s JIM30COMHOMN OOJIE3HH HAKOTLIEHHSI.

IIpumepbl TaKKUX JIM30COMHBIX 0OJI€3HElN HAKOIUIEHUs BKIIOYaroT, Hanpumep, MITCI, MIICII,
MIICHIA, MIICIHIB, MIICIIIC, MIICIID, MIICIVA, MIICIVB, MIICVI, MIICVII, MIICIX,
anb(da-MaHHO3UI03, ACHAPTUITIIOKO3aMUHYPHUI0, 00je3Hbp Padpu, GyKO3uI03, ralakTOCHATHI03,
oonesup I'ome, GMI-raurnmuo3uno3, HemoctaTok aktuaropa GM2, cuammmos, Oonesnr KpabOOe,
METaXPOMATHYECKYIO JieHKOAUCTpoduo, Mykoaunuao3 [V, MHOKECTBEHHYKO Cyjb(haTa3HYIO
HEIOCTATOYHOCTH, Oosie3b [lommne, 6one3ns Cannxodda, Oonesns Tes-Cakca, Bapuant AB Oosesnu
MIunanepa, 6onesns Cania, GeTa-MaHHO3UI03 U TNIOOOH AHO-KJIETOUHYIO JIEHKOAUCTPOHIO.

3amecTUTENBHBIH (EPMEHT, BBOIMMBINA ISl JICUEHHS] JIN30COMHOW OOJIE3HH HAKOIJIEHHUSI,
MOJKET MPEACTABJIATH COOOH, HAmpUMep, PEKOMOWHAHTHBIH (EepMEHT, Takoil Kak, B OJHOM
KOHKPETHOM  TIpHMepe, peKOMOMHAHTHAas  uyejioBeueckas  remapaH-N-cynedaraza WM

pexkoMOWHAHTHas UaypCyibdasa.
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Jledenue, npuMEHSIEMOE B ClTyYae MalueHTa, UMEIOIIEro TH30COMHYIO O0IE3Hb HAKOIJIEHHS,
MO’KET BKJIIOYATh BBEIEHHE JIM30COMAILHOIO 3aMECTUTENBHOrO (hepMeHTa B JIHOOOW HO3UPOBKE,
TaKOH Kak TepaneBTHYeCKH 3 dekTHBHAS 1032 W/ UK 1034, BbiOpanHas u3 1-500 mr, Takas kak 1 mr,
S5wmr, 10 mr, 15 mr, 20 mr, 25 mr, 30 mr, 35 mr, 40 mr, 45 mr, 50 mr, 60 mr, 70 mr, 80 mr, 90 mr, 100
mr, 200 mr, 300 mr, 400 mr umm S00 mr wim Oostee.

BBenenne TepameBTHYECKOTO CPEACTBA MJIsl JIEUEHHUS JIM30COMHOW OOJIE3HM HAKOIUJIECHHS,
HAIIpUMED, 3aMECTUTENLHOTO (hepMeHTa MJIsi JIEUEeHHUs JTU30COMHON OOJIE3HM HAKOILIEHHS, MOYKET
MPOUCXOAUTh C JIIOOBIM HHTEpBAJOM. TWIOBbIE WHTEPBAJbl BBENEHHUS BKIIIOYAIOT CYTOYHBIE,
HeleNibHbIe, JIBYXHEAENbHBIE, MECAUYHbIE, IBYXMECSUYHbIE, TOJWYHbIE WHTEPBANbl WJIM IO
HEeOOXOOMMOCTH, a TaKXke JoOble MX koMOuHanuu. Takum 00pa3oM, MO3bI MOKHO IMOBTOPSTH,
HalpuMep, €XKEHeNeNbHO, E€KEMECSIYHO WM C JAPYTMMH HWHTEpBAJAMHU BPEMEHH WM IO
HEOOXOIMMOCTH.

YpOBHU TIMKO3aMHUHOTJIHKAHOB MOKHO M3MEPSATH B JIFOOOM M3 MHOKECTBA OMOJIOIHUECKUX
00pa3uoB, BKIKOYast 00O OMMCAHHBIN B TAHHOM JOKyMeHTe oOpasell. TUoBbie TKAHH BKITOYAOT,
Hanpumep, uepedpocnuHanbayo Kuakocts (LICXK), uenbHYyI0 KpOBb, KJIETKH, TKaHb, ILIA3MY,
CBIBOPOTKY, KPOBb, MOUY M HX KOMOMHALIHH.

B pasnuyHBIX BapuaHTaxX pealu3alvi H300PETeHHs PE3YJIbTAThI OTCIIEKUBAHHS HUJIH
HU3MEPEHUs YPOBHEH IIMKO3aMUHOTIMKAHOB MOTYT BJIUSITh HA KYPC JieUeHHus (HapruMep, BBOIUMYIO
03y WJIH WHTEpBasl BBeAeHus). Hampumep, eciu W3MEpPEHHBbIH YPOBEHb TIMKO3aMHHOTJIHKAHOB
CHIKEH TI0 CPABHEHHMIO C KOHTPOJIbHBIM YPOBHEM TJIMKO3AMHHOTJIMKAHOB, BBOJAUMYIO H03y H/HITH
HWHTEPBAJ BBEJIEHHUS MOYKHO COXPaHUThL. B 4aCTHOCTH, B OMPENENIEHHBIX CIyUasiX, €CJIM U3MepPEHHbIN
YPOBEHb IIMKO3aMUHOTJINKAHOB CHHJKEH, HAapuUMep, 1Mo MeHbInei Mepe Ha 10%, mo MeHbIel Mmepe
Ha 20%, o MeHbiner Mepe Ha 30%, mo menbinedi Mmepe Ha 40%, mo MeHbiied Mepe Ha 50%, Mo
MeHbIneil Mepe Ha 60%, mo Menbineit Mepe Ha 70%, mo Menbnel Mepe Ha 80%, MO MeHbIIEH Mepe
Ha 90% wuim OoJiee 1Mo CPaBHEHHUIO C KOHTPOJIbHBIM YPOBHEM ITMKO3aMUHOTJIHKAHOB, BBOJAUMYIO 03y
U/WTM MHTEPBAJ BBEIEHUS MOKHO COXPAHHUTh.

B HekoTOpbIX mpuMepax, €Ciii U3MEPEHHBIN YpPOBEHb TIMKO3aMUHOINIMKAHOB CHHKEH IO
CPAaBHEHHMIO C KOHTPOJIbHBIM YPOBHEM TIJIMKO3AMHHOTJIMKAHOB, BBOJAUMYIO 103y W/MIIH HHTEPBAJ
BBEIEHHUS MOKHO CKOPPEKTHPOBATh. B pasmMyHbIX TaKMX BapHaHTaX peaM3alldd H300peTeHus
ypoeenb I'Al” camken Ha 1% unu menee, 2% wunu Menee, 3% unmu menee, 4% wnu Menee, 5% wunu
menee, 6% i meHee, 7% unu Menee, 8% wim meHee, 9% unu menee unm 10% unm MeHee 1o

CpPaBHCHHIKO C KOHTPOJIBHBIM YPOBHEM TIJIMKO3aMUHOIJIMKAHOB. B HCKOTOPBIX IIpUMEpax, €CJIA
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HW3MEPEHHBIH YPOBEHb TIMKO3aMUHOTJIHKAHOB CHI)KEH MO CPAaBHEHUIO C KOHTPOJILHBIM YPOBHEM
[JIUKO3aMHHOTJINKAHOB, BBOAUMYIO O3y MOKHO yBennuuTh (Hampumep, Ha 5%, 10%, 20%, 30%,
40%, 50%, 75%, B 2 pasa, 3 pasa, 4 pasa, 5 pa3 wiu 10 pa3 unu Gosee). B HEKOTOpPBIX mpuMepax,
€CJIA M3MEPEHHBIN YPOBEHD TNTMKO3AMHHOTTMKAHOB CHUYKEH 110 CPABHEHHUIO C KOHTPOJIBHBIM YPOBHEM
TJIMKO3aMHHOTJINKAHOB, BBOJUMYIO O3y MOKHO YMEHbIIUTh (Hampumep, Ha 5%, 10%, 20%, 30%,
40%, 50%, 75%, B 2 pasa, 3 pasa, 4 pa3a, 5 pa3 wim 10 pa3 unu Oosee). B HEKOTOpPEIX mpumepax,
€CJIA M3MEPEHHBIN YPOBEHD TNTMKO3AMHHOTTMKAHOB CHUYKEH 11O CPABHEHHUIO C KOHTPOJIBHBIM YPOBHEM
[JINKO3aMHHOTJIMKAHOB, HHTEPBAJ BBEICHHS MOYKHO YMEHBIIUTH (HampuMmep, Ha 5%, 10%, 20%, 30%,
40%, 50%, 75%, B 2 pasa, 3 pasa, 4 pa3a, 5 pa3 wi 10 pa3 unu Oonee). B HEKOTOpEIX mpumepax,
€CJIM U3MEPEHHBIN YPOBEHD TNTMKO3AMHHOTIMKAHOB CHUYKEH MO CPABHEHHUIO C KOHTPOJIBHBIM YPOBHEM
TJINKO3aMHHOTJIMKAHOB, MHTEPBAJI BBEISHHSI MOKHO YBENMUUUTh (Hampumep, Ha 5%, 10%, 20%, 30%,
40%, 50%, 75%, B 2 pasa, 3 pasa, 4 pa3a, 5 pa3 v 10 pas unu Ooee).

B HekxoTOpBIX mMpHUMepax, €CiM H3MEpPEHHBbI YPOBEHb TJIMKO3aMHUHOTJIUKAHOB IOBBIIIEH
(manpumep, Ha 5%, 10%, 20%, 30%, 40%, 50%, 75%, B 2 pa3a, 3 pa3a, 4 paza, 5 pa3 wiu 10 pas win
OoJyiee) O CPaBHEHHIO C KOHTPOJBHBIM YPOBHEM TIJIMKO3aMHHOTJIMKAHOB, BBOJAUMYIO 103y H/HIJIH
WHTEPBAJ BBEACHHUS MOJYKHO CKOPPEKTHPOBAaTh. B pasIMYHBIX TAaKUX BapUaHTAX pean3aluu
uzobperenuss yposenb I'Al’ moBbliiieH mo MeHbineld mepe Ha 1%, mo menbineii mepe Ha 10%, mo
MeHbIneil Mepe Ha 20%, o MeHbineil Mepe Ha 30%, mo menbInel Mepe Ha 40%, MO MeHbIIEH Mepe
Ha 50%, o MeHbiner Mepe Ha 60%, Mo menbineli mepe Ha 70%, mo MeHbiied Mepe Ha 80%, Mo
Menbineii Mepe Ha 90% wumm Oosee. B HEKOTOPBIX MpuUMepax, €CJIM H3MEPEHHBIH YpPOBEHb
[JINKO3aMHHOTJIMKAHOB MOBBIIIEH 110 CPABHEHUIO C KOHTPOJIbHBIM YPOBHEM TJIMKO3aMUHOTINKAHOB,
BBOAMMYIO JIO3Y MOKHO yBeIHUuTh (Hampumep, Ha 5%, 10%, 20%, 30%, 40%, 50%, 75%, B 2 pa3a,
3 pasa, 4 paza, 5 pa3 wiu 10 pa3 unu Oosiee). B HeKOTOPBIX MpUMepax, eCiii H3MEPEHHBIH YPOBEHb
[JINKO3aMHHOTJIMKAHOB IMOBBIIIEH 110 CPABHEHUIO C KOHTPOJIbHBIM YPOBHEM TJIMKO3aMHUHOTJIHKAHOB,
BBOAMMYIO JTO3Y MOKHO YMeHbIIUTh (Hanpumep, Ha 5%, 10%, 20%, 30%, 40%, 50%, 75%, 2 pas, 3
pa3, 4 pa3, 5 pa3 wim 10 pa3 unu Gonee). B HEKOTOPBIX MpUMeEpax, €Clid U3MEPEHHBIH YPOBEHb
[JINKO3aMHHOTJIMKAHOB MOBBIIIEH MO CPABHEHUIO C KOHTPOJIbHBIM YPOBHEM TJIMKO3aMUHOTITHKAHOB,
WHTEpBaJ BBEICHHS MOXKHO YMeHbIINTh (Hanpumep, Ha 5%, 10%, 20%, 30%, 40%, 50%, 75%, B 2
pasa, 3 pasa, 4 pasza, 5 pa3 uau 10 pa3 unu 6osee). B HEKOTOpPBIX mpuMepax, €Ciii U3MEPEeHHbIi
YpOBEHb TJIMKO3aMHUHOTJIMKAHOB TOBBIIIEH IO CPAaBHEHHMID C KOHTPOJIbHBIM  YPOBHEM
[JIMKO3aMHHOTJINKAHOB, HHTEPBAJ BBEIEHUS] MOXKHO YBENUUYHTh (Hampumep, Ha 5%, 10%, 20%, 30%,

40%, 50%, 75%, B 2 pasa, 3 paza, 4 pasa, 5 pa3 wiu 10 pa3 uau Oosnee).
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B pa3nuuHbIX BapHaHTax peajn3aludl U300peTeHHss KOHTpPOJbHBIA ypoBeHb ['AlT moker
npeacTaBiATe coboil, Hanpumep, yposeHb I'Al’ y cyObekTa, cTpaaaroliero JJM30COMHON OOe3HbBIO
HakomieHus, yposeHb ['Al' y cyOBekTa, CTpajaromiero JHM30COMHOW OOJNE3HBIO HAKOIUICHHS,
U3MEpeHHbI B OoJiee paHHHI MOMEHT BpeMeHH, win ypoBeHb | Al y He mpoxopsiuero jieueHue

KOHTPOJILHOT'O CyOBeKTa.

ﬂuaeyocmupoeanue cesazannvix ¢ I'AI" namonosuyeckux cocmosHuLii

IIpensnoskeHHbIe B JAHHOM JOKYMEHTE CIIOCOOBI ONpenesieHHs] YPOBHS OJHOro miu Oonee
I'AT’, ogHoro win 0ojiee UX KOMIIOHEHTOB (HAPUMeEp, COCTABJSIFOIIUX HCAXAPUIOB) HIIH OIHOTO
win Oosiee mpoaykToB pacuieryienus [ Al' MOKHO IPUMEHSITh JJIsl AUATHOCTUPOBAHHUS CBS3aHHBIX C
I'AT' naTonOrn4eckux COCTOSIHHH, HAIIPUMED, ONpEAeeHuUs, TEMOHCTPHPYET JI CYOBEKT YPOBEHb
I'AT, xOTOpbIli BEpOSITHO CBUIETENHCTBYET O HAJIMYMM MATOJOrHYeckoro coctosHusi. ['AD
BKJIFOUAIOT, Hampumep, ruanyponas, kepatancynbdar (KC), xomgpoutuncymepar (XC),
nepmatancyinsdar (JC), renapancynsdar (I'C), renapun, xoHapoutuHcyibdat/nepmatancyabdat
(XC/OC) u remapancynbdar (I'C)/renapun. Onpenenenre natojoruueckoro ypoas AT moxker
BKJIIOUATh OTClekuBaHue ypoBHed ['Al' B TeyeHwe mepuoma BPEMEHH U ONMpenesieHHe JIH000i
tennenuun ypoeueit 'Al' B Teuenune orciexuBaemoro nepuona. OnpeneseHne maToJIOrHUeCKOro
ypoBust ['Al" MOkeT BKJIIOUATh M3MepeHHe ypoBHs omHoro wiu Oosee Al B omun uiu Oosee
MOMECHTOB BPEMCHH U CPABHCHHUEC UBMEPECHHOI'O YPOBHA C YCTAHOBJICHHBIM CTAHAAPTHBIM 3HAUYCHUCM.
CTaHI[apTHOG 3HAYCHUEC MOXKET 6I>ITI> YCTaHOBJICHO, HAallpUMEpP, KaK B Cliydyac NPEMIOKCHHOTIO B
OAHHOM JOKYMEHTE CIOco0a, MyTeM MOJIyUeHHs] 00pasOB OT CTATHCTHUYECKH 3HAYUMBIX KOJIMUECTB
CyOBEKTOB, MMEIOIUX NaHHOe CBsi3aHHOe ¢ ['AlT maTojornyeckoe COCTOSHHE, W CyOBEKTOB, HE
umeromux cesizanHoe ¢ A’ maTosornueckoe COCTOsIHIE, U CpaBHEHHE, H3yUeHHe Wi 00paboTKy

MOJIYYCHHBIX 3HAYUCHUM.

JIst CenuanucTOB B MAHHOW OOJIACTH TEXHMKH OYEBHIHO, 4TO 3((HEKTHBHOCTH Criocoda
OTCJIEKUBAHUS MPOTrPECCUPOBAHUS WIIH ONPeAeeH s TsKeCTu cBsizanHoro ¢ ['AlT matonoruueckoro
COCTOSIHHUSI 3aBUCHUT, IO MEHbILIEH Mepe YaCTHYHO, OT MPaBUJILHOTO BeIOOpa muarHoctuyeckoro AT,
komnoneHTa ['Al' wnm mponmykrta pacmennenuss ['AI. B pasnmuHbIX BapuaHTax peaM3alud,
NpeIOKEHHBIX B HAacToseM u300peteHuu, ypoBeHb A’ MOXKHO pacCuMTaTh Ha OCHOBAHHUH

KOJIMYECTBEHHOI'O OIpeAeNieHns] MpoAayKToB pacimeruieHus ['Al, kotopoe obecrneunBaer 3aMeHy
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npsMoMYy KoJmdecTBeHHOMY onpenenenuto ['Al. B apyrux ciygasx yposenb komrnoneHnTa ' Al i
npoaykra pacieruieHus I'Al' MoxeT SBISTBCS B TOCTATOYHON Mepe AMarHOCTHYECKUM, HalpuMep,
NOCKOJIbKY ypoBeHb Jto0oro komnonenta I'Al” unm npoaykra pacwmervienus I' AT MmokeT B pa3HOit
creneHn maBaTh wHpopMaiuio 00 ypoBHe I'AI', U3 KOTOpOro oH ObUT MOJYYEH HJIM MOT OBITh

MOJTyUeH.

Onpeoenenue cxemvl je4eHuUs

C moMOIIbI0 ONMMCAHHBIX B JAHHOM JOKYMEHTE CIIOCOOOB MPAKTHKYIOIIHE MEIUKH MOTYT
BBIOPATH U MPOMKCATH BAPHAHTHI JIEYEHUs], TOIXOASAIINE ISl KAKIOrO HHIMBH/IYaJ bHOTO MAI[HEHTA,
HA OCHOBAaHHUH [MATHO3a U OMpEHeSeHUs] CTaauu 3a00JIeBaHus MALHEHTA, CAENIAHHBIX TTOCPEICTBOM
OmpeneNeHrs YPOBHEH HKCIPECCHH W/WJIM aKTUBHOCTH OIHOrO WM OOJiee OMUCAHHBIX B JAHHOM
NOKyMeHTe OuomapkepoB (Hampumep, OuomapkepoB cunapomMa CaHOWIMNNO WM CHHIPOMA
Xanrtepa, takux kak ['Al). Bwibop COOTBETCTBYIOLIEH TEpaneBTHYECKON CXEMbl Ul JAHHOTO
HanueHTa MOKET OBITh OCYIIECTBJIEH TOJBKO HAa OCHOBAaHUH JWArHO3a/OMpEeNesieHusl CTAHH,
CHENaHHBIX C MOMOLIBIO OMHMCAHHBIX B JAHHOM IOKYMEHTE CIHOCOOOB COIVIACHO u300pereHuio. B
aJIbTEPHATHBHOM HJTH JOMOJHUTEILHOM BapHAHTE MPAKTHKYIOIIUNA MEIUK TAK)KE MOXKET YUMTHIBATH
Opyrie KIHHAYECKHE HITH aTOJOrMUECKHE TTapaMeTPhl, IPUMEHsIEMbIE B CYLIIECTBYIOIIHUX CIIOCO0ax
s auarnoctupoBanus  cuHapoma CaHdununno wiM  cuHApomMa XaHTepa, W OLIEHUTH
IpOrpeccupoBanme 3a00IEBaAHMS.

