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AHHOTauuA

V3meHeHne KOHLEHTpalMu CBOOOIHBIX AMUHOKHCIOT B IUIa3ME€ KPOBU SIBIISIETCS
MPU3HAKOM HapymeHui MeTabonn3Ma OeNKOB y MalueHTOB C pakoM Jerkux. B paborte
U3y4yaeTcs BIMSHHUS LIyMa B PAaMaHOBCKHUX CIEKTpaxX OTACIbHBIX aMHHOKHCIOT Ha
pe3yibTaT Pas3NoKEHUSI CHEKTPOB CMeceil aMHHOKHCIOT. B pabore ucmone3yrorcs
9KCHEPUMEHTAJIbHBIE ~ CIEKTPHl ~ YHCTBIX ~ AaMHHOKUCIOT U HCKYCCTBEHHO
CMOJICTTMPOBaHHbBIE CHEKTPBI X cMeceil. B kadecTBe MeToma pa3inoskeHus UCIIOIb3yeTCsI
METOA pa3pelIeHUs] MHOTOMEPHBIX KPHUBBIX C HCIIOJIb30BAHHEM METOA YepPEeHyFOLINXCS
HanMmenbImx kBaapatoB (MCR-ALS). OmpeneneH cocTaB HCCIIEAyEMBIX cMeceil Juts
CllyyaeB pa3HOW CTENEHW 3allyMICHHOCTH paMaHOBCKHX CIIEKTPOB OTIEIBHBIX
AMHHOKHCIIOT.

KnioueBble cnosa
OTHOIIeHHe CUTHAJI/IIYM, PAMaHOBCKHN CIEKTpP, PAMAaHOBCKOE pacCesHue, pa3perieHue
MHOFOMCprIX KpI/IBI:.IX, CBO6OI[HLI€ AMHWHOKUCIIOTHI

1. BeepgeHue

ITo nanneIM BcemupHOHN opranuzanuy