J103b1 ¥ 4ACTOTY JIEYEHUST MOYKHO KOPPEKTHPOBATH, YTOOBI ONMTUMHU3UPOBATE 3(PPEKTUBHOCT
neuenus. [lomxonsimue oOpasipl A OTCIIEKUBAHUS OTBETA HA JIEUEHHE MOTYT BKJIIOYATH, HO HE
OrpaHMUYMBAIOTCS 3THM, HepedpocnuHansHyo kuakocts (LICXK), kneTku, TkaHb, UENBHYIO KPOBb
(Hanmpumep, obpasel nepudepruyeckoil KPOBH ), MIa3My, CBIBOPOTKY, KPOBb, MOUY M MX KOMOUMHAIIHH.
Tax:ke MOKHO HCIIOJIB30BATh OMHCAHHBIE BhILIE JOMOJHUTEbHBIE OHMOIOrHUECKHUe 00Pa3LIbl.

Kak NOHSATHO M3 HACTOSIIEr0 OMHCAHHS, HACTOsLIEe M300pEeTeHHE BKIIIOYAET MHOYKECTBO
BAPUAHTOB peau3aiuu, B KOTOpbix [ Al' pacuiemisitoT Ha MPOAYKThl PACIIETIEHUS, ISl KOTOPBIX
OPOBOMAAT KOJHMUYECTBEHHOE OMpEAeNieHHEe TaK, YTO KOJWYECTBEHHOE OINpeAeeHHe MPOIYyKTOB
paclienieHus, HampuMep, METOIOM MacC-CIEKTPOMETPUH, OOeCreunBaeT ONpeiesieHHe YPOBHS
I'AT’, u3 KOTOPOro MOJyYeHBI MPOAYKTHI PACIIEIJICHHS. DTO 3HAUEHHE MOKHO HCIOJb30BATH B
Pa3IMYHbIX MPUMEHEHHUSX, KaK OMHCAHO B JAHHOM JOKyMeHTe. Pa3nuuHble CmoCOOBI COrJIacHO
HACTOSIIEMY H300PETEHHI0 MOTYT BKJIIOYaTh, O€3 OrpaHHuYEHHH B OTHOLIEHHH KOJHUYECTBA,

MOBTOPCHUS, HCKIIIOUCHUS KOHKPCTHBIX 3TAallOB WJIM MOPAAKAa KOHKPETHBIX 3TallOB, SKCTPAKIUIO,
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obecconmmBaHne, pacIleIUIeHHe, [epPHUBATH3ALMIO, HEOOsS3aTeNbHYIO INIMKAH-CIenu(pHIECcKYIO

SKCTPAKLHIO, PA3EICHUE U BBIIBJICHHE.

IMPUMEPBI

OnucanHble B JAHHOM JOKYMEHTE TpUMEphl AEMOHCTPHPYIOT IPUMEHEHHE Macc-
CIEKTPOMETPHH Uil ONpPEeNEeNeHUs] YPOBHS TIJIMKO3aMUHOIIMKAHOB. Hacrosinee wuszoOpereHue
YaCTUYHO OCHOBAHO HA TNPUBENEHHBIX HIDKE NMPHMEpPax, KOTOPble NEMOHCTPUPYIOT NPUMEHEHHE

METOAOB MAaCC-CIICKTPOMETPUHN U1 ONIPEACIICHHA YPOBHS INIMKO3aMUHOTTIMKAHOB.

ITo meHbIeli Mepe B HEKOTOPBIX MPHMEPAX OMUCAH CIOCO0, B KOTOPOM MPOBOIMIN aHAJIN3
50 Mk obpasua 1epeOpPOCHHHANBHOW KUAKOCTH CIIOCOOOM, BKIJIFOUYAIOIIAM HOHOOOMEHHYIO
TBepAoGa3Hy 3KCTPAKIHIO TenapaHcyibdarta, SKCKIIO3HOHHOE O0ECCONHMBAHHE, pPaCIUEIUIEHHEe
renapuHa3’aMy, XHMHYECKYIO [EePUBATH3ALMIO IOJyYEeHHBIX B pe3yJbTare AUCaxXapuaoB W
tBepaodasHyr sKcTpakiuoo. [0 MeHblIel Mepe B HEKOTOPBIX MpPUMepax IIeCTh IHCAXapHIOB
renapancynbdara, oboznauaembix I-S, II-S, III-S, IV-S, II-A u IV-A, nepuBatusupoBaiu 4-
OyTunaHuIMHOM. B onpeneneHHbIX mpuMepax KOJINYECTBEHHOE ONpPeNeSICHHE AHATMTOB MTPOBOIMIIN
C TOMOINBIO KUIAKOCTHOH Xxpomarorpadum (KX), Hampumep, oOpaieHO-(ha30BON KUIKOCTHOM

xpomarorpadu, u nocieayoiei macc-crekrpomerpun (MC).

IMpumep 1: Meroxa *kuaKOCTHOMH XpoMaTorpadgun/macc-cCieKTPOMETPHH 1JIs1 KOJTHYECTBEHHOr 0
ompeaeJieHHsl remapaHcyab(ara B HepeOpPOCNHHANBHOH SKHIAKOCTH TNANHEHTOB C

MYKONOJIHCAXAPHIA030M.

KonuuecTBeHHOE OmpeneneHne remnapaHcyibdara MPOBOMUIN B 0Opasile dYeIOBEYECKOMH
11epeOPOCIHHAILHON KUAKOCTH CIOCOOOM, B KOTOPOM IMPOBOIUIIN KOJHYECTBEHHOE OINpPENE/IEHUE
MOJIYYEHHBIX U3 renapaHcyiabdara qucaxapuioB B 00pasile, HCIOIb3yst MHOTO3TAITHYIO MPOIEAYPY.
B uactHOCTH, MHOroaTamHasi MpPOIEAypa B HACTOAIIEM MPHMEPE BKIIOYAla HOHOOOMEHHYIO
TBEpAO(DA3HYIO OSKCTPAKIMIO, OSKCKIIO3MOHHOE O0ECCOMMBAHUE, pACIIEIUIEHHE TemapuHa30i,
XUMHYECKYIO [EPUBATH3ALMIO M TIMKaH-CIENU(pUUECKYIO TBepaodasHyo skcTpakiuio. Ilocie
rJIMKaH-crienuuueckoi TBepaodasHOi SKCTPAKIUKA MPOBOMUIN AHAJH3 JUCAXAPUIOB METOIOM

JKHAKOCTHOH Xpomarorpauu B COYETAHHH C TaHAEMHOH MacC-CIEeKTPOMETPHEH, HCIOJb3Ys
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TpoiiHOM  KBaApymonbHbIN  Macc-cmektpomerp API 5000™,  paGorarommii B pexume

JJICKTPOPACHBIJICHUSA HCTaTHUBHBIX HOHOB.

Dxempaxyus 1 C uz HHCK

Hustunamuuaostwiosyio (JIDAD) cmony (175 M) nobaBmisyii B JyHKH 96-yHOYHOTO
wiaHmera ¢ 20 wmkm  crekiaom. Cwmony  ypaBHoBemmBaimu —aobOaenenuem 300 MK
3arpy304Horo/mpomeiBouHOro Oydepa (20 MM Tpuc-HCl, 0,1 M NaCl, pH 7,4) u uentpudyruposanu
B TeueHune onxHoW w™uHyThl npu S0 OLY. HCXKX (50 wmkim) cmemwBamu ¢ 175 wMxn
3arpy304HOro/MPOMBIBOYHOrO Oydepa, 3arpykajii B CMOJIy U HeHTpU(pYTrupoBain. JIYHKH IBaXKAbI
npombiBaiu 300 MKJI 3arpy304HOr0/IPOMBIBOUHOTO Oydepa u amounposanu I'C u3 cMOJIBI B IJIAHIIET
st 00pasuoB, ucnonb3yst 140 Mk amounpyromero oydepa (20 MM Tpuc-HCl, 1 M NaCl, pH 7,4).
Dmroatel  00ECCONMBANN, HWCHOJB3Ys IUIAHIIETBI i renb-Gmistpammu  G-25 Multitrap B

COOTBETCTBHHU C MPOTOKOJIOM IMPONU3BOAUTEIISA, U BBICYLIUBAJIA IYTEM L[eHTpI/I(bY)KHOFO BbITIAPpUBaHUA.

Pacwennenue 1 C na oucaxapuowi

I'C B xaXnoil SKCTparupoOBaHHOU JiyHKe pas3Bomuin B S0 My Oydepa mis paciierieHus,
comepxkaiero remapunHassl (25 MM amerara ammonus, 1 MM amerara kajbums, pH 7,0).
Pacmiennenne Ha nucaxapunel, nposoauid, npuMensisi 12 E renapunaser I, 4 E remapunaser I u 1,4
E remapunaser IIl. Peakumro ocraBnsimm Ha HOus mpu 30°C, a 3aTeM BBICYIIMBAIA MyTEM

HEeHTPU(YKHOTO BBITIAPUBAHUS TIPH MOATOTOBKE K MOCIIEAYIOMEMY MEYEHUIO TUCAXAPHIOB.

Meuenue u oyucmka oucaxapuoos

I'C comepxuT NHHEWHBIH TOJUMEpP, COCTOSIIMA W3 MOBTOPSIOMIHUXCS AHCAXAPHIHBIX
CyOBbeIuHHIIL, UMEIOLIIX OCTOB U3 rekcyponoBoit kucnotel (HexA) o/B1-4 rimokozamuna (GIcN) o4.
JucaxapuaHbli OCTOB MOXKHO OHOCHHTETHYECKH MOMU(BHIMPOBATh PA3HBIMU XHUMHYECKHUMH
rpynnamu. Hanpumep, enunnny HexA mMoxHO cynbdatupoBats B mo3uuuu 2-0, a KapOOKCHIIBHYIO
IPYIIY MOKHO 3TUMEPU3HPOBATE B IBYX MPOTHBOIOIOKHBIX OPHEHTALUSIX B OTHOIICHHH TLIOCKOCTH
kosbua. GIcN MokeT ObITh CyJib(aTHPOBAHHBIM B 6 U, PEKE, B 3 THAPOKCHIIBHBIX aTOMaX KHCIOPO/IA.
AMPHHBIA aTOM a30Ta OYEeHb PEKO OCTaeTCss CBOOOMHBIM M OOJiee 4acTo 3aMelleH IOCPENCTBOM
cynbdaTaluy WK aueTHIHpoBaHus. YacTHUHO BCIEACTBHE TakoW rereporeHHoctd unenu I'C oueHb
TPYAHO AHAIM3UPOBATh. AHANN3 M KOJIWYECTBEHHOE OIpEAENICHHE COCTaBJLIIOIIUX HCAXapUJIOB

CIOCOOCTBYIOT Pa3peIIeHHIO 3TUX TPYAHOCTEH. MeueHne nucaxapuIoB SBIISIETCS STAllOM, KOTOPBIH,
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MO MEHbIIEH MEpPE B HECKOTOPBIX K3 HACTOAIIUX CHOCO6OB, MOXKET AONOJHUTECJIBHO IOBBIIIATH

NPaKTHYCCKYIO HEHHOCTE TaAKUX CHOCO60B, KakK JOIMOJIHUTECIJIBHO OITHCAaHO HHIKE.

IIpoBomunm KOJIMYECTBEHHOE OIpeAesieHne OucaxapuIoB B KaueCTBE 3aMEHUTeNeH
POIMTENBCKOrO ToJiMepa mnyTeM (¢GepMeHTaTHBHON naenoymMmepusauud ['C ¢ mpuMeHeHHeM
bakTepuanpubix renapunas I, II u III. @epmeHTHI pa3pbIBAIOT CBSA3b MEXKAY AUCAXaPUAAMU, IIPUBOIS
K TOJIYYEHHUIO PA3JIMYHBIX IPOAYKTOB PACLIEIUIEHHS, U3 KOTOPBIX OOBIYHO MOYKHO OBLIO BBISIBHTB MO
MeHbIel Mepe BoceMb n3ohopm (®ur. 1). MuOrne u3 BEICBOOOKASHHBIX TUCAXAPHIOB, TAKHE KaK
IIS/IIS u ITA/ITIA, sBAAIOTCS H30MEPHBIMH U, CIEIOBATENLHO, BBISBJISIOTCS MACC-CIIEKTPOMETPUEH
C OAMHAKOBBIM COOTHOLIEHHEeM Macca-3apsan (m/z). CinemoBatensHO, B HacrosimeM Ilpumepe mis
TOr'0, 4TOOBI MPOBECTH WHAMBUAYAIBHOE KOJIMYECTBEHHOE ONPENESICHHe 3TUX JUCAXaPUIOB, BAKHO
pa3meNuTh UX B XpoMaTorpadprueckoM Macitade mepes mpoBeIeHHeM MacC-CIEKTPOMETPHIECKOrO

BBIABJICHUA.

Momudukanuss ruapOPUIBHBIX  JUCAXAPHIOB  MOCPEACTBOM  BOCCTAHOBHTEIBLHOI'O
aMHHUPOBaHUs TUAPOGHOOHON METKOW yIIydllaeT WiH AejiaeT BO3MOKHON MX pa3/ieiieHHe METOA0M
Od-xpomarorpaduu. 4-0yrunanuiut (4-NBA) sIBJISICS MepCIEKTUBHBIM KAHAUIATOM [IJIsl MEYEHHSI
BCJIENCTBHE CBOEH TruapodOoOHOCTH, KOMMEPUYECKONW MOCTYITHOCTH B AEHTEpHpPOBAHHON (opme u

JIETKOCTH OPraHUYeCcKOro CHHTe3a B 6onmbuux konuuectsax B *C-sepcun (@urypa 2A).

HMucaxapuael I'C merunu 2C-4-NBA mocpencTBOM BOCCTAHOBUTEIHHOIO aMUHHPOBAHUSL.
Peakuuto mposoauu mytem nobasienus 13 Mk 0,57 M pactBopa HHaHOOOPTrHapuUa HATpU,
pactBopeHHoro B 7:3 (00./00.) pactBope mumermicynbdokcuma (JAMCO):nensHoit yKCyCHOI
KACIOTE, U 2 Mka 4-NBA B kakayro JIyHKY C BBICYLIEHHBIMH aucaxapupamu. IlmaHmmer
uHKyOuposau npu 37°C ¢ mepuoauvecKuM BCTPSIXUBAHUEM B T€UEHHE 2 YacOB. Peakiunio MeueHus
passoaunu B 200 Mk 98:2 cmecu aneTOHUTpPUIL.BoAa, comepxanieit 0,58 MkM cmecn nucaxapuios,
NpenBapUTENLHO epuBaTH3UPOBAHHEIX *C-mMeuenbiM 4-NBA, 4roOBI CIYKUTh B Ka4yecTBe
BHyTpeHHero ctanaapta (lers). MossspHbI cocTaB cMecu lcrn MOEHTHYEH COCTABY KaMOpPaTOpOB,
NPUMEHSIEMBIX ISl TOCTPOEHUS] KATMOPOBOUHON KPUBOH (CMOTpuTE HIKe). PacTBOp, comeprkariuii
MeUYeHble mucaxapuibl U UX lern, OUMINANTK OT U30OBITOUHBIX PEATEHTOB PEAKLUH MEUEHUs] MyTeEM
tBepaodasnoi sxcrpakuun (TDI). Jns atoit uenn ucnonb3osanu kaprpumku GlykoClean S-Plus
HILIC (Prozyme, Hayward, CA) B 96-nyHOuHOM ¢QopMaTe B COOTBETCTBUH C BaKyyMHBIM
MPOTOKOJIOM MPOU3BOAWTENS. Bkparme, B CMONy 3arpykaid 1 MJI BOXBI C MOCJIEAYIOLINM

ypaBHOBemBaHueM 1 wmi aneroHuTpwia. 200 MK MedeHBIX AucaxapuaoB B 98:2 cmecu
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allETOHUTPUITI. BOAA, comepskament lern, 3arpyskanu B cMouy, mpombiBam S00 MKJT alleTOHUTPHUIIA C
nocinenyomum amounpoBannem S00 Mxn uucroi Bompl. K amoaram  pobGaBmsuin 10 Mk
tpubytunamuna (0,5% B aneTOHUTPHUIIE) U HEMOCPEACTBEHHO aHAJIM3UPOBAN OOpa3Lbl METOAOM

KX/MC.
KXMC

Hucaxapugst I'C  pasnmemsyin metomom  obpameHo-¢azosoit (O®) xpomartorpaduu ¢
napasuiebHBIM MacC-CIIeKTPOMETPUYEeCKUM BhIsiBieHueM. IIpumensiemoit kosonkoii Oputa HSS
T3RP18 (1,7 mxm, 2,1 x 100 mm) (Waters, Milford, MA), paboraromass Ha Waters Acquity, co
ckopocThio motoka 0,3 mu/muH u Temnepatypoit kononku 25°C. IToaeukHol ¢azoit A ciyxun 60
MM arerar ammonus, pH 5,4, a mogeuskHoM ¢aszoit B ciyxun aneronuTput. ['pagueHT BKIFOUAT
HavajgbHOe 1-MHHYTHOe ypaBHOBeunBanue npu 98% A ¢ mocienyroomum cHukeHueMm 10 60% A B
TeueHue 8 MUHYT 1 AnonpoBanus mucaxapunos. Komonky npomeisanu 20% A B Teuenue 1 MUHYTHI
nepen MOBTOPHBIM ypaBHOBemnBaHueM 98% A B Teuenne 1 muuyTel. OOliee Bpemsi aHajm3a

cocTaBiisio 12 MUHYT.

Macc-CrekTpOMeTPUUECKO€e BBISIBJIEHHE MPOBOMIN Ha macc-crekrpomerpe API 5000 (AB
Sciex, Concord, Ontario), 000pyIOBAaHHOM TPOWHBIM KBaAPYIIOJbHBIM aHAIU3ATOPOM, PAOOTAFOIIINM
OpU OTPHUIATENHHON MOJSIPHOCTH B PEKUME MOHHUTOPHHIAa MHOKECTBEHHBIX peakuuii. MCTOuHHK
HACTpAWBaJIM HA BLISBJIEHHE NUCAXapUIOB B CIEAYIOMMX YCIOBUIX: ra3oBas 3aBeca 20, GS1 50, GS2
50 m Temneparypa kamwuisipaoro mepenoca 450°C. Ilepexonbl, MCnonb3yeMble IJisi BBISIBJICHHS
meueHplx 12C-4-NBA mucaxapumos, Oeumn ciemyrommmu: AUA2S — GIeNS,6S (I-S wumm
IS)(709,1/549,2), AUA — GIcNS,6S (II-S umu 11S)(629,1/549,2), AUA,2S — GIcNS (III-S wm
I1S)(629,1/549,2), AUA — GIcNS (IV-S wiu 1VS)(549,2/391,2), AUA — GIcNAc,6S (II-A wunu
ITA)(591,2/433,2) u AUA — GIcNAc (IV-A umu IVA) (511,2/157,0). Ilepexonp!, HCHONb3yeMble IS
BhIABIEeHNS MeueHbX C-4-NBA mucaxapunos Iers, Obumn cnenyromumu: IS (715,1/555,2), 1IS
(635,1/555,2), ITIS (635,1/555,2), IVS (555,2/397,2), 1A (597,2/439,2) u IVA (517,2/157,0).

Hocmpoenue kambpo8oyHOT KPUBOTL

I[J'ISI MOJIYUCHUS KaJ'II/I6paT0p0B MECTb KOMMEPYCCKU OOCTYINHBIX AUCaxapuiaoB, KOTOPBIC
SIBJIAIOTCST Hanbosiee pacnpocTpaneHHbiME B uenoBeueckoi [[CXK, a umenno IS, IS, IIIS, IVS, ITA u

IVA, cMmemmBany BMecTe B CIAEAYIOIIEM MOJSIPHOM MpOneHTHOM cooTtHomneHuu: 10%, 5%, 15%,
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10%, 10% u 50%. Hcnomp30Baii BOCEMb HEHYJIEBBIX KaaMOpPaTOPOB C YBETHYHBAIOIIUMUCS
KOHIIEHTPALMOHHBIMHU ypoBHsIME aucaxapunos (0,1 MxM, 0,25 mxM, 0,8 MxM, 2,5 MxM, 6,0 MxM,
17,5 MxM, 40 MxM u 50 MxM). HuskHsisi rpaH#Lia KOJTMYECTBEHHOT'O ONPEIEIICHUs M BEPXHSS IPAaHULA
KOJINUECTBEHHOTO ompenesieHus cocTabysuid cooTBeTcTBeHHO 0,1 MKkM u 50 MxM. Kaxxaplit ypoBeHb
Baocwn B 50 mki ICXK, koTopas yxe Obina mogseprayta J{DAD-skcTpakiinu U 00€CCOTHBAHUIO.
JobaBneHne renaprHasbl B MATPHIY HE MPOBOAMIIH, YTOOBI M30€KATh PACIISIJICHHs SHAOT€HHOTO
I'C. KanuGposounyto cmechk metuin '2C-4-NBA u ountmamu meronom T®D B npucyTcTBuHM lerg, Kak
onucano eeire. CyMMy HOPMHPOBAHHBIX HHTEHCUBHOCTEN 1mecTH '>C-nucaxapy10B OTHOCHTENBHO
ux cooteercTBytomero 3C Iern; Hanocunu Ha rpaduk B Buae (QyHKIMH OOLIEH KOHIEHTPALUH
aucaxapunoB kanmuOpatopos. s moctpoeHus: kKamuOpPOBOYHON KPHUBOW HCIOJIB30BAJH JIMHEHHYIO

PerpeccHOHHYIO MOJIENb HAUTYUIEro COOTBETCTBHUS C HABELIMBAHUEM 1/x°.

IIposepounvie ucnvimanus

Hns monmydenuss koHtposiedi kadectsa nucaxapunoB (KK JIC) roToBuim MMHTHPYROLIHE
KaauOpaToOpbl AWCaXapUIHbIE CMECH, COOTBETCTBYIOILIME HIDKHEMY Ipeneny KOJUYECTBEHHOrO
onpenenenus (HIIKO) u Oosiee BBHICOKMM KOHIEHTPALMOHHBIM YPOBHSIM, COOTBETCTBYIOLIHM
kamuOpoBounoit kpuBoit (0,3 MxM, 2 MxM, 15 MxM u 37,5 mxM). KonuuecrBenHoe onpeneneHme
KK npoBoansi Ha OCHOBaHWH KajauOpoBOUHOM KpuBoi. Onpenensin 10cTOBEPHOCTh (Yo0muoKu) u

tounocTb (%CV; n = 6).

s nonyuenust koutposeit kauectea ['C (KK I'C) mpoBoauu onpeneseHne aucaxapiaHoro
SKBHUBAJIEHTA BHICOKOKOHIIEHTPHUPOBAHHOTO 2 MI/MJI MaTOYHOro pactBopa I'C u3 ObIYbuX MOUYeK Ha
OCHOBaHMHU KaauOpoBouHOU KpuBoi mst nucaxapuaos. KK I'C ¢ HH3KOM, cpenHe HU3KOM, CpeaHel U
BBICOKOW KOHLEHTpAaLKeW rOTOBUJIA M3 MATOUYHOI'O PACTBOPA, 4 COOTBETCTBYIOIINE KOHIEHTPAIUU
cocrapysutu 0,3 mxM, 2,0 MxM, 15,0 MxM u 37,5 MmxM. HomuHanbHEIE KOHIIEHTPAITUN TUCAXAPU OB
KK I'C paccuutsiBanu nyteM noOaBieHds A0aM aucaxapuaoB sHAoreHHoro I'C w3 MaTpu4HOIM
MapTHH, TPUMEHSEMBIX i1 NoBbIIeHus: KoHneHTpaunn aucaxapunos. KK I'C momsepramm Bcem

JTanaM MpOTOKOJIa MPUTOTOBJIEHHs 00PA3I0B U PACCUMTHIBAIN JOCTOBEPHOCTE H TOYHOCTH (n = 6).

YUto0ObI MPOBEPUTH BO3MOYKHOCTh pa3BelneHHsi 0OpasloB, MPEBBIIAOIINX BEPXHUN Mpenes
konmuuectBenHoro  ompenenenus  (BIIKO), npoBoauian  KOMHMYECTBEHHOE  OMpeaesieHHe
BeicokOKOHLeHTpupoBaHHbIX KK I'C (400 MxM; n = 6) mocie pa3BeneHHs] MyCTOH MaTpuULed 10

KOJIMYECTBEHHO OIPeNeNsseMOro YpOBHS B Juama3oHe KanuOpoBouHOH kpuBod. Omnpenension
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AOCTOBCPHOCTE U TOUHOCTD.

UtoObI OLIEHUTH BMsIHUE MAaTpullbl, HU3kHe u Boicokue ypoBHu KK JIC BHOCHIM B II€CTh
PasHBIX MAPTHH SKCTPAruPOBaHHOH/00€CCONIEHHON MaTPHIIBI, a 3aTEM METHIIN U ountnain. CpenHuit
MacC-CIeKTPOMETPHYECKUl OTBET CpPaBHUBAJIM C OTBETOM JHCAXapHAOB, BBOAUMBIX U
0o0pabaThIBAEMBIX NMPH TOH K€ KOHIEHTPALMH B YUCTOM pacTtBope. Matpuunsiii ¢aktop (MD)

NPENCTaBJIIET COOOH COOTHOLIEHUE CPETHErO CUT'HAJIA B MATPHIIE K CUTHAJTY B YHCTOM PacTBOPE.

UtoObl  OLEHHTh CTENEeHb HAJIWYMs  NPEeabAylIuX  oOpasmoB  MOCHe  aHAJIU3a
BBICOKOKOHLIEHTPHPOBAHHBIX O0Opa3LOB, IMOCIEe KaauOpaTopoB C HAWOONIBLISH KOHIEHTparue

BBOAWUJIU ITyCTHIC o6pa3u1>1 U OOCHHUBAJIM HAJIMYUEC aHAJIUTOB.

N30npaTenbHOCTEIO MOXKHO HA3BaTh CIIOCOOHOCTH METOAa AHAJIN3Aa BBISIBIISITH JKEJIAEMBbIE
aHAJMTBI 0e3 mpuMeceil APYruX MATPUYHBIX KOMIOHEHTOB. UTOOBI MPOBEPUTH M30UPATETBHOCTD
aHaJM3a, OLEHUBAJIU LIECTh PAa3HBIX MapPTUH MYCTOW MATPHUILI B OTHOIIEHUH IPUMECHBIX TUKOB NPU
TAKOM JK€ BPEMEHH IepeHoca U ynepxanus, kak u B ciydae aucaxapuaos I'C. Tak kak I'C sBnsercs

SHAOTI'€HHBIM, UCHOJB3YIOT TOJBKO HEPACILICIIJICHHYIO MAaTPpULLY.

Ilpumecr Ierx B aHanmuTe OLEHHWBANIM MyTeM NOBBILIEHUs conep:kaHus ler; B Marpuine B
KOHILIGHTPAIINH, MPUMEHSIeMON B aHAJIN3e, U OTCJICKUBAHUS CUTHAJIOB IIPH XapaKTEPHBIX BPpEMEHax

nepeHoca u yAepKaH!us AaHAIUTOB.

Bocnpon3BoauMocTh B Cllyuae MOBTOPHOI'O BBOAA 00pabaThiBa€MbIX OOpa3LOB OMpPeIeIsLTH
nyTeM MOBTOPHOrO BBOJA paHEee MPHEMJIEMBIX KaJHOPOBOUHBIX CTAHIAPTOB M OOPA3I[OB KOHTPOJIS
Ka4ecTBa, KOTOPbIE XPaHWJIA B CIEHHAJIBHBIX YCIOBUSX HCHbITaHUN. KOHmEHTpamuu KOHTPOJsS
KaueCTBa PACCUUTHIBAIN MO KAJIUOPOBOUHOW KPUBOHM MJii MOBTOPHOTO BBOAA M CPAaBHUBAIH C

TCOPECTUUCCKUMHU 3HAYUCHUAMMU.

CtabubHOCTE DKCTPAKTOB OOpabaThiBaeMbIX OOPA3lOB OMPENEsUld MyTeM MOBTOPHOIO
BBOJIA paHEE MPUEMIIEMBIX OOPa3MOB KOHTPOJS KAYECTBA, KOTOPHIE XPAHHWIIA B CIEHUABHBIX
YCJIOBHSIX UCIBITAHHUM, HAPSAY CO CTAHOAPTHOW KPHBOW Uil CBEKEIKCTPArHPOBAHHBIX OOPA3LOB H
AHAJINTUYCCKUMHA 06pa3HaMI/I KOHTPOJIA KayecCTBa. KOHI.[CHTpaL[I/II/I KOHTPOJIA KayecTtBa
PacCUMTHIBAIN MO KAJIMOPOBOUHON KPUBOM TSl CBEIKEIKCTPArUPOBAHHBIX 00PA3LOB U CPABHUBAIHU C

TCOPECTUUCCKUMHU 3HAYUCHUAMMU.
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CTabunLHOCTE MaTpUulbl OLCHUBAJIIM B OTHOIICHHH HECCKOJIBKUX KOHKPETHBIX AaCIICKTOB,
BKJOYAss CTaOMILHOCTE npu 3aMOpa’KuBaHUH-pPa3MOpa’KUBaHUU, CTaOMIIbHOCTL B YCIIOBUAX

NPUTOTOBJIEHUS H TPOMEKYTOUHYIO CTAOHJIBHOCTS.

CtabunbHOCTh pacTBOpA ONMPEAENSUIA MMyTEM CPABHEHHUsI OTBETA, MOJYUEHHOI'O OT PacTBOpA,
XPaHUMOTrO0 B YCJIOBUSIX HCHBITAHHH (HApHUMeEp, TEMIEPATyphl, OCBELICHUsS H T.[.), C OTBETOM,
NOJIyYEHHBIM OT AJMKBOTBI TOTO K€ PacTBOpa (KOHTPOJISI), KOTOPBIA HE MOABEPTaji yCJIOBHSIM
ucnbITaHui. J{ONrocpouHyro CTaOWIBHOCTH PACTBOpA ONpPENeNsUIM MyTeM CPaBHEHUs OTBeTa,
MOJIyYEHHOTO OT CBEKENPUTOTOBJIEHHBIX PACTBOPOB (KOHTPOJEH), C OTBETOM, IMOJIYYEHHBIM OT
pacTBOpa, XpaHMMOT'O B YCJIOBUSIX HCIBITAHUN (HANpUMeEp, CHI)KEHHOW TeMIepaTyphl, 3aIMUTHI OT

CBETa).

Xumuueckoe meyenue oucaxapuooe 1 C maxcenvim 4-NBA

MeueHass ©30TOIOM BEPCHSI ITOW METKHM ObLIa HPEOYTHTEIbHOW, TAaK KaKk OHA JaBaja
BO3MOXHOCTb MNOJY4YHTb lcrn IS OTCIEXHBaeMbIX ucaxapunoB. Buecenuwe Icnx BO Bpems
npuroToBiieHus: oopasuo u aHanmuza JKX/MC Obuto Ba)KHBIM, TaK KaK OHO KOMIIEHCHPOBAJIO
SKCIIEPUMEHTAIbHYIO BapuabelbHOCTh, TEM CaMbIM TMOBBIIAS TOYHOCTH W JIOCTOBEPHOCTH
KOJINUEeCTBEHHOro omnpeneyienus. Kommepueckn moctynuyio Bepcuio 4-NBA nelitepupoBanu Ha
OyTHJIOBOM YTJIEBOAHOM XBOCTE, KOTOPBIH B3aMMOIEHCTBYET ¢ 0OpaineHo-(ha3oBoi cMOjIoH. ITO
OPUBOIUIIO K TIOSIBIIEHHIO HEOOJBIIOr0, MOJYMHHYTHOI'O CIOBHTa BO BpPEMEHH YIEpPKAHUS
NeWTepUpPOBAHHBIX AucaxapunoB BO Bpemsi JKX-pazneneHus MO CPaBHEHHIO C OUcaxapHuaaMu,
MEYEHBIMHU THIPOT€HU30BAHHON MeTKOM. UT0OBI peruTh 3Ty npobiemy, cuatesuposanu *C-4-NBA,
MEYeHbI B aHHWJIMHOBOM Kouiblie (Pwur. 2A). Jlucaxapuasl, MEYeHbIE 3TOH BEPCUEH, ITIOHPOBAIIICEH
BMeCTe €O CBOMMH '2C-BepcHsAMH, JEMOHCTPUPYS MPU 3TOM 6-NalbTOHHBIN CABHMI B M/Z B CIIydae
OJTHO3aPSTHOCTH, BO BPEMSI MacC-CIEeKTpoMeTpuueckoro BoisiieHus (@ur. 2B). CnenoBaTensHo,
meuenble *C-4-NBA nucaxapu sl ObLIM ONTHMAIbHBIMH AHAJTUTAME, YTOOBI CITY’KHTh B Ka4eCTBE Lery

B HacrosmemM [Ipumepe.

Obpaiyeno-pazoeoe pazoenenue oucaxapuoos

KosanentHnoe coemnnenne 4-NBA ¢ mucaxapumamu I'C ocnabisiet ux ruapopuabHOCTh H
JeyiaeT uxX moajarouuMucs pasgenennio merogom O®@ C18 xuakoctHor xpomarorpaduu. Pur. 3

UJUTFOCTPUPYET pasfielieHne INeCTH KOMMEpPYECKHX CTaHAapTHhIX mucaxapuaoB 1'C, koTopbie
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MPENCTaBIIIIOT pacnpocTpaHeHHble mucaxapunsl, nonydeHHole u3 I'C uemoseueckont LICK
HeenanuatumunyTHbIH MeTon JKX/MC moBsiiaer o60poT 00pa3oB BO BpeMsi aHAIHM3a KPYIMHBIX
naptuii o6pasuos. Illects mucaxapuaoB ObUTH pa3paesieHbl U SJIOUPOBAHBI B OPSAKE MOBBILICHUS
runpopobnoctu. Tprkasl cynbdatupoBanHnenii aucaxapua (IS) Obut smronpoBaH nepBbiM Ha 6,46
MHHYTE, B TO BpeMsl KaK Hecysb(aTtupoBaHHbIN/anerminpoannbii (IVA) nemoHcTpupoBan camoe
CHJIbHOE€ B3aMMOJEWCTBHE CO CMOJIOW U, CJIENOBATENIbHO, HAWOOJNbIIEe BpeMs YAEpIKaHHS,
cocraBysiromiee 8,33 munyTthl. M3omepHbie mucaxapuznsl IIS u IIS ¢ ommHakoBeIM m/z ObuH
pa3pelieHsl ¢ MOJIHBIM pa3ieJIeHeM MUKOB U 3JIFONPOBaHBI Ha 6,65 u 6,94 MUHYyTE COOTBETCTBEHHO,
4yTO 00JIeryaeT uxX UHANBHIYaJIbHOE BBISBJICHHE H KOJIMYECTBEHHOE ONpeiesieHne. AHAJIOrHYHO, apa
uzomepos ITA/IIIA Obuta pasgenena ¢ moMomb xpomartorpaduu, ogaako, Tak kak IITA sBisercs
MaJIOUHCIIEHHBIM KOMIIOHEHTOM yeniosedeckoro I'C B IICXK, on Obut uckiOued U3 ananusa. B nenom,
omucaHHass B maHHOM nokymente miatdopma KX/MC crmocobua pasmensts mucaxapuusl 1'C,
BKJIFOUAsi H30MEpbI, C HCIOJIb30BAHUEM HEOOJBINOr0 TIpaHeHTa, KOTOPBI  IOBBIIIAET
IPOU3BOAUTENLHOCTh aHAIN3a 00pa3oB. [[i1s crennanucToB B JaHHOM 001aCTH TEXHUKU OUEBHIHO,
YTO XAapaKTePUCTUKH DJIIOMPOBAHMS MOTYT BapbUpOBAThCS B 3aBHCHUMOCTU OT BapualUid B

METOOOJIOIUH.

IIpomoxon npuzomoenenusi 06Da32408

IIporokon ob6pabdorku obpasior LICK nposoautcs B popmate 96-1yHOYHOTO MJIAHIIETA, YTO
obecnieunBaeT HYHKIIHOHAJIBHOCTh BO BPEMS BHICOKOIIPOU3BOAUTEIHHOIO aHajm3a oopa3os (®ur.
4). OH HauMHAETCs C SKCTPAKUUHU OTPULATENBLHO 3apsukeHHBIX AT c1abbiM aHHOHHBIM OOMEHOM.
Ynep:kaHHble B CMOJI€ aHAJUTHI AJIIOUPOBaii OydepoM C BBHICOKHM COIEp:KAaHHEM COJIH, a 3aTEM
NpOBOANIM 00ECCONMBAaHUE JJII0ATA, UCIONB3YS Telb-pubTpanuonnbie kaprpumkn. I C-ppakiuto
SKCTpaKTa AEMOIMMEPU30BAIIA HA AucaxapuaHbie 00ku, ucnonb3ys I C-crenubprnyeckuii KOKTEMIb
u3 (hepmenToB, conepxkarumii remapunassl 1, IT u I11. ITpoBoaumm BOCCTAHOBHTEIBHOE AMHHHPOBAHUE
MOyYEHHBIX B PE3yJIbTaTe AUCAXAPUIOB ¢ TOMOIIBIO ?C-4-NBA 1 04HCTKY MX OT H30bITKA METSLINX
peareHTOB, KOTOpbIE MEMIAIOT MPH MOCIEeAyIIlerd XxpomaTorpaduu, MCIONb3ys IUJIAHIIETh IS
tBepaodasnoi sxkctpakuuu (TDI), ¢ MOMOIIBIO KUAKOCTHOW Xpomarorpaduu ¢ ruaApOPUILHBIM
B3aumogericteueM (JKXI'B). Hucaxapumer I'C anmroupoBaiiuch BOAOH U JIETKO aHAJTHU3UPOBAJIHCH
metomom O® XX/MC. Cmech aucaxapuios, IpenBapuTeabHo MedeHblx PC-4-NBA, BHOCUMBIX B
o0pa3ubl B KauecTBe lcry MOCHE dTama MeueHwusl, CAY)KUIA sl KOMIEHCAIMU KCIEePHUMEHTabHbIX

Bapuauuii ot o0pasia K 00pasily, KOTOpble BO3HHKAIU Ha mocienyomux sranax (@ur. 4). [Iporokon
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MHOT'O3TAIHOTO aHajM3a ObLI TIIATENBHO MpoBepeH. HekoTopeie pe3ynbTaTel MPOBEPKH 00OOIIEHBI

B Ta0oauue 1.

Tabnuua 1: O600meHHbIe pe3yIbTaThl IPOBEPOUHBIX UCIIBITAHHH.

IIpoeepouHoOe UCHBITaHNE

PesynbTaTer

JIMHEHHOC T/ IOCTOBEPHOCTh

KaJTHOPOBOYHBIX KPUBBIX

R2 0,9827-0,9950

%ommmbku ot -6,4% no 6,0%

HocTtoBepHOCTH/ TOUHOCTD

KK mucaxapunos (KK 1C)

MesxananuTuueckasi 1octoBepHocTh (Yoommbku) ot -15,7% no
16,0%

Mexanamutudeckast TO4HOCTB (%oCV) ot 2,2% no 16,0%

HocTtoBepHOCTH/ TOUHOCTD

KKTC

Mesxanamutuyeckast 10cToBepHOCTh (%oomubku) ot -12,8% no
7,9%

Mexanamtuueckast TO4HOCTE (%0CV) ot 4,6% no 18,3%

Boccranosienue anaanra

R(Huszk.) 58,3%
R(Cpenn.-Husk.) 45,4%
R(Cpenn.) 43,8%
R(Beic.) 47,3%

HocTtoBepHocTh/ TOUHOCTD

pazsenenns KK

%ommnoxu= -0,8%

%CV="7,8%

Baunsinue maTpunsl

M® (Husk.)=0,789
M® (Bbic.)=0,970

Cnen MPEIBIAYIITUX

00pas3ioB B aHAIHTE

Cnen mnpempimyiux oOOpasioB HAOMIOmAIM TOJBKO B TpPEX
SKCIEPUMEHTaX C COOTHOIIEHHEM MUKOBOW miorand > 25% mis

HAaHMEHBIIEro Kamudparopa

H36uparensHOCTD

Cnioco0 siBnisieTcst U30HUpaTebHBIM B HEPACLIETIJIEHHON MaTpHILIE

Bmusane Icry Ha aHATTUT

He 6b1510 00HAPYKEHO CYIIECTBEHHOTO BIUSHUS

JIunetinocms u_00CHOBEPHOCHb KClJlu6D060’{HOL7 KPUBOLL HAUTYYULC20 COOMBECINEUS

YUto0Obl TOCTPOHTh KANTMOPOBOYHYKD KPHUBYIO [UIS KOJHYECTBEHHOTO  OMpPENETIEHHS
macaxapunoB B I[CK maruenTa, qucaxapuanbie KaauOpaTopsl B pa3HOW KOHIIEHTPAIMA BHOCHIIUA B

MaTpUIly, KOTOpas UMUTHPYET MaTpully obpasua manueHTa. UToObl MPUTOTOBUTE TAKYIO MATPHILY,
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koMMmepueckyro myctyio LICXK noaBepranu skcTpakiuu u odecconuBannio. B ormmune ot 06paboTKu
00pa3LoB NAlEHTOB, MATPHILY, IPUMEHSIEMYIO Ul MPUTOTOBJIEHUs KaTHOpaTopa, He MOABEpraiu
(hepMEeHTATHBHOMY pACLICTUICHHIO. JTa MOAM(DUKALHUS HMCKIIOYAET BJIHSHHE HHU3KUX YPOBHEH
sHporeHHoro I'C Ha HOMHHAJIBPHYIO KOHLIEHTPALMIO BHOCHMBIX KaquOpatopoB. JlucaxapuiHbie
KamuOpaTopbl M00ABJISAIN B MPUTOTOBJIEHHYIO MATPUIly MOCTe 00€CCONMBAHUS U MEPE]] MEYEHHUEM,
metumu 2C-4-NBA u ounmanu meronom JKXI'B B NpuCYTCTBUM MEYEHOrO H30TOMOM ler,
KanmubpaTtop npencrapiisii co0oil CMech, COIEPIKALIYIO IIEeCTh TPHUOOPETEHHBIX HA KOMMEPYECKOM
OCHOBE IMCaXapHI0B, KOTOpPbIE MPEACTABISIFOT HauboJiee pacupoCTpaHeHHbIe BUAbI B CTpyKType ['C
yenoeedeckol LICXK, a umenno IS, IIS, IIIS, TVS, ITA u IVA. C noMoImpio OpTOroHaIbHEIX METOIOB
MOJISIDHBIE COOTHOLIEHHWS] TMOATOHSUTM TaK, 4YTOOBl OHH WMHTHPOBAJIHM MPUOIU3UTENbHBIH
mcaxapunabiii cocraB Hakarmaemoro I'C B IICXK manmentoB ¢ cunmpomom Candumumnmo A.
[IpumeHsieMble KOHILIEHTPALUH BKJIFOYAJIN JHANA30H, JJIsi KOTOPOro OXKHUIAJIOCh CHI)KEHHE O0Leit
koHeHTpaunu aucaxapuaos B LICXK manuentos. Mccnenyemsiii nuana3on coctasisii ot 0 MkM 1o
50 MxM o01ero comepkaHusi UCAXapuI0B C HIKHUM MPENEIOM KOJTMUYECTBEHHOTO OINpeNeIeHuUsI
(HITKO) 0,1 mMxM wu BepxHuUM mpenesnoM kojmuectBeHHOro ompezenenus (BIIKO) 50 mxM.
AOCONIOTHBIH MaCC-CIEKTPOMETPUUYECKUI OTBET KakKAOrO aucaxapuaa B KaJuOpPOBOYHOH CMeECH
HOPMHUPOBAId OTHOCHTENLHO ero cootserctByomero “C Iy CyMMy HOPMHpPOBAHHBIX
HHTEHCUBHOCTEH IIECTH 1 CaXapH 0B HAHOCHIM Ha rpaduk B Buae GYHKIHH OOLIEH KOHIIEHTPALHH
mcaxapunos B cmecH (@ur. S). [Tonyuennas kanuOpoBoUuHas KpruBas ObLiia TMHEWHOH C ypaBHEHHUEM
HauIy4Iero cooteercteus y = 0,9613x + 0,2005 u 3naueHneM xkodddurmenta nerepmunanuu (R?)

0,99.

YTtoOBI MPOBEPUTH MOCTOBEPHOCTh PETPECCHOHHON MOENH HAUJIYYIIEero COOTBETCTBUS,
HOPMHPOBAHHYIO HHTEHCHUBHOCTD ISl KQXKIOTO KATHOPOBOYHOT'O YPOBHS MTEPECUNTHIBAIN O0OPATHO B
KOHIIEHTPALMIO C MOMOLIBIO YPABHEHHSI HAMTYUIIEr0 COOTBETCTBHSL. JIOCTOBEPHOCTE OMPEIENISIH MO
OTKJIOHEHHIO OOpaTHO TepeCUMTAHHOW KOHIEHTpALMH OT TEOPETHUYECKOH HOMHHAJIBHOM
KOHIIEHTPALMH KAJIMOpaTopa 1 MAaTEMATUYECKH MPEACTABIISUIA B BU/I€ TPOLeHTa ormOKku (%o0mmnOKn)
(Tadauua 2). Kak mokazano B Tadymue 2, omnbka 00paTHO NEPeCYNTAHHOM CPEIH el KOHIIEHTPALIHK
MeHsach B nuamnaszoHe oT -7% 1o 12,4%. Korpma skcnepuMeHT MOBTOPSUIA B JPYrHe JIHU CO

CBEKEMPUTOTOBJIEHHBIMH KaJTHOpaTOpaMu, JOCTOBEPHOCTh MPHU Pa3HBIX YPOBHIX ocTaBamack <20%.

Tabnuna 2: IlpoBepka JMHEWHOH PETPECCHOHHONW MOIEIH B  OTHOIIEHHH

AOCTOBCPHOCTHU NIYTEM O6paTHOF0 nepecuera HOPMHUPOBAHHOTO ACTCKTOPHOI'O OTBETA IIPU
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KaKa0M KaJ'II/I6p0BOLIHOM YPOBHE B 3HAUCHHC KOHLOCHTpaHWU C MIDOMOIIBKO YpPaBHCHHA

JIMHEWHOW KPUBOIL.

Homumamsnas | CTH1 CTa2 CTa3 CTI4 CTH5 CTH6 CTHa7 CTa8

koHueHTpauus | 0,100 0,250 0,800 MxM | 2,50 6,00 17,5 40,0 50,0
MKM MKM MKM MKM MKM MKM MKM

Cpearee 1o | 0,0953 0,281 0,776 2,64 5,58 18,2 39.3 47.4

obparHo-

paccuuTasHo#

KOHLCHTPALUH

Cpenruit -4,7 12,4 -3,0 5,6 -7,0 4,0 -1,8 -5,2

%o0mmOKH

n 2 2 2 2 2 2 2 2

Onpeodenenue 00CMOBEPHOCIU_U_MOYHOCIU _KOAUYECINGEHHO20 ONpedeietus C_NOMOULbIO

KO poeo YOl KDUBOTL

KonTponsmu kauvectBa (KK) Obutn 00pasiipl, mpuMeHsieMble UTs OLEHKH JOCTOBEPHOCTH H
TOYHOCTH KOJIMYECTBEHHOIO ONpENEIEHHs Ha OCHOBAHMM KaauOpOBOUHOH KpuBoi. KoOHTpOsB
kauectBa aucaxapunoB (KK JIC) roToBusm Takum ke CrocoOOM, YTO M KaTHOpPATOp, HUCHOJB3YSI
CBEXEMPUTOTOBJIEHHBIE cMecH nucaxapunoB. Komnuectsennoe onpenenenne KK JIC npoBonuam Ha
OCHOBAaHHMH KAJTMOPOBOYHON KPUBOM, UTOOBI OLEHUTh TOCTOBEPHOCTh M TOYHOCTh KOJHUYECTBEHHOTO
onpenenenus. Mcnome3oBasm 1msTe  pasHeix  ypoBHed KK, cooTBeTcTByHOIMX MAana3oHy
KaauOpPOBOYHOM KpuBO#, Kaxabii B mwectu nosroproctsx: HITKO KK JIC (0,1 mxM), muskuii KK
AC (0,3 mxM), cpenue-auskuiit KK JIC (2 mxM), cpemaniit KK JIC (15 mxM) u Beicokuit KK JIC (37
MkM). B Tabiuue 3 mpuBeneHbl BHYTPUCYTOYHbIE JAHHBIE MO JOCTOBEPHOCTH U TOYHOCTH IS
konmdectBenHoro ompenenenns KK JIC. Jlng HIIKO u Hmskoro KK JIC %ommmbku cpemHero
coctaBiis1 coorBeTcTBeHHO 16% 1 9%, mpu stom cootBerctBytoine %CV cocraBmsum 11,7% u
6,7%. [nsa 6onee Beicokux ypoBHei KK mapaMerpbl JOCTOBEPHOCTH U TOYHOCTH OCTaBauch <20 %.
DTOT 3KCHEPUMEHT MOBTOPSUIA B TPH PA3HBIX HS, & MEKAHAIMTUYECKAS TOCTOBEPHOCTh U TOYHOCTh

st st yposHer KK JIC mensinace B nuanasone ot -15,7-16% mo 2,2-16% cooTBETCTBEHHO.
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Tabnuna 3: BHyTpuCyTOUHAsT JOCTOBEPHOCTH M TOUYHOCTH KOJIMYECTBEHHOTO OIMpPENEIEHHS

mucaxapuaor ¢ ucnonb3osanrem KK JIC.

Teopernueckas  HomuHamsHas | KK JIC [ KK JIC | KK JAC KK JIC KK JIC

KOHIIEHTpaIus HIIKO Huszk. Cpemn.- | Cpenn. Beic.
0,100 0,300 HU3K. 15,0 37,5
MM MM 2,00 MM MM

MKM

Buyrpuananmutuueckoe cpegnee | 0,116 0,327 2,02 143 35,5

Buyrpuanamutuueckuit %oCV 11,7 6,7 5,4 2,2 43

Bnayrpunananuruueckuit 16 9 1 -4,7 -5,3

%o Oku

n 6 6 6 6 6

Uszeneuenue

Uzeneuenne (R) MoXeT mNpencTaBisitb COOOH COOTHOIIEHHE MEXKAY KOJHYECTBOM
HU3BJICYCHHOI'O INpOAYKTAa M H3HAYAJIBHBIM KOJIMYCCTBOM HCXOOHOI'0 MaTcpHaja, NPUMCHIACMOIO B
aHAJIMTHYECKOM aHajm3e. B ciayuyae HACTOAIIEro aHAJMTHYECKOrO aHayin3a R ompenessuid mytem
JIEJIEHHsT HOPMHPOBAHHOTO JETEKTOPHOrO OTBeTa 0Opasma, B kotopoM I'C ObLT 100aBiIEH B MyCTYIO
ICX 6e3 MIIC nepen HavaJbHBIM STAOM SKCTPAKIHMH, HA OTBET APYroro obpasua, B kotopom I'C
BHOCHJIH B TAKyK K€ MATPHULY IOCTE 3KCTPAKIHK/00eCCOMMBaHMs M HEMOCPEICTBEHHO IMepen
paciiemiedreM. COOTHOIIEHHE TO3BOJSIET OMPENENIUTh KOJIUYECTBO MaTepHaia, MOTEPSIHHOTO BO
BpEMS DKCTpakIuu ¥ 00eccoNMBaHus. B mensx 3Toro mpuMepa pacCUMTHIBAIN HA KOMMEPYECKYIO
noctynHocTh I'C u3 ObrubMx mouek. R paccuuThiBa M UIs HU3KOrO, CPEIHE-HU3KOrO, CPEOHErO U
BBICOKOTO ypoBHel koHueHTpauuu ['C, KOTOpble TMOCHIE pacCUIeIUICHHsT [OaBajd OOLIYIO
KOHI[EHTPALMIO AUCAXaPHUIOB B KOJIMUYECTBEHHO ONMPENENIIEMOM AHAana3oHe KaTnOPOBOUHONW KPUBOK.
I/IHTepeCHO, YTO 3HAYUCHUS U3BJICUCHUS aHaJIM3a HC JEMOHCTPUPOBAJIN CHJIBHOI'O HECOBIIAACHU A IIPU
pa3HbIX KOHIEHTpauuoHHbIX ypoBHiX (%CV=13,6) u coorBercTBOBamM auanazoHy 44-58%
(Tadbmuua 4). B ocraBmmxcs mpuMmepax W TaMm, I'Zleé 3TO NPHMEHHMO, HCIONb30Bal CpelHee

3naueHue R s uetsipex yposueit I'C.
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Tabnuna 4: UssneueHue

Huzk. I'C | Cpenn.- Cpenn. I'C | Beic. I'C
Husk. ['C
Paccunrtannas KOHLIEHTpALUsl I'C, | 0,477 2,29 15,9 36,8
BHECEHHOTI'0 IOCJIe 3KCTpakuuu (MKM)
Paccunrtannas KOHLIEH TpaLust I'C, | 0,278 1,04 6,96 17,4
BHECEHHOTO mepes dKcTpakiuei (MKkM)
R% 58,3 45,4 43,8 473

Jlocmoseprocmsb U MOYHOCHb 8CE20 AHANUMUYECKO20 AHAU3A

Bo Bpemst mpurotoBnenus KK JIC, xak omucaHO BBIIIE, CMECh AMCAXapUIOB BHOCHJIA B
MaTpuny Ha stane Medenus. CrenoBatenbHo, ucnoisiyst Takue KK, oneHnBamu HOCTOBEPHOCTH U
TOYHOCTb KOJIMUECTBEHHOI'O OINpENEeNeHUs TOJBKO JJIi YaCTH aHaJnu3a, TaK KaK He YUYHTHIBAIHUCH
BapUALIMU HA 3TAIax dKCTPaKLUK, 00eCCOMMBaHuUs U paciuerieHus. [Byms GhakTopaMu, CBI3aHHBIMU
C HAYAJIbHBIMH 3TalaMHu MPOTOKOJIA, KOTOPBIE MOT'YT BJIMSITh HA JOCTOBEPHOCTh U TOYHOCTh aHAJIN3A,
SIBJIIIOTCS. BapuaOebHOCTh MEXIY H3BJI€UEHHEM OOpas3lOoB BO BpEMsl 3TAlOB 3KCTPAKUUH H
obeccosiMBaHus U HEYCTOWUnBasi (pepMEeHTATHBHAST aKTHUBHOCTH Jia3 BO BpeMsi (pepMEHTATHBHOTO
paciierienusi ['C. UtoObl OLEHUTh KOMOHMHHPOBAHHOE BIIUSHHE 3THX (DaKTOPOB, HCIOJIb30BAIIH
o0pa3ubl KOHTPoJs kKavecTBa wist renapancyibdata (KK I'C). T'otosumm uetsipe pasubix yposHs KK
I'C nytem BHecenus I'C u3 Oprubnx mouek B [ICXK nonopa 6e3 MIIC mpu pa3HbIX KOHIEHTPALIMOHHBIX
YPOBHSIX Mepea HayalbHbIM dTanoM aHuoHooOMeHHOH skctpakuuu. KK I'C mogeepranu mosHOMY
OPOTOKOJIY MPHUTOTOBJIEHUs OOpa3LOB OT SKCTPAKIHH IO MAaCC-CIIEKTPOMETPHUUECKOTO BBISIBIECHUS.
KonunuectBeHHOE OomperneneHne MojydeHHBIX B MPOIEecce AMCaxapuioB MPOBOIUIN Ha OCHOBAHUU
KaauOpPOBOYHOH KPUBOH M KOPPEKTUPOBAJIHM 3HAUEHHE C MOMOINBIO CpPEIHEro u3BjeueHus R.
BryTpucyTouHas 4OCTOBEPHOCTh paccunTaHHOU cpenHelt koHneHTpanuu KK nonanana B quanason
ot -12,8% no 7,9% (Tab6auua S). [lnanazon Baytprcytounoro %CV cocrassii ot 5,0% no 11,4%.
J7st Tpex pa3HbIX 3KCIEPUMEHTOB BHYTPHUCYTOUHASI JOCTOBEPHOCTb COOTBETCTBOBAJIA THAINA30HY OT

-12,8% mo 7,9%, a Tounocts cocrapisia ot 4,6% 1m0 18,3%.

KK I'C ucnons3oBamm ajiss TPOBEPKH JTOCTOBEPHOCTH M TOYHOCTH BCETO AHAJIUTHYECKOTO

aHaM3a OT JTaIa 3KCTPAKIUH 10 KOHEUHOTr0 Macc-creKTpoMerpuyeckoro BoisiBieHus (Tabanna 5).
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Hcnonp3oBanm Hu3Kui, cpenne-Hu3kni, cpenauil u Beicoknit yposau KK I'C ¢ cootrBerctByromumu
BHOCUMBIMH KOHUeHTparusmMu 0,3 mMxM, 2 MxM, 15 mMxM u 37,5 mxM. KommuecrseHHO
OTIpefIeNIeHHbII YPOBEeHb nucaxapuoB u3 sHnorennoro I'C mis mpuMeHsieMol B 3TOM 3KCIIepHMEHTE

naptun [{CXK cocrasmsin 0,407 MkM. D10 3HaveHne 100aBIAIH K BHOCUMON KOHIIEHTPALMH, YTOObI
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paccynTaTh OOIIYI0 HOMHUHAIBHYIO KOHLIEHTPALIUIO.

Tabnuna 5: BHyTpHCyTOYHAsE JOCTOBEPHOCTh U TOYHOCTh BCETO aHAJIM3a C MCIOJIb30BAHUEM

KKTIC.

Teopernueckas  HomuHaibHas | KK I'C KKTC KKTC KKTIC

KOHIIEHTpaIus + DHIOTeHHBIH Husk. Husk.- Cpens. Bric.
0,707 Cpens. 15,4 MxM | 37,9 MM
MKM 2,41 MmxM

Bryrpunanamutuueckoe cpeanee | 0,656 2,45 16,4 41

Buyrpunanamutuueckuit %oCV 11,3 5 11,4 5,1

BuyTpuanamuTHyeckuii -12,8 0 5,8 7.9

%o Oku

n 6 6 6 6

BOCI’IDOMSGOOMMOCWIE) npu no6nOpPHOM 68600¢

BOCHpOI/ISBOI[I/IMOCTI: IIpyu NOBTOPHOM BBOJEC OINPEACIHKICT KOJIMYCCTBO paHEC MPUEMIIEMOI'O

KaJ'II/I6p0BOLIH0FO CTaHAapTa U 3HAUCHUE KOHTPOJIA KadyeCTBa IMOCJIC MOBTOPHOrO BBOOA. 3HadeHus

CpaBHMBaJH C TeopeTnyeckuMu 3HaueHussMu (Tadauna 6).
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Tabnmuua 6: OO0oOweHHble maHHble 1O aHajgutudeckomy KK mms  mucaxapumos

renapancyibdara (134 gaca)

JAC  HIIKO | IC Huzk. KK | IC  Huzk.- | AC  Cpemn. | AC Bric. KK
KK 0,1 mxM | 0,3 MmxM Cpemn. KK | KK 15,0 MM | 37,5 MmxkM
2,0 MM
Cpennee | 0,0811 0,287 1,93 14,4 35,2
co 0,00513 0,0124 0,0653 0,963 1,38
%CV 6,3 43 3.4 6,7 3.9
%ormbku | -18,9 -4.3 -3,5 -4,0 -6,1
n 6 6 6 6 6
Cmabunvrocme sxcmpakma
5 CrabupHOCT HKCTPaKTa renapancyiibdara B 00pabaTeiBaeMbIx 0Opasiax onpenessiuii uepes

192 yaca myTeM MOBTOPHOTO BBOAA OOPAa3lOB paHEe MPUEMJIEMOrO KOHTPOJIS KauecTBa, KOTOpPbIE
XpaHWJIM B CHENHAJbHBIX YCJIOBUSX HWCIBITAHWH, BMECT€ CO CTAHIAPTHOW KPHBOW MJis
CBEKEIKCTPArHpOBaHHBIX 00OpA3LOB M aHAJMTHUECKUMHU OOpasuaMu KOHTpoJis kadectsa (Tadimma
7). KoHueHTpauuu KOHTPOJS KauyecTBA pPACCUMTHIBAIMA IO KaJIHOPOBOUHOW KPHUBOH JUIs

10 cBekedIKCTparMpOBAHHBIX OOPA3IIOB U CPABHUBAJIH C TEOPETHUECKUMH 3HAUEHHSIMH.

Tabnuua 7: CTabMIbHOCTE SKCTpaKTa yis renapancyibdara (192 vaca)

HU3K. KK (I'C | CPEJH. KK (I'C | BBIC. KK (I'C
CXK) SHAOT | LICX) DHAOT + | LICK) SHAO0I
+ 0,3 MmxM 15,0 MM + 37,5 MM
BuyTtpuanamntnyeckoe cpensee | 0,601 13,8 32,8
BuyTtpuananutuueckoe CO 0,0183 1,22 3,43
BuyTtpuananutuueckuit %oCV 3,0 8,8 10,5
Bryrpuanamutruaeckmit -14,5 -10,4 -13,5
%o1mOKu
N 6 6 6

CmabunbHocms Mampuisl
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YUTo0OBI OLIEHUTH CTAOMJIBHOCTh MPU 3aMOPAKUBAHHH-PA3MOPAKHBAHHH, MOCIE HAYAJIBHOTO

rnmepuoma 3aMOPAKUBAHUS, COCTABJSIIOIMIETO TIO0 MeHbIIel wMepe 24 waca, KaKIObl UK
3aMOpPaKUBAHHS-PA3MOPAKUBAHMS BKIIIOYAJl XpPaHEHHE B 3aMOpPOKEHHOM BHJE B TEUCHHE IIO
menblIed Mepe 12 yacoB (Tabamna 8). O6pasuer KOHTPONS KadecTBa AJISL OLEHKH CTaOMIBHOCTH
MaTPHIBI Pa3MOPAKUBAJIN W XPAHWIH B YCJIOBHUSIX COIJIACHO CIIOCOOY, KOTOpBIE NMPHUMEHSUIN OIS
uccienyeMsix obpasnos. MHTepBan BpeMeH! A KaKAOro LHKJIA Pa3MOPaKUBAHHS COCTABIISUI IO

MeHblel Mepe 30 MUHYT.

Tabnuua 8: CtabuabHOCTH MPU 3aMOPAKHBAHUU-PA3MOPAKUBAHUY IS Trenapancyibdara (5

IIMKJIOB)
Huzk. KK (I'C LCX) | Beic. KK (I'C LICIK)
OHJIOI" + 0,3 MmxM DHIOTI + 37,5 MM
Bnyrpnanamutuueckoe cpeanee | 0,642 36,3
Buyrpuanamutuueckoe CO 0,0330 4,01
Buyrpunanamutuueckuit %oCV 5,1 11,0
BuyTpuanamiTiHyeckuii 2,9 -4,0
%01 OKH
n 6 6

YtoOBI OIIEHUTh CTAOMIIEHOCTD TPH IIPOU3BOJICTBE, 00pasibl KOHTPOJIS KAUeCTBa I OLIEHKH

CcTaOUIJILHOCTH MaTpulObl MNOMEINAJIM B YCJIOBHs, COOTBETCTBYIOIIUEC OJSKCIECPHUMCHTAJIEHOMY

pPa3MOpa’KUBAHHUIO U AJTMKBOTHPOBAHUIO HCCaenyeMbix oopasios (Tadaunna 9).

Tabnuua 9: CtabUIBHOCTE MPH MPOU3ZBOACTBE remapancyibdara B marpuile (23 yaca)

Huzk. KK (I'C LICX)
SHOOT + 0,3 MM

Bric. KK (I'C LCX)
DHAOOT + 37,5 mxM

BryTpuananutuueckoe cperHee

0,664

37.9

Bnayrpunanamutuueckoe CO

0,0407

0,88




80

Buayrpnanamutuueckuit %oCV 6,1 23
BuyTpuanaauTuyeckui 6,4 0,3
%o Oxu

N 6 6

IIpomerxyTouHass cTabWIBHOCTH ObLIa MPOJEMOHCTPUPOBAHA BO BpeMs Kypca HPOBEPKH
TEKYLIUM aHAJM30M OOpa3LOB KOHTPOJISI KAUECTBA B CPABHEHHH CO CBEKEIMOJyYeHHBIMU KPUBBIMH.
IIponomKkuTEeNbHOCTh TEepuoAa CTAOMJIBHOCTH PACCUMTHIBAIH IO BPEMEHH OT NPUTOTOBJICHUS
KOHTPOJISI KAaUeCTBa [0 3aBEPILICHUS SKCTPAKLHUKU BO BpeMsl NOCIEAHEN MPOBEPKU JOCTOBEPHOCTH U

TOYHOCTH (HE AOJDKHO npeBbluath nsiti Henens) (Tadanna 10).

Tabmuua 10 OOpas3mbl KOHTPOJS KadecTBa [UIs TremapaHcyibdara B UYEIOBEUECKOM

1epeOPOCTTHHAIIBHOMN KU IKOCTH

rc noOCx|r¢ nocx | rc nocx | rc¢c ncx
HU3K. KK | CPEJH.- CPEJIH. KK | BBIC. KK
SOHAOI+ HU3K. KK | DHAOI+ OHAOI'+
0,3 MmxM OHJIIOI'+ 15,0 MM 37,5 MM
2.0 MM
1™ ananmm3
BHyTpranamuTHUECKOE CpeaHee 0,656 2,45 16,4 41,0
BuyTtpuananutuueckoe CO 0,0743 0,122 1,87 2,08
BuyTtpuananutuueckuit %oCV 11,3 5,0 11,4 5,1
Buyrpuanamuruueckuit Yoomubku | -12,8 0,0 5,8 7.9
n 6 6 6 6
20 apanus3
BHyTpranamuTAdeckoe cpeaHee 0,624 2,27 16,3 40,0
BuyTtpuananutuueckoe CO 0,114 0,244 1,67 1,84
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BuyTtpuanamutuueckuit %oCV 18,3 10,7 10,2 4.6
Buyrpuananutuueckuii Yoomubku | -6,4 -4.2 5,8 5,5
n 6 6 6 6
3" apanus
BayTtpuanamutudeckoe cpegHee 0,677 2,42 15,8 38,1
BuyTtpuananutnueckoe CO 0,0417 0,215 1,39 3,90
Buyrpuanamutuueckuit %oCV 6,2 8,9 8,8 10,2
Buyrpuananutuueckuii Yoommbku | -3,7 0,8 2,6 0,5
n 6 6 6 6
Cmabunvnocms pacmeopa
CrabuwnpHOCTh pacTBOpa ObLIa NPOJEMOHCTPUPOBAHA MyTeM CpaBHEHHs OTBETA,

NOJyYEHHOTO ISl PAacTBOPA, XPAaHUMOI'O B YCJIOBHSIX HCHIBITAHWN (HAampuMep, TeMIIepaTypsl,
OCBEIUEHHs] U T.7.), C OTBETOM, IOJYYEHHBIM Ul QJIUKBOTHI TAKOrO e pacTBopa (KOHTPOJIB),
KOTOpBI He TOJBEeprajd YCJIOBHSIM HCHbITaHHH. J{onrocpounyr craOMIBHOCTE pPacTBOpa
ONpPENENsJIA MyTeM CpaBHEHHUS OTBETa, IMOJYUYEHHOTO MJIi CBEKEIMPUTOTOBJIEHHBIX PAaCTBOPOB
(KOHTPOJIB), C OTBETOM, TIOJYYEHHBIM TSl PACTBOPA, XPAHUMOTO B YCJIOBUSX MCIBITAHUN (HATIpUMED,
[PU CHIKEHHOH TeMIepaType, ¢ 3aiuToil ot ceera). CTabuIbHOCTh PaCTBOPA MPH MTPOM3BOACTBE IS
nucaxapunos, MeueHbIX *Ce-4-OyTUNaHUIMHOM, B TedeHHEe 25-4acoBOro mnepuona Obuia
npuemsieMoii ¢ 1,6% pas3Huilell MeKIy KOHTPOJBHBIM M UCCIeayeMbIM pacTBOpoM. CTaOUIBHOCTD
IpU TPOM3BOACTBE IJIsi MATOYHOTO PACTBOpa remapaHcyibdaTta B TeUeHHE 25-4aCOBOTO MepHoia
Obuta mpuemsiemorn ¢ 1,9% pasHuiieli MeXOy HCCIEAYEMBIM M KOHTPOJIBHBIM PaCTBOPOM.
CrabunpHOCTh pabouero pacTBopa MpU MPOU3BOACTBE AJISl PACTBOpA AUCAXapuaoB B TeueHue 21-
yacoBoro neprona Obuta mpuemsemoi ¢ 0,3% pasHuileil MeKQy HCCIEOYEeMbIM U KOHTPOJIbHBIM
pactBopom. JlonrocpouHas CTaOMIBHOCTH MAaTOUHOrO pacTtBopa (27 mHel) mis remapaHcysbdara
Obuta mpuemsiemorn ¢ 2,0% pasHuiled MeXOy HCCIEAYEMBIM M KOHTPOJIBHBIM PaCTBOPOM.
Honrocpounasi cTabUIBHOCTH MATOYHOTO pPACTBOpa IJisi AMCAxXapuaoB remapaHcyibdarta (56-81
nueii) Obuta mpuemsiemoit mis [-S ¢ 3,0% pasHuueil Mexxay HCCAEAyeMbIM H KOHTPOJIBHBIM
pacteopom; st 11-S ¢ 11,5% pazuuiieil Mexxay ucclielyeMbIM U KOHTPOJBHEIM pacTBopoM; IV-S ¢ -
2,9% pasHuiell MeKay HCCIeAyeMbIM H KOHTPOJBHBIM pactBopoM; IV-A ¢ 8,8% pasznunein mexmay

HCCIIelyeMBbIM U KOHTPOJIBHBIM pacTBOpOM. JlonrocpodHasi CTaOHIIBHOCTh MATOYHOT'O PACTBOPA IS
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mucaxapuna remapancyinbdara III-S (81 ngueit) Obuta mpuemnemoit ¢ -2,4% pasHULEH MexIy
HCCJIEAYEMBIM M KOHTPOJIbHBIM pacTBOPOM. J{onrocpounasi CTabMIbHOCTh MATOYHOTO pacTBopa (56
OHEW) IUis OucaxapuaoB remapaHcyibdara B BbICOKOH KoHueHTpauuu (50,0 MxM) Oblia

npuemiieMon ¢ -1,5% pazHuiiel Mexxay UCCleyEMbIM U KOHTPOJIBHBIM PACTBOPOM.
Bui16o0owt

Otu nanneie obecneunBaroT HOBYIO JKX/MC-nnatdopmy Ha OCHOBE 96-TyHOUHOTO IJIAHIIETA
IS pa3ieNieHusT M KOJMYECTBEHHOTO  ONpeneNieHHsl JUCaxapuaoB, IOJYY4aeMbIX IIpH
dbepmentatuBHoM pacuemiennun ['C. DddextuBHpie xpomaTorpaduyeckue METOAbI, TaKHe Kak
cuiibHas aHnoHooOmenHast xpomarorpadust (CAQ), npuMeHsIn paHee AUl aHAINM3A OUCAXAPUIOB
I'C. Hecmotpst Ha cBOIO 3(p(peKTHBHOCTH, MHOTHE MPEAbIAYLIHE XpOMATOrpaduueckre MeToIbl MOT'Y T
CTAJIKUBATBCS C TEXHHYECKMMH mpoOnemamu. Beicokoe conepikaHue HeNeTy4uX COJeid,
npuMeHsieMblx BO Bpemsi paszeneHuss CAO, Moker moMermath NPsIMOMY COEAWHEHHUIO C Macc-
criekTpomMeTpamu 0e3 crnenuanbHeix obeccommparouux ycrporicts. MITO®-xpomarorpadus Mosker
TpeboBaTh OOJBIINX, BPEMS3ATPATHBIX TPAAMEHTOB M MOXKET OCHOBBIBATHCS HA MPUMEHEHHH
MHKPOMOJIbHOW KOHLIEHTPALMU COJIeH aJIKUJIAMMOHHS B MOIBHIKHON (pase, YTO MPUBOAUT K PUCKY
3arpsi3HEHHsT MacCC-CIEKTPOMETPUYECKUX JeTeKTOpoB. YacTo mIsi 3TOro MOXKET TpeOOBaThCS
orpaHuyeHrne paboTel ycTporicTBa omHuM mpuMeHeHueMm. [II'X MokeT mo-pasHOMY yAEp)KHBAThH
pasubie gucaxapussl I'C ¢ 3aTpyIHEHHBIM 3TIONPOBAHUEM BBICOKOCYJIb(haTHPOBAHHBIX U CAXAPHIOB,
yro npuBogut K ux notepe (Gill, V.L. et al., Anal. Chem. (2013) 85(2):1138-1145). Jna XXXI'B
HeoOxomuMbl Oonbinne BpeMeHa pasznerneHus (>30 MHUHYT) Ui OOCTHIKEHHS MAaKCHMAJBHOTO
paszeneHus 3a CueT MPOM3BOAUTENbHOCTH. HacTosiuii crocob 4acTHYHO pelaeT MHOTHE U3 3TUX
npobsieM H, B OMNpEEeNeHHBIX CIydasx, MyTeM IpUMeHeHHs OObIYHBIX OydhepoB mas Macc-
CIIEKTPOMETPHH, TAKUX KaK al[eTAT AMMOHHUSI, COXPAHss B TO ke BpeMsi 3 (HEeKTHBHOCT Pa3esICHHSL.
10T cmocobd MokeT 00ecrneYnTh OTHOCHTENBHO ObICTpbId 12-mMuHyTHBIH crmocod XKX/MC wu

BBICOKYIO ITPOU3BOIUTENBHOCTE.

Hacrosimii [IpumMep BKIIOUaeT NpUMEHEHHE TTOIX0/Ia MEUEHHS, B KOTOPOM TSI BBIOPAHHBIX
AHAJIMTOB NOJYyYalOT BHYTPCHHHUC CTaHOAPTHI, UCIIOJB3YySA MCUCHYIO U30TOIIOM BEPCHUIO METALICTO
arenta. lIpuBeneHHbIE B Ka4yeCTBE MPHMEPOB CHOCOOBI TaK)Ke MOTYT HMEThb MPEHMYIIECTBO,
3aKJIIOYAIOIIEeeCs B TOM, YTO OHHM BKIIIOYAIOT lery. Takoit Iern pemaer mpoOnemy uaeHTH(HUKALHH

OJTHOM MOJIEKYJIbI Il MMUTAIIMK TTOBEIEHUS BCEX AU CAXapyI0B W/uiK nMpoaykToB paciierienus ['C.
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I[IpumeHeHne OYMINEHHBIX OUCAXapUIOB B TMOCTPOEHHHM KaTHOPOBOYHOH  KPHUBOM
obecreunBaeT HAEKHBIH MCTOYHHK CTAHIAPTOB M JENIA€T BO3MOXKHOM MOATOHKY KaHOPOBOYHOMN
CMECH K COCTaBy, KOTOpBIH OTOOpakaer coctaB coOTBeTCTBYyMoLIero obpasma I'C uemoBeueckoit

HCXK, nns nocToBEpHOrO KOJMYECTBEHHOT'O ONPEICIICHHS.

Ipumep 2: Konnentpamusi renapancyjbdara B nepeOpOCHHHAIBHOH SKHIAKOCTH He

NPOXOASIIIHX JieUeHH e nanueHToB ¢ cauapomom Canduaunno A.

Ananuzuposanmu o6pasusl L{CXK oT 25 He mpoxonsimux JieyeHne NalHeHTOB ¢ CHHAPOMOM
Canpumnmo A ¢ momoupio Meroma ananusa I'C Ha ocHoBe JXKX/MC, ONMMCAaHHOTO BBIIIIE.
Konnentpamuu I'C cpaBHUBaIM ¢ KOHIEHTpALUAME 1 56 KOHTPOJBHBIX 310pOBBIX HHAMBUAOB, LICXK
KOTOPBIX MOJIyYasiH U3 OHOPENO3UTOPHUS U aHAJIM3UPOBAJIM TEM K€ METOAOM. B rpymre nanueHToB
koHuentpauuun I'C coorBercTBOBayM muana3oHy ot 1,94 mxM mo 9,71 MxM co cpenHeit
xonuentpanueii I'C 4,9 MxM (®@wur. 6). B npoTHBONOI0KHOCTE 3TOMY, 33% KOHTPOJIBHBIX 00pa3oB
xapakrepu3oBasuch ypoBHsIMHU ['C HuKe aHAMTHUECKOro Mpefena KOJHUYECTBEHHOTO ONpeesIeHHs
(HITKO). Te, koTOpbIE HAXOMMIMCH B KOJIUYECTBEHHO ONMPENENIIEMOM AHUAINA30HE, MMENH CPEIHION
koH1eHTparuo 0,37 MkM, a camast HU3Kasi M1 caMasi BbICOKast KOHIeHTparuu coctaBisuiy 0,229 MkM
u 0,648 MM cootBercTBeHHO. Takum 00pa3om, HaOmonaercst 3Hauumoe 13-kpaTHoe moBbIieHue (t-
kputepuit, P<0,001) B ypoeusix I'C B IICXK mauuentoB ¢ curapomom CaHbumunmo tuna A mo

CpaBHCHHIO C KOHTPOJIBHEIMHU Cy6’LeKTaMI/I.

IIpumep 3: N3menenune B KOHIEHTPAIHH rc nocJje HHTPATEKAJbHOH

(hepMeHTO3aMeCTHTENLHON Tepanuu y nanHeHToB ¢ cuaapomom Canduannmno A.

Hacrosiumit nmpuMep 4aCTHYHO OTHOCHTCS K MPUMEHEHHUIO Crocoba COrjIaCHO HACTOSIIEMY
HU300pETEHHIO UTs OTCJIEKUBAHUS CTATyCa MALMEHTOB U 3(P(PEeKTUBHOCTU JiedeHus. [lammeHntam c
cuaapomom Candmmunmo A exemecsuno Beomuiau 10 mr, 45 mr uma 90 Mr peKOMOWHAHTHOMN
renapan-N-cyib(dartasel MIyTeM WHTpATEKaJIbHOrO BBeneHus B TedeHue 22 Hemens. Ob6pasen LCXK
Opasu mepesn BBEIEHHEM KaXKIOW 03I pekomMOMHaHTHOW remapaH-N-cynasdaraser, a ['C B IICK
ornpenensui ¢ momoinpo Metona anamn3a I'C Ha ocHoe JKX/MC, onucanHoro Beiie. Mi3meHeHne B

I'C IICXK B Teuenue 22-Henenb,HOrO NEPUOAA JIEUEHUs MPOMILTIOCTprpoBaHo Ha @wur. 7. TIpu Bcex
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TO3UPOBOYHBIX KonmuecTBax KoHneHTpamus I'C B obpasie [ICXK camkena Ha S0% 1o cpaBHEHHIO C
UCXOAHOM (T.e. B 00Opasiie, MOJy4eHHOM Iepe/ BBEIEHUEM MEepPBOil JieueOHOW 103bI). DTH JaHHBIE
JIEMOHCTPUPYIOT, TOMUMO rpouero, uto yporHu I'C I1CXK ocraBamice cTaOMILHBIMHU BO BpEMsI Kypca

neyenus, a cambie Hu3kue ypoBHu I'C LICK Obutu mocTurayThl npu 103e 90 mr.

IIpumep 4: Konunenrpanus remapancyab@ara3bel B HepeOPOCHIHHAJILHOH SKHAKOCTH He

npoxoasdux JICYCHHE€ MAIIHCHTOB ¢ CHHAPOMOM XaHTepa.

AnammsupoBanu obpasibsl [ICXK ot 9 He mpoxomsimx JieueHne MAlMEHTOB ¢ CHHAPOMOM
Xanrtepa ¢ momomipio Meroma anamusza I'C Ha ocHoBe XX/MC, omwmcannoro B Ilpumepe 1.
Konnentpamuu I'C cpaBHUBaIM ¢ KOHIEHTpALUAME 1 56 KOHTPOIBHBIX 310pOBIX HHAUBUAOB, LICK
KOTOPBIX MOJIyYaJIH U3 OHOPENO3UTOPHUS U aHAJIM3UPOBAJIM TEM K€ METOAOM. B rpymre marueHToB
koHuentpaunu ['C coorBercTBoBamy quana3ony ot 0,8 MxkM 110 9,5 MxM co cpenHel KOHIeH Tpauei
IcC 29 mxM (®ur. 8). B mnporuBononokHocTs 3TOMY, 33% KOHTPOJBHBIX O0OpPa3LOB
xapaxktepu3oBauch ypoBHsmMHu ['C HIke aHATM THYECKOTO Tpeesia KOJTHYECTBEHHOT'O ONpeaesIeHus
(HITKO). Te, koTOpBIE HAXOIIINCH B KOJIMYECTBEHHO ONMPENENIIEMOM JAHUAINA30HE, MMENH CPEIHION
koH1eHTparuo 0,37 MkM, a camast HU3Kasi 1 caMasi BbICOKast KOHIleHTparuu coctapysuim 0,229 MkM
u 0,648 MkM coorBeTcTBeHHO. Takum 00pa3oM, HAOIIOMAETCS 3HAUMMOE, 7,8-KpaTHOE MOBBIIIEHUE
(t-xkpurepuii, P<0,001) B yposusix ['C B ICXK namueHTOB ¢ CHHAPOMOM XaHTEpa MO CPABHEHHIO C

KOHTPOJIHBIMU CyOBEKTaMH.

MMpumep S: Iloayuyenne u aHAIH3 HEPEOPOCHHHANLHON SKHIAKOCTH OT NEIHATPHYECKHX H

B3POCJIbIX NAIHEHTOB ¢ CHHAPOMOM XaHTepa.

Hayuenmot

beun BKITIOYEHBI B3pOCI/bIE MALMEHTH BO3pacToM >18 jeT u nmeauarpuyeckue HarueHThI
Bo3pacToM <18 et ¢ nmoaTreepxkaeHHbBIM quarao3om MIIC 1. Beex manueHTOB JIEUUITH ¢ TOMOIIBIO
BHyTpuBeHHON ®3T uaypcynsdazoii. [lennatpuueckix mamueHTOB JOMYCKAIN K YYACTHIO TOJBKO B
cliyyae, eClii Mepen MPOBEAEHUEM HCCIAEHOBAaHKS Y HUX ObUIO 3aIIAaHUPOBAHO MPOXOXKAEHUE HE

OTHOCALIEHCS K uccnenoBanuio yrombanbHol nyHkuuu (JIII) wium apyrod MeOMUIUHCKOW WM
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JIMAard OCTHYECKOH MPOERYPhI, TPpeOyIolell MpuMeHeHus: oO0IIel aHecTe3nu. B3pocibie marueHThl
MOTJIH Ha OOOpOBOJILHOH OCHOBe BbIOpaTh mpoxokaeHue JIII. [lmg B3pOCHbIX MaMEHTOB
TpeboBasIOCh HamMure KO3 GHUIIHEHTA YMCTBEHHOTO Pa3BUTHS >78, OMpPEneasieMoro C MOMOIIBIO
KOTHHUTHBHOTO OIIEHMBAHHUs BO BPEMS WM B TEUEHHE 3 MECSIIEB IMepel ucciaenoBanueM/0a30BbiM
nepuooMm. [l meauaTpuueckuX ManueHTOB He TPeOOBaIOCh HUKAKUX (hOPMaIbHBIX KOTHUTHBHBIX

HUCCJIEMOBAHU.

s HUCCJICAOBAHUs HCKIIOYAJTIM NAUCHTOB C OCJIOKHCHHUAMU ITOCIE NPEAbIOYIIUX JIII B
AHAMHE3€ HJIM TEXHUYCCKUMH CIIOJKHOCTAMH €€ INPOBCACHUS, NEPCHECIHIUX TpPaHCIIJIaHTAlIUuIO
TeMOITOO THYCCKUX CTBOJIOBBIX KJICTOK; IIPpUHUMAaBIINX ACIIUPUH, HECTCPOUAHBIC
NPOTUBOBOCHAIUTEIIBHBIE JICKAPCTBCHHLBIC IIperiapaTbl WM OPYTUE JICKAPCTBCHHBIC CpPEOACTBA,
KOTOPBIC MOT'YT BJIMATE HA CBEPTHIBAEMOCTE KPOBH, B TCUCHUEC 7 }:lHeﬁ nepen .H]._[, WJIA IPUHUMAaBIIUX
TaKhe JIEKAPCTBEHHBIE CPENCTBA B TeUeHHEe 7 NMHEW mepen Ji0OOW CBS3aHHON C HCCIEIOBaHHEM

IPOILEAYPOii, B KOTOPOil MOTEHIHATBHOE H3MEHEHUE CBEPTHIBAEMOCTH KPOBU MOYKET OBITH BPEIHBIM.

Husatin uccredosanis

3arIaHipOBaHHAs TPOAOJUKUTENBHOCTh YUACTUS MALHEHTOB COCTABJISIA MPUOIU3UTENBHO 3
HEJeNH. OHAa COCTOsUIa U3 2-HEAeJbHOrO TEepUoJa  HCCienoBaHus/0a30BOro  mepHona,
npuOJU3UTENBHO | IHS I MPOBENEHHS JadOpPATOPHBIX M KOTHHUTHBHBIX OLEHOK W 1 JHS s
nonyuenusi LICXK (myrem JIIT wnu mpyroit paHee 3amiaHUPOBAHHOMN MPOLEAYPBI, AAKOLIEH JOCTYI K
ICX, Takoii kKak BBeI€HHE YCTPONCTBA [UTs OTCIIEKUBAHUS BHYTPUUYEPETHOrO AaBiieHus (Tpoueaypa
C TpUMEHEHHEeM TMPIKUMHOrO 0oyiTa), WM BO BpeMs JIEKOMIIPECCHH LIEHHOrO OTHAena
no3BoHouHnka). [locaenyroiee HabMOAEHNE T OLEHKH O€30MaCHOCTH MPOBOAMIIH B TeJE(POHHOM

pexxume npubau3uTensHo uepe3 1 Henero nmocne nonydenus LICXK (8 nensp).

IIpouenypsl uccnenoBanus/0a30Bble MPOILEAYPHl BKIOYAIA (PU3HYECKOE HCCIIETOBAHHE,
HCCJIENOBAaHHE HMCTOPUH 3a00JI€BaHUS M JKH3HEHHO Ba)KHBIX (YHKIMHA Ui BCEX MAIMEHTOB.
buoxumnueckue HUCCJICA0OBaHUs CBIBOPOTKH, '€MAaTOJIOTHIO U aHAJIN3 MOYU TaK>KE IMPOBOJUIIN TOJIBKO
AJIs1 B3POCJIBIX TMMAIMCHTOB, (I)aKy.]'II:TaTI/IBHO MPpOXOAUBIIUX JIIT. B3pocm>le IMAMUCHTBI TAaKXKE
MPOXOOUJIM KOTHUTUBHOC OUCHUBAHUEC NUITIOMHPOBAHHBIM IICUXOJIOTOM HJIH KBaJ'II/I(bI/IL[I/IpOBaHHLIM
EPCOHAIIOM TIOJ] HAOJFOIEHHEM JIUIIEH3MPOBAHHOTO IICHXOJIOra C MPUMEHEHHUEM [IIKAJTbI HHTEJUIEKTA
B3pociblx Bekcnepa, uerBeproe u3manme (WAIS-IV) (Wechsler, D. (2008) Wechsler Adult

Intelligence Scale. 4 ed. San Antonio, TX: The Psychological Corporation). X0oTsi KOTHUTHBHOE
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OLIEHHBaHNE ITeJUaTPUIECKHX MALIEHTOB He TPeOOBAIOCh, HCCIISOBATENH 3aIPOTOKOINPOBAIIH CBOE
MHEHHE OTHOCHUTEJBHO KOTHUTHBHOI'O CTaTyCa ManueHToB. s Tex meauaTpuuecKux MalleHTOB,
KOTOpbI€ HE MOIJIM NPOHTH BCE HPOLENyphl HCCIIEeNOBaHHs/0a30Bble NPOLEAYPHl H3-32 paHee
3aIUTAHIPOBAHHON HE OTHOCSIIENCS K HCCIIeIOBAHHIO MPOLIEAYPBI, HCTOPHIO 3a00JIeBaHUS U JaHHBIE
no 0e30MacHOCTU MOJyYald U3 MEAUUUHCKOW KapThl. [lanmentos, npomenmux JII1, Habmonamu B

TeUeHHUe M0 MeHbllIed Mepe 2 4acoB IOCIe NPOLEeayphl Iepes] TEM, KaK OTIIYCTUTb.

Pesynomamot u mepot beszonacrocmiu

OcHoBHBIM pe3yabTaToM Obuia obmas koHueHtpamus Al B LICXK. Mepsr Oe3onacHocTr

COCTOSIJTH B TOKYMEHTUPOBAaHUH HeOnaronpusTHbIX siBjieHun (HA).

Ananus papmaxoounamuxi/buomaprepos

Ypoeens obmero I'C B LICXK onpemensiii MeTOOOM KHIKOCTHOW XpomaTtorpadumu-
tanaemuoi macc-crekrpomerpun (JKX-MC/MC). Bkpartite, cHauasa sxcrparuposaiu I'C uz LCK,
UCIIOJIB3YSI aHHOHOOOMEHHYIO CMOJTY, a 3aTeM PACLIEIUISLII KOMOHHALEH (epMEH TOB, BKITIOYAIOLIEH
renapunasel 1, 11 u I11. [Tonydennsie B pesynbrate mucaxapuasl I'C merun 2C-4-N-OyTUnaHUIHHOM
nyTeM BOCCTAHOBHTEJIBLHONO aAMHUHHPOBAHUS, a 3areM aHamusupoBaqum meromom KX-MC/MC.
OO6ummit ypoeerp I'C L[CXK mosyyanud mo CMeIIaHHOW HWHTEHCHBHOCTH CHTHAJa OT 6 Hamboee
pacinpoCTpaHECHHBIX (I/ICXOLUI U3 UTHTCHCUBHOCTH UX CI/Il"Ha.]'IOB) aucaxapuaoB, UCIIOJIB3YySa B KAYECTBE

KOHTPOJIs ounieHHbii Obrumii ['C.

Pacnpedeﬂeyue nayueHn o6

JlecsiTh MAllMEHTOB OTBEYAJH KPUTEPUSIM BKJIFOUYEHHUS B HCCIIEA0BaHNE U ObLITH MPUBJIEYEHBI K
uccnenosanuio B 7 uentpax — 5 B Coeqnnennrix Illtatax u 2 B Benukobpuranuu (®ur. 9). Bee 10
MPHUBJICUEHHBIX MAIMEHTOB MOJHOCTBHIO MPOLLIH HcchenoBanne. M3 3TWX manueHToB 8 uMenn
noiesxarune orerke oopasiel LICK u ObLTH BKITIOUEHBI KaK B TPYIIIBI HCCIEI0BaHS O€30MacHOCTH,
TaK U B TPYIINBI HCClIeAoBaHus (hapMakoanHaMuKu. M3 ocTaBmInXcsi 2 MALMEHTOB Y OHOTO MalieHTa
Obuta Heynaunas JIIT, a BTOpoii mas corsiacue Ha monydenue perpocrnektuBHoro odpasna ICXK mis
ananmuza I'ATl". Tlepserii naunent ¢ Heyaaunoii JIIT Obut BKITIOUEH B rpyIny OLeHKH 0€30MacHOCTH, HO
HE B IPymnmy OLEHKH (papMaKOAMHAMHUKH, a BTOPOW MALMEHT ObLT BKJIIOYEH B TPYIIY OLIEHKH

(dhapMakOaMHAMHMKH, HO HE B TPYINY OIEHKH Oe3omacHOCTH. Takum 00pa3om, B 00€UX rpymmax —
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olleHKH 0Oe30macHOCTH W (papMakOgMHAMUKH — ObLIO MO 9 MAIMEHTOB, MPH 3TOM 8 W3 HHUX

MEePEKPBIBAIINCE.

Xapaxmepucmuxy nayueHmos

bazosrie I[eMOFpa(I)I/ILIeCKI/Ie U KIIMHUYCCKUE XAPAKTCPUCTHKH NALUCHTOB IPUBCACHLI B

Tabauue 11. I'pynna mccnenoBaHus BKIIOYAia 5 B3POCIBIX MAIMEHTOB Bo3pacToM >18 mer u 5

NeIUATPUUECKUX MalMeHTOB Bo3pactoM <18 jer. OOmui cpemHuil BO3pact B 0a30BBIA MEPHOL

(monyuenue obpaszuoB L[CXK u mounm) cocrasmsin 17,9 ner (mmanaszon 4,1-36,8 net). Cpemu 5

B3POCIIBIX CPEAHMI BO3pacT cocTasisil 27,9 jet, a cpeau 5 neauaTpudecKux MalUeHTOB CpeaHHuil

Bo3pact coctaByst 7,8 ner. Ouenka mo WAIS-IV, npumensiemass TOJBKO B Cllydae B3pPOCIBIX

MAIMEeHTOB, COOTBETCTBOBANA nuanazoHy 88-111 co cpenneit onenkoit 99,6. KoruutusHbIN cTaTyc

cpemu nmeauaTpu4YeCKuX NalHCHTOB, 3aHp0TOKOHHp0BaHHbIﬁ KakK HOpM&J’IbeII’I NI aHOMaﬂBHblﬁ,

ObLII AaHOMAJILHBIM y 3 ManueHTOB U HOPMAJIbHBIM Y 2 NannuECHTOB.

Tabmuna 11: BazoBeie xapakTepucTuku naueHToB u pesdyssrarsl LICK/ul'AT.

Boszpacr (J1) Ha MOMEHT:
Juarnoct | Iosayuenu
Ha4ano HpoBaHue | e odpasuon Korantusnoe | T'AT ne-IC [ TC

Manume | cummromo | MITC 11 ICXK/mou | Pocr Macca | oueHHBaHHE nCK CK CK

HT B MIIC 11 n (cm) (xr) (meTox) (ar/mn) | (ar/vun) | (MeM)

1. 3,0 4,2 8,0 127.6 23,9 Hopmamsusiii® | 3734 <36,7° 1,74

2. 4,0 5,8 16,2 148.4 67,2 Hopmansusiii® | 356,8 <36,7° | 0,80
88

3. H/1 4.8 21,4 1604 61,6 4593 <36,7° 1,42
(WAIS-IV)®
93

4, 0.8 1.4 25,4 137,0 56,8 4552 61,2 9,57
(WAIS-IV)®
105

5 3,0 3,9 26,5 152,5 63,2 1181,1 <36,7° 1,48
(WAIS-IV)®
101

6. 6,9 6,9 29,5 131,2 57,2 381,5 <36,7° 1,38
(WAIS-IV)®
111

7.5 H/H 3,5 36,8 1669 87.4 - -- --
(WAIS-IV)®

Memna | 3 3,7 18,8

134,1 57,0 - 4184 <36,7° 1,45
Ha (0,8-6,9) (1,3-6,9) | 4,1-36,8)
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(mmamna3s (110,0—- | (23.0- (356,8- | (<36,7- | (0,80-
OH) 166,9) | 87.4) 1181,1) | 63,1) 9,57)
8. 1,0 1.3 4,1 1140 23,0 AnomaneHBIH® | 842.9 <36,7° 2,94
9f n/k 3.3 4,6 110,0 23.8 AnomaneHBI® | 2360,9 63,1 4,26
10. 1,0 3.5 6.3 120,0 30,8 AnomaneHBIH® | 9397 <36,7° 2,32
Meaua
939,7 2,94
HA
2.8 3.9 17,9 136.8 49.5 - (842,9- | <36,7° (2,32-
(mmamna3s
2360,9) 4,26)
OH)

AKOrHUTHBHBINA CTATYC BCEX NEAMATPHUECKUX MALMEHTOB (Bo3pacToM <18 jieT) ompenensuii mo OleHKe

UCCIIeI0BATENS,
"Huskuuil npenen KoJIuueCTBEHHOTO ONpPeieIeHHs,

“TTo kpuTepusM 0TOOpA I KCCIEHOBAHKS B3POCIIbIe MalMeHTsl (Bo3pacToM >18 nieT) HosnKHbI uMeTh 1Q

>78,;

>

dMMauuent, mpoureauuii 2 Mpoueayps! TFOMOANLHON MYHKIUU, U3 KOTOPBIX BTOpas ObLTa yAa4yHOMN, U OT

KOTOPOTO MoJiyueHo 2 obpasia Moy ¢ onpenenenreMm ' A’ B kak1oM;
TlanuenT, MOUIEKAIIMHA TOJILKO OIEHKE OE30IMaCHOCTH,

Mlanuent, nomnexanmii ToabKo oreHke GapMaKOIUHAMUKY,

H/u, He u3BectHo, WAIS-IV, mkana uuaresiekTa B3pocsix Bekcepa.

Bce 9 mnamueHTOB, BKJIOYEHHbIE B TIpymnmy O€30MaCHOCTH, BHYTPHUBEHHO MOJIYYaJIH
unypcynbdasy. Jlpyrue oOblUHO MPUMEHsIEMbIE JIEKAPCTBEHHBIE CPEICTBA MO TEPANEBTHYECKOMY
knaccy (>3 [33%)] nauuMeHTOB) BKJIIOUYANM AHWIHAABI W MPHUPOJHBIE OMHYMHBIE AJIKAJOH/IBI,
AQHTArOHUCTBI CEPOTOHWHA, AaMHUIbI, MPOM3BOAHBIE OEH30AMA3ENHHA, ArOHUCTHI PELENTOPOB
MENAaTOHWHA U Jpyrue oOumme aHecTeTukd. OOBIUHO HpHUMEHsIEMbIE JIEKAPCTBEHHBIE CPEICTBA

otoOpakay MPopHIb XUPYPrHUECKOr0/MEAUIUHCKOTO JIEYEHHS TPYIIITHI.
Ananuz LA

Bce 5 B3pocnbix manuentos npoxoauiu JII, xors monyuyenne [ICK Ob110 Heynaunbim s 1

U3 3THX NAIHEHTOB, KOTOPBIH ObLT BKJIFOYEH TOJIBKO B IPYIIY O€30MaCHOCTH; ISl IPYTOro MamueHTa
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noHanodmioce 2 JIII, u3 xortopeix ymaunoit Obuta Bropas (Tadmmma 11). Cpenn 9 manueHTOB,
BKJIIOYAst Bcex 5 merelt, ¢ obpasuamu LICXK (rpynma ¢apmakogmHaMuku) oObeM MOJYYEHHOW Ha
narenta I[CXK coorBerctBoBanm muamazony 1,5-16,0 mn. OOmass xonuentpamus ['Al
COOTBETCTBOBAA Auanaszony 356,8-2360,9 ur/min. Tonbko cpenu neteii obiast konuentpauus ['Al' B
HCX cootBercTBOBaNa AuanazoHy 356,8-2360,9 ur/miu. Tonbko myst B3pocibix kKoHUeHTpanus I'AT

cocrasisia 381,5-1181,1 ur/m.

VY 3 nereii ¢ koruutuBHbIMU HapyenusmMu ypoau AT B LICXK cocrasmsu 8429 Hr/ma,
939,7 ur/mn u 2360,9 Hr/mMn no cpaBHeHHIO ¢ Auama3zoHoM 356,8-1181,1 Hr/mi y 6 ocraBLIUXCs
NAILMEeHTOB C HOPMAJILHOW KOTHUTUBHOM (pyHKumew (4 B3pocnbix u 2 nereii). Ha ®@wur. 10 npusenen
rpaduk paccessus 3tux yposueii ' A" 8 IIC)XK B 3aBucHMOCTH OT BO3pacTa i 6a30BOro KOrHUTHBHOT'O
cratyca. Habmronanu HEKOTOPYIO KOPPENSILHIO MEXKIY PEe3yJIbTATOM KOTHUTHBHOTO OLIEHUBAHHS U

obmmum ypoeaem I'AT" B IICXK.

He-IC yposuu I'AT" B IICK Obuti HUYKE HUYKHETO Tpefesa KOJIUYECTBEHHOTO OIpeeseHus
(36,7 ur/mn) y 7 u3 9 mauuentos; y 2 apyrux nauueHtoB He-JC yposers ['AI" B LICXK cocrasisin
61,2 ur/ma y B3pocioro u 63,1 Hr/mn y pebeHka. ITO maeT OCHOBaHHE MPennojoxkuth, 4yto J[C
siByisieTcst OCHOBHBIM KoMIIOHeHTOM [ Al IICXK kak y B3pOCIHBIX, TAK H Yy TEAHATPUUECKHUX MALIHEHTOB

¢ MIIC IL

Ypoeuu I'C IICXK ompenensuin meromom wmacc-cektpometpud. YpoBuu ['C  Obuim
KOJIMYECTBEHHO OIpeaessieMbl BO BCEX aHAM3UPYEMBIX o0Opasuax. Bce manueHTsl UMENH ypOBHH,
MPERBIIAIOIINE HOPMAJIBHBIN JHAINa30H, MO MpeaBapUTENIbHBIM JaHHBIM cocrtapjstomue 0,4-0,5
MKM. KOrHUTHBHO 3/10pOBBIE MALMEHTHI B [1e10M uMmenu Ooiee Huskue ypoBHu I'C (5 u3 6 mauueHToB
umenu ypoau 0,2-1,5 mMxM), yeM mnaiMeHTbl ¢ KOTHUTHBHBIMH HapyumeHusmu (2,3-4,3 mMxM);,
HaunOonbinee 3adukcupoBanHoe 3HaueHue (9,57 MkM) ObLJIO Y KOTHUTHBHO 3J0OPOBOTO B3POCIIOTO

MALMEHTA.
Boigoowl

OTH  [JaHHBIE JEMOHCTPUPYIOT, YTO TMANUEHTHl C HOPMAaJbHBIM KOTHHTHBHBIM
pazButrem/crnado BeipakeHHbIM MIIC II B 001em ciydyae MoryT uMmeth Oosiee Hu3kue ypoHu Al
CXK, uem naumeHTsI ¢ TsDKENBIM heHoTHrnoM. M3 6 manneHToB (B3pOCIbIX U MeAHATPUYECKHX ), Yel

KOTHUTUBHBIN CTaTyC ObLT OlLIEHEeH Kak HopMasibHbIN, 5 umenu 3Hauenus: A" [ICXK B nuana3oHe ot
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360 ur/mn mo 460 ur/mu, Torna kak 3HadeHue ['Al’ y ocrtaBuerocs mamuenTta cocrasisuio 1181,1
HI/MII. B IPpOTHBOMOI0KHOCTE 3TOMY, BCE 3 NEMATPUUECKUX MANMEHTA C AHOMAIbHON KOTHU THBH O
¢yukumerr wumenu 3HaueHus >840 wur/mn. Ypoeuu I'C, ompeneneHHble METOOOM Macc-
CIIEKTPOMETPHH, B OOIIEM CIyyae MMEIOT CXOAHbIN mpoduib, koraa Bce nanuenTsl ¢ MIIC I umerot
AHOMAJIbHO BBICOKHME 3HAYEHHUs MO CPABHEHUIO CO 3I0POBBIMH CYOBEKTAMH, a CaMbI€ BBICOKHE
3HAUEHHS MMEIOT MALUEHThI ¢ TsoKeNbIM (peHotunom. OHAKO. HAWBBICIIEE 3HAYEHHE HAOIIOIAIOCH
y KOTHUTUBHO 3I0POBOT'0 B3POCIOrO (HO KOTOPBIH HE SIBJIJICS TEM K€ CYOBEKTOM, YTO U KOTHUTHBHO

3IOPOBBII B3pOCIbI ¢ HauBbICIINM 3HaueHueM odbwmero Al B LICXK).

buoxumunueckue cpencrsa nporaosuposanus penoruna MIIC I HacToIBKO paHO, HACKOJIBKO
3TO BO3MOJKHO, BHOCSIT LIEHHBIN BKJIaJ B ONTUMAaJIbHOE HAOMIOIeHNe maueHToB. [Iporuosuposanue
TOro, pa3oBbioTcs ju y pederka ¢ MIIC Il korHUTHBHBIE HAPYIIEHHSI, MOKET OBITh TPYAHOW 3aqauei
st Bpaua (Martin, R. et al., Pediatrics (2008) 121(2):e377-386; Burton, B.K. et al., Eur. J. Pediatr.
(2012) 171(4):631-639; Scarpa, M. et al., Orphanet J. Rare Dis. (2011)6(1):72). I'enetnueckuii
MYTALMOHHBIA AHAJIU3 YacTo siBiisieTcs orpanudeHHsiM (Martin, R. er al, Pediatrics (2008)
121(2):€377-386) u, XOTsI C TOUKH 3PEHHsI KIMHHYECKON MEPCIEKTHBBI ObLIN BBISIBJICHBI HEKOTOPHIE
paHHHE NPU3HAKA HEBPOJIOTHUECKOr0 MOPAKEHMs, BKJIOYAsh HAPYLIEHHE CHA, IOBBILICHHYIO
AKTHBHOCTb, MOBEAEHYECKHE MPOOJIEMbI, MPUNIAOYHOE MOBEACHUE, NEePCEBEPATHBHOE KEBAHUE U
HEYCHEUIHYI0 TPEHHPOBKY KHIneuHuka u MoueBoro my3eips (Holt, J. er al., J. Pediatr.
(2011)159(2):320-326), ux mojb3a OrpaHUYEHa HENOCTATOYHOH CIenU(pHUHOCTHIO. AHAJIOTHYHO,
XOTSl BU3yaJM3aLusl TOJIOBHOI'O MO3ra BBISBHJIA BBICOKYKO CKOPOCTH aTpO(HU TOJIOBHOrO MO3ra,
ruapouedatuild W TSOKEIble IOpaKeHHs 0eyoro BellecTBA Yy MAIMEHTOB C KOIHUTHBHBIMH
HAPYLISHUSIMH 110 CPAaBHEHHMIO C KOTHHTHBHO 3OPOBBIMH NALIMEHTAMH, 3TU HPOSBIEHHS HE ObLIH
IMArHOCTUYECKUMHU B CIIy4ae TsUKENIOoro (PeHOTHIA, TaK KaK OHH TaKyKe MPOSIBIISIOTCS Y MALUEHTOB C
KOTHUTHBHBIMU Hapywmenusmu (Muenzer, J. ef al., Pediatrics (2009)124(6):e1228-e1239; Vedolin, L.
et al., Neurology (2007)69(9):917-924). Takum obpa3om, B oTcyTcTBHE ceMeitHoro anamuesa MIIC
I 1 cTOoNKHYBIIKMCE C HOBOH MJIM OYEHb PEAKON MyTalMel, Bpaud YacTO 3aHUMAIOT BBIXKUIATEIIEHYIO

MO3UIHUIO C TIHATCJIBHBIM OTCJIC)KUBAHUEM KOTHUTUBHOI'O Pa3BUTHA.

IlpencraBnenHrie B HACTOALLEM AOKYMEHTE NAHHBIE CBHUAETEIBCTBYIOT O TOM, UYTO Bpayu
moryt uaeHtudumuposate MIIC Il ¢ HEBpONIOrHYECKUM MOpaKEHHEM OHOXHMHUECKUM ITYTEM,

m3mepsas ypoeau ['Al' B IICK. Ananmuz ypoenerr 'AI' B IICXK u moue nanuentor ¢ MIIC II
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CBUACTECIILCTBYET O TOM, UTO y NCAUATPUUCCKUX MALITUCHTOB C aHOMAJILHON KOTHUTHBHOMN (I)YHKL[I/IGI\/'I

YPOBHH ObLIH BBILIE, YEM Y KOTHUTHBHO 3J0POBBIX B3POCJIBIX U MEAUATPUYCCKUX MAIIHCHTOB.

Ipumep 6: Jleuenne nanueHToB ¢ cHuHApomMoM Canduaunnmo A peKOMOHMHAHTHOH

gejioBeueckor N-cyabparaszon.

D1oT mpumMep B 00LIEM Cily4yae OTHOCUTCS, IOMUMO MPOYEro, K MPUMEHEHHIO MEeTO1a Macc-
cnektpomerpun st I'C mpu OLieHKe W/MiM OTCIEKHWBAHMM TEPANEBTHYECKOrO JieueHus. B sTom
npUMepe ONMHCAHO MHOTOLEHTPOBOE, MHOI'O030BOE HCCJIENOBAHHE C TMOBBILIEHHEM MO3BI,
paspaboTaHHOE IJisi OLEHKH Oe30MacHOCTH, MEPEHOCHMOCTH W KIMHHYECKOH aKTHBHOCTH TpPeX
NO3UPOBOYHBIX YPOBHEH pekOMOWHAHTHOW uesoBeueckor remapaH-N-cynbdartassr (rhHNS),
BBOAMMOI mHTpaTekanbHo manueHtam ¢ MIIC IITA (m.e. cuaapomom Candununmo A). [TanueHTos
¢ curapomoM Canbumunmno A neumnn 10 mr, 45 mr wim 90 mr thHNS omgun pas B 4 Hemenu.
ITaneHTHI paHee He MPOXOIHIIN JIEYSHUE JIEKAPCTBEHHBIM MTPENapaToM HIIH C TOMOIIBIO YCTPONUCTBA
nust edenust cuaapoma Canduaunno A, XOTS Te ManueHThl, KOTOPbIE MOMAIH B JIOMOJHHTEIBHOE
UCClieNoBaHue, monydand 5 uin 6 3amanupoBanHbix 103 thHNS B npenpiayinem mccienoBaHum.
IIponomKUTEIPHOCTD JIEUEHHsI COCTaBIIsIa O MECSLEB, a Ul T€X MAlMEeHTOB, KOTOPbIE MOMald B

AOINOJIHUTEJIBPHOC UCCIICAOBAHUEC, TPOAOJKUTEIIBHOCTE JICUCHUA COCTaBUJIa 48 mecsIieB.

Kputepuii BKIIIOUEHHs] BKJIFOYAl MOATBEP)KICHHBIH HENOCTATOK AaKTHBHOCTH (hepMeHTa
cyib(haMuiasel, COCTaBIAIONIENR MeHee WK paBHO# 10% HUKHErO Mpeena HOPMaJbHOrO JUanasoHa
U U3MEpeHHOH B (ubpobnacrtax WM JEHKOLMTAX, U a) HOPMAJIbHBIH ypOBEHb (hepMEHTATUBHOM
AKTUBHOCTH MO MEHBIIEH Mepe OmHOW ApPYyroW Cyibdarasbl (4TOOBI HCKIIFOUHTH MHOKECTBEHHYIO
cynb(aTa3Hy> HEIOCTATOUYHOCTH), M3MEPEHHOW B (pubOpobiactax WK JieHKomHMTax, Wid b) nBe
NOATBEPKIACHHBbIE MyTaliu. [{Jis BKIFOUEHHs B M CCIIEIOBAHKE AL EHThI TAK)KE JOJKHBI OBLIH UMETh
BO3pacT 3 roja WM CTapile ¢ BO3pacTOM pa3putTus | roj wju crapine. Takyke MarUeHTHI JOJIKHBI

ObLTH OBITh CTAOUIBHBIMH C METUITHHCKON TOUKH 3PEHUS.

[NanmeHTOB MCKITIOYAII U3 UCCIIEIOBAHUS, €CJIH OHU MMEJNH CYIIECTBEHHBIE HE CBSI3aHHBIE C
MIIC HIA napywenus [THC wiu moBeneHuUecKue HapylIeHHs, KOTOPbIE HCKa)KaJId Obl HAYUHYIO
IOCTOBEPHOCTh WJIM HHTEPIPETALMIO OLEHOK HcciienoBaHus. [laMeHTOB Takke HCKIIOYAId W3

HUCCJICAOBAHUA, €CJIM OHU MCPCHECIN TPAHCIUIAHTAIUIO TEMOIMO3TUYCCKHUX KIICTOK HJIM KOCTHOI'O
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MO3ra HJIH €CIIH OHHM MPOXOMUJIH JIEYEHHE KAKUM-JTHO0 SKCIEPUMEHTABHBIM JIEKAPCTBEHHBIM
MpenapaToM WM YCTPOUCTBOM, mpeaHasHaueHHbIM s neuennss MIIC IIIA, B teuenue 30 guel

nepen ydactTuem B UCCIICIOBaAHUH.

Knunndeckne mapaMeTpbl, OLIEHHBAaE€Mble B HCCJIEIOBaHHH, BKIouanu omnpenenenue (1)
U3MEHEHHs] OTHOCHUTENIBHO 0a30BbIX 3HaueHHH u (2) CpaBHEHHE 3HAUEHUH, MOJYYEHHBIX BO BPEMsI
NPOAODKUTENBHOTO 24-MECSIMHOTO HCCIIEOBAHUsSI €CTECTBEHHOrO pPa3BUTHs 3a00JieBaHUS Yy HE
npoxoasamux jeueHue nanueHtoB ¢ MIIC ITA. Knuanueckue napaMeTphbl BKIIIOYATH KOHLIEHTPALIHIO
rthHNS B ICX u cbIBOpOTKE, KOHIEHTpALMI OHOMapKepoB O€30macHON W MOTEHIUATbHOM
3amectutensHon 3 dextuBHocTH B LICXK, MOUe U CHIBOPOTKE, KOHIIEHTPALMIO renapaHcyibdara u
npousBoaHbix remapancyibdara B LCK, usmepsiembie npuOau3uTensHO B TedeHHE O MECSIIEB.
JlononHUTEeNbHBIE — HapamMeTpbl  BKJIIOYAJM  CTAHJAPTU3UPOBAHHbIE HEWPOKOTHUTHUBHBIE U
[OBEJEHYECKUE MapaMeTpsl, Cieu(puUecKyo B OTHOMEHHH cuHapoMa CaH(pUIHIIIO KAy OLEHKH
[OBEJEHUS, TApaMeTPhl KPYITHOH 1 MEJIKOW MOTOPUKH, IIKAJTY OLEHKH (PYHKIIMOHATIBHOM alanTalliH,
OINPOCHHUKH IO KAUECTBY JKM3HH H IIKAJy OLIeHKH ocoOenHoctei cHa nereil, MPT u ABR ronosHoro

MO3ra.
Ypoenu cenapancynvghpama

I'enapancynbdar SBISETCS OCHOBHBIM HakamuBaembiM Merabojgutom npua MIIC IITA wu
KIIFOUeBOH (papMaKOIMHAMUYECKON KOHEYHOUW TOYKOM, CBHIETENLCTBYIOMIEH 00 i1 ViVo aKTHBHOCTH
rhHNS B neHTtpanbHON HepBHOW crucTeMe. B TedeHue BCEro HCCIENOBAHUS M3MEPSIIH YPOBEHb
rinuko3amunoriikana (I'AI') renapancynedata B [ICK. Taxke onennBamu obwmee conepxkanue AT

B MOYE.

OOt ypoens renapancynibdara B [{CK usmepsuin npoBepeHHBIM METOOM HA OCHOBAHHH
KX-MC, kak onncano Boitie B [Ipumepe 1, 1 Ha OCHOBaHHH IIECTH PACTIPOCTPAHEHHBIX ITOTYYaEMBIX
u3 I'C mucaxapumos mocie ¢depmentarueaoro paciierienus I C. KonudecTBeHHOE Onperenenne
ZHCaxapuI0B MPOBOIMIIN HA OCHOBAHHH KaJHOPOBOYHOM KPHBOM, UCIOJIB3YS LIIECTh MPHOOPETEHHBIX
HA KOMMEPUYECKOW OCHOBE CTaHIAPTHBIX [OUCAXapuIoOB, KOTOpele pacnpoctpanensl B ['C

uestoBedeckon 1ICXK.

B reuenue uccnenoBanus cpeaaue odmue yposau renapancyibdara B [IIC)K Obli CHUKEHBI

OpU KOKIOM H3 TPEX YPOBHEH MO3MPOBAHUS MO CPAaBHEHHIO C 0a30BBIM 3HAuUeHHeM (m.e. mepen
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BBeleHHEeM TNepBoil JieueOHo# m03b1) (Pur. 11). CHukeHune ObUIO OYEBHAHBIM MOCJE TEPBOI
uHTpatekanbHOl 1o3el ThHNS (m.e. Habmomanoce uepes3 uyeThipe HEIENU MOCJE MEepPBOW 03Bl U
HEMOCPEeNCTBEHHO Tmepen BTOpoi mo30i). Jlo3sl 45 mMr m 90 Mr cHmwkanu oOmme ypOBHH
renapancyibdata B IICXK cxomasim 00pa3oM, HO B Oosblieii crenenu, yem no3a 10 mr. B Teuenue

uccrienoBanus ot 24 no 45 mMecsiues cHikeHue renapascyibdata B LICK coxpansutocs.

OTU HaHHBIE CBHAETEIHCTBYIOT O TOM, 4YTO OOIee comepykaHue remapancynbdara B [[CK
CHHJKAETCsl B OTBET HA TEPANHIO BCEMH TPEMsl TO3HPOBOYHBIMU YPOBHSIMH, NMPU ITOM OOJIbIIEe
BIMsIHME HaOmonaercss mpu Oojiee BBICOKMX IO3HPOBOYHBIX YpOBHsX. Haubosnblee CHU)KeHHE
NPOMCXOANIIO MOCJIe ePBO 103kl (6 Hemensi), a B TEUeHHE OCTABLIErOCs NEepUOoa JISYSHUsT YPOBHH
OCTaBaJICh OTHOCUTENIFHO CTaOmibHbIMH. BiusHue Ha comepkanme remapascyibdara B [{CXK
MOJKET CBHJETENbCTBOBATH O TepameBThueckor monb3e rhHNS u  nmemoncTpupyer, dTO

uHTparekanabHo BBoaumasi thHNS mposiBiisier 61oIOrnyeckyro ak THBHOCT.

JIpyrue BApHAHTHI Peau3alHuu H300peTeHHst
XOTsI B JaHHOM JOKYMEHTE OMKCAHO OOJBIIOE YHCIIO BAPHAHTOB PEAM3ALUH JAHHOTO
I/I306peTeHI/I$I, B HaCTOAILOCC ONMUCAaHHEC U NMPHUMEPBI MOXHO BHOCHUTH HU3MCHCHHUA OJIA IOJTYYCHHUS
APYrUX CHOCOOOB M KOMITO3HLIMI COTJIACHO JaHHOMY n300perenuto. ClienoBaTeIbHO, JOJDKHO OBITh
OYEBHIHO, YTO OOBbEM JAHHOTO U300pETEHH sl OTPENEIAETCs MprUiaraeMoi Gopmyoit n3oopereHus B
AONIOJIHCHHUE K KOHKPETHBIM BapHaHTaM peajiu3aluu, KOTOPEBIC 6I:I.III/I npeacTraBJICHBEI B KaU€CTBE

npuMepa. Bce NPUBCACHHEIC B TCKCTEC CCBIJIKU BKJIFOUYCHEI B }laHH]:Jﬁ JOKYMEHT MOCPEACTBOM CCBIJIKH.



94

®OPMYVYJIA U30BPETEHUA

1. Cnocob ompenenenus ypoBHs rimnko3amuHoriukaHoB (I'AI') B Ouonormueckom oOpa3sie,
BKJTFOYAIOIIU I STAIIbI;
a) uHKyOauuu OMosorudyeckoro obpasua ¢ ogHUM Wik Oojiee pepMeHTaMH B YCIIOBHSIX,
KOTOpbIe O0ECHEeunBAOT pACIIEIIEHHE TJIMKO3aMHHOIJIMKAHA, YTOOBI TOJYYHTH CMECH
QM Caxapu OB,
b) XHUMHYECKYIO IEPUBATH3ALUIO CMECH TUCAXAPHIOB, TOJYUEHHON HA JTAIE a);
C) HM3MepeHHe KOJMYECTBA KAKAOrO HMHIMBHAYAILHOTO  JI€PUBATU3HPOBAHHOTO
aHcaxapuna;
d) ompenenenne yposus rimko3amuHoriukaHoB (I'AI') B OGuosornueckom obpasie Ha
OCHOBAaHHMH KOJIMYECTBA KAXKIOrO HHAWBHAYAJIBHOrO [IEPHBATH3UPOBAHHOTO JHCAXApUA,

U3MEPEHHOTr0 Ha 3Tare C).

2. Croco6 mo . 1, OTJIMYAIOIKIICS TeM, YTO INIMKO3AMHUHOTJIMKAH BKJIIOYAET renapaHcyibdar.

3. Crnioco6 mo 1. 1 uim 2, OTJIMYArOIIKIACS TEM, YTO OAWH Wi Oosiee PepMEHTOB BKITIOYAIOT OJTHY

uau OoJjiee remapuHas.

4, Crioco0 1o 1. 3, OTIMYAOIIUICS TEM, YTO OHA MK DOJiee renapuHas BKIIOUAET rernapiHas3bl

I, II w/vim 111,

5. Crniocob mo . 1 wiu 2, OTIHYAIOLIHICS TEM, UTO OAUH Witn Ooiee PepMEHTOB BKIIFOUAIOT OUH
uu 6oiee pepMeHTOB, BEIOPAHHBIX U3 IPYIIIbI, COCTOSIIEH U3 XOHApOouTHHA3bl AC, XOHIPOUTHHA3EI

B, xonapoutnnassl C, xouapoutnna3sl ABC u xepatanas.

6. Crnoco6 o 1r000My M3 MPEAbIAYINUX MYHKTOB, OTIMYAKOIIUNACS TEM, YTO CMECH IUCAXapUIOB
conepxut aucaxapusl [-S (AUA,2S-GIcNS,68), II-S (AUA-GIcNS,6S), ITI-S (AUA,2S-GIcNS), IV-
S (AUA-GIcNS), II-A (AUA-GIcNACc,6S) u/um IV-A (AUA-GIcNACc).

7. Crnocob mo m. 6, OTIIMYAIOLIMIACS TEM, YTO M3MEPEHHE BKJIFOYAEeT M3MEPEHHE KOJUYEeCTBA
kaxgoro u3 aepusatuzupoBaHHoro I-S (AUA,2S-GIcNS,6S), nepusatusuposannoro II-S (AUA-
GlIcNS,6S), nepusatmsuporansoro II1-S (AUA,2S-GIcNS), nepuatusuposanuoro IV-S (AUA-
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GlIcNS), nepuBatusuposanHoro II-A (AUA-GIcNACc,6S) u nepusatuzupoannoro IV-A (AUA-
GlcNAc).

8. Cnoco6 no 1r000My U3 MPeabIAYIINX MYHKTOB, OTJIMYAIOIIUNCS TEM, UTO CMECh M CAXapUIO0B

JIEPUBATH3UPYIOT THAPOGOOHBIM COEIMHEHUEM.

0. Crioco0 mo 1r000My U3 MPEABIAYIINAX MYHKTOB, OTJIMYAIOIIUNECS TEM, YTO CMECh IUCAXaPUI0B
NepUBATH3UPYIOT 4-OyTHiIaHUINHOM, 2-aMuHOOeH3aMuoM (2-AB), 2 aMuHOOEH30MHON KHCIOTOM

(anTpanunoBoii kucnoroii, 2-AK) unn 2-amunoakpunonom (AMAK).

10. Croco6 o roboMy U3 MPeabl AyIIUX MYHKTOB, OTIHMYAIOLIKICS TEM, YTO ITAI C) BKJIIOYAET
(1) pasnmeneHue UHAMBHAYAJTbHBIX  JIEPHBATH3UPOBAHHBIX  JAMCAXAPHIOB  METOAOM
xpomarorpaduu; u

(1) onpenenenne KaxKa0ro OTAEIBHOIO ECaXapy/ia METOIOM MaCC-CIIEKTPOMETPHH.

11. Crnoco6 mo 1. 10, oTMyaromuiics Tem, 4o xpomatorpadus sBisercs: oOpareHo-ha3oBoi

JKUIKOCTHOH Xpomarorpadueii.

12. Cnoco6 mo no0OMy M3 MPEObIAYIIUX MYHKTOB, OTJIHYAIOLIHICS TEM, YTO KOJHUYECTBO
KaKIOTO WHIMBUAYAIBHOIO AEPUBATHU3HUPOBAHHOIO [AHCAaxXapuiia OINPENessIIOT B CPaBHEHHHU C

BHYTPEHHUM CTaHAAPTOM.

13. Crioco0 mo m. 12, OT/IMYAKOIIMICS TEM, YTO KaKIbli HWHIWBHAYAJIbHBIH IHCAXAPH]T
NEPUBATH3UPYIOT 4-OyTUIIAHUIMHOM, a BHYTPEHHHH CTAaHOAPT IS KaXKIOr0 COOTBETCTBYIOIIETO

mucaxapuaa MetaT 12 Ce-4-OyTUIAHUIHHOM.

14. Crioco0 mo mo0OMy U3 MPEmpIAYIIAX MYHKTOB, OTJIMYAIOIIUNCA TEM, YTO YpPOBEHb
rnuko3amuHorukanoB (I'Al') B Guonornueckom o0Opasiie OnpenesnsoT N0 CYMMapHOMY 3HAYEHHIO
KOHICHTpAIUNU JucaxapnuaoB HA OCHOBaAHHU U3MEPCHHOI'O KOJIMYCCTBA KaXKI0ro MHANBHUAYAJIBHOI'O

apcaxapuma.
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15. Crioco0 mo r000My M3 MPEABIAYIIAX MYHKTOB, OTJIMUYAIOIIUNACS TEM, UYTO OHOJIOTHYECKUN

obpazen mpencrasisier codoi odpaser nepedpocnunanbHoi sxuakoctu (LICK).

16. Criocob mo m. 15, otnuyaroruiics tem, uro odpasen L[CXK umeer oObem B auamnasoHe OT

oxoso 10 Mk no 100 M1

17. Criocob mo m. 15, otnuyaromuiics tem, uro odpasen L{CXK umeer oObem B auamasoHe OT

OK0J10 45 MKJI 10 55 MKIIL

18. Cnoco6 mo mobomy w3 nm. 1-14, omnmmMuaromuiics TeM, 4To OMOJOrHYecKuil obpazen

npezacrasisier coboi 00paser KpoBH.

19. Cnoco6 mo mrobomy w3 mm. 1-14, OTIHYAIOMIUICS TeM, 4uTO OHOJOrMuvecKkuii obOpasern

IpeICTaBIIseT COOO0M o0Opasell Mma3mMbl Wik 00pa3er] MOYH.

20. Crnioco6 mo o0oMy M3 MPEenbIayIIHX MYHKTOB, OTJIHYAIOLIHNCS TEM, YTO OHOJIOTHYECKHI

oOpaser cHayasia 00padaTHIBAIOT, YTOOBI BBIIEINTh MIIMKO3aMHHOTIMKAH.

21. Criocob 1o ro00My M3 MPEOBIAYIIAX MYHKTOB, OTJIHUYAIOIIUUCS TEM, UYTO OHOJIOTHYECKUN

o0pazel COmepsKUT rIIMKO3aMHHOTJINKAH B KOHIIEHTpauuu, npesbimarorei 0,1 MxM.

22. Cnocob oTCeKUBaHUS JIEUEHHUs TU30COMHOM OOJIE3HN HAKOIUIEHMS, BKITFOYAIOLIHIA
JieyeHrne CyObeKTa, CTPAJAOIIEro OT JIN30COMHOM O0JIE3HN HAKOTUIEHHS, C IIOMOIIBIO Kypca JICUEHHS,
BKJIIOYAIOIIEr0 BBEAEHHE CyOBbeKkTy TepaneBTuueckn 3(G(EKTHBHOW T03bI 3aMECTUTELHOTO
(dhepMeHTa C OnpeneIeHHBIM HHTEPBAJIOM BBEIECHUS, U

u3MepeHue ypoBHs rimko3amuHorukanoB (I'ADT) B Guosiornveckom obpasie, moy4eHHOM

0T CyOBEKTa BO BpeMs Kypca JIeueHHsl, CIOCOOOM MO JIF0OOMY U3 MPEeIbIAYLIHX TYHKTOB.

23. Crioco0 mo m. 22, OTIHYAIOIIHIICSA TEM, YTO JIM30COMHAs 0OJIe3Hb HAKOIJIEHHS BbIOpaHa U3
rpynmsl, cocrosimeir w3 MITICI, MITCII, MIICIITA, MIICIIIB, MIICIIIC, MIICIIID, MIICIVA,
MIICIVB, MIICVI, MIICVII, MIICIX, ansha-mManHO31103a, aCAPTHITITIOKO3AMHHYPHH, OOJI€3HN

®abpu, ¢Pykosugosa, ramakrocuanuaosa, Oonesnu [ome, GMI-raHrnno3umo3a, HEIOCTATKA
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aktuBatopa GM2, cumamnposa, Oonesnn Kpabbe, wmetaxpomatnueckol JeHKoauCTPOhUH,
Mykosunuao3a IV, MHOKECTBeHHOH cynbdata3Hoii HemoctaTouHOCTH, Oone3nu Ilomme, GonesHu
Canmxodda, Oonesnn Tes-Cakca, Bapumanta AB Oonesnu Illunanepa, Gonmesuu Cama, Oerta-

MaHHO3H103a U TJIO0OHIHO-KJIETOUHOH JIEHKOAUCTPOoduu.

24. Cnocob6 mo m. 22 wimu 23, OTIMYAIOIIMWCS TEM, YTO BBEAECHUE MPEIACTABISET COOOM

HHTPATCKAJIbHOEC BBCACHHUEC UJIM BHYTPHUBCHHOEC BBEACHUEC.

25. Cnocob mo nrobomy u3 mm. 22-24, OTIMYAIOIIUICS TeM, YTO 1032 BhIOpaHA W3 TPYIIIEI,

cocrosruei u3 10 mr, 45 mr, 90 Mr 1 ux KOMOMHAITHIA.

26.  Cnocob mo mrobomy u3 mim. 22-25, OTIMYAIOLIMNACS TEM, YTO 3aMECTHTENBHBIN (hepMEeHT
npeacTaBiser  coboif peKOMOHMHAHTHYIO — YeJOBEYeCKyro  remapaH-N-cynbdarazy — wim

pPeKOMOMHAHTHYIO UAYPCYIbhasy.

27. Crnoco6 mo mobomy u3 . 22-26, OTIUYAIOLIHICS TEM, YTO WHTEPBAJ BBEAEHUS SBJISETCS
CYTOYHEBIM, HCACJIBHBIM, IBYXHCACIBbHBIM, MECAYHBIM, IBYXMECAYHBIM, 'O AUYHBIM HJIK IPCACTABIIACT

coboll nx KOMOMHALINH.

28. Crnioco6 o mobomy u3 . 22-27, OTIHYAOLIHICS TEM, YTO OHOJIOrHYECKH 00pasel BhIOpaH
U3 IPYIIbI, cocTosieit u3 nepedpocnunanbHoi xuakocti (LICXK), nensHO# KpOBHU, KIETOK, TKAHH,

IJ1a3MbI, CHIBOPOTKH, KPOBH, MOYH M UX KOMOMHAITHI.

29. Cnocob6 mo mobomy w3 mm 22-28, OONOJHHUTENBHO BKIIIOYAIOLIMNA MOAIEpKAHHE
TeparneBTHUecKd (P PEKTUBHON NO3bI W/UIM MHTEPBaia BBeNeHus, eci ypoBeHb ['Al’ CHUXeH 1O

CPaBHEHHIO C KOHTPOJIbHBIM ypoBHeM ['AT.

30. Crniocob o 1. 29, oTnuyarowguiics Tem, 4to ypoBeHb I Al cHuykeH o MenbIueii Mmepe Ha 10%,
o MeHbLeil mepe Ha 20%, o MeHsbIei Mmepe Ha 30%, mo meHbIel Mepe Ha 40%, o MeHbIIEH Mepe
Ha 50%, mo mensieir Mmepe Ha 60%, mo meHbinel mepe Ha 70%, mo menbmelr mepe Ha 80%, mo

MeHbinel mepe Ha 90% wunu Ooree.
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31. Cnocob6 mo mobomy w3 mnm 22-28, OOMOJHUTENBPHO BKJIIOUAIOLIHA KOPPEKTHPOBKY
TeparneBTH4ecKd 3P QPEKTUBHON NO3bI W/UIM MHTEpBaia BBeNeHus, ecim ypoBeHb ['All CHUXkeH 1O

CPaBHEHHIO C KOHTPOJIbHBIM ypoBHeM ['AT.

32. Cnocob no n. 31, OTVIMYAKOIIKICS TeM, YTO KOPPEKTHPOBKA TepaneBTHYECKU d(PPHEKTUBHON

A03bI U UHTEPBAJIA BBEACHU S BKIIIOYACT YBECIIMYUCHUE JO3bI 150458315 YMCHBIICHUEC HHTCPBAJIA BBEACHUS.

33. Cnocob no n. 31, omuaromuiics Tem, uro yposeHb ['Al" camsken Ha 1% wnm menee, 2% unu
menee, 3% unu meree, 4% wnu menee, 5% unn menee, 6% unu menee, 7% wiu menee, 8% UM MeHeE,

9% uim MeHee nwin 10% uinu meHee.

34, Cmocod mno mobomy u3 mm 22-28, NONOJHUTENPHO BKJFOUYAIOIIUN KOPPEKTHPOBKY
TepaneBTHYecKH 3(PpHEKTHBHON MO3bI /MK MHTEPBAJIA BBEIEHUS, ecii ypoBeHb ['Al" moBbIlIeH Mo

CPaBHEHUIO C KOHTPOJIbHBIM ypoBHeM ['Al.

35. Crnioco6 mo 1. 34, OTIMYAKOIIUNACS TEM, YTO KOPPEKTHPOBKA TEPANEBTHUECKU d(PPEKTHBHOM

A03bI 1 UHTEPBAJIa BBEACHU S BKJIIOYACT YBECIIMUCHUEC NO3bI u/nnu YMCHBIUICHHC HHTCPBAJIa BBECACHUS.

36. Crnioco0 mo . 34, oTuyaromuiics Tem, 4to yposenb I Al moBbIiIeH Mo MeHbiel Mepe Ha 1%,
no MeHbIneil mepe Ha 10%, mo MmeHsbIel Mepe Ha 20%, o meHbIel mepe Ha 30%, Mo MeHbLIEH Mepe
Ha 40%, no mensiiei mepe Ha 50%, mo meHblelr mepe Ha 60%, mo menbiielr mepe Ha 70%, Mo

MmeHbinel mepe Ha 80%, mo MeHbIel Mepe Ha 90% wu Oosee.

37. Crnocob no mobomy u3 mm. 29-36, OTIMYAOLIHICS TEM, YTO KOHTPOJIbHBIA ypoBeHb [ Al
npeacraeyisier coboii 1) ypoeeHb ['Al 'y cyObekrTa, CTpagaroLIero JHM30COMHON OOJI€3HBIO
HakomyieHus, 11) ypoBenb 'Al’ y cyOBekTa, CTpajaroliero JM30COMHON OOJIE3HBIO HAKOIJICHHS,
U3MEpEHHBIH B 0oJiee paHHUH MOMEHT BPEMEHH B TeueHHe JieueHwus, win 1i1) ypoBeHb ['Al' y He

MpOXOoaiAIeEro JJICHCHUE KOHTPOJBHOI'O CY6T:6KTa.

38. Cnocob neueHus: cuHApOMa XaHTepa, BKIIOUAIOIIMNA MEPUOJUYECKOE HHTPATEKAIBHOE
BBEJIEHHE HYXKIAIOLUIEMyCs B JIEUeHHWH CyOBeKTy TepaneBTHYeCKH JS((EKTUBHON H03bI

pexoMOnHaHTHON HaypoHaT-2-cyibdaraser (12S) Tak, uTobsl ypoBeHb rinko3aMuHOrIMKaHOB (I'AT)
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B iepedbpocnunanbHoil xuakoct (LICXK) Ob11 cHukeH Oonee uem Ha 85% mo cpaBHEHHIO ¢ 0A30BBIM

ypoBHeM ' Al 1o jieueHnst COraacHo ONpeneNeHnIo CiocoboM 1o JIFOOOMY U3 IPEbI Ay X ITYHKTOB.
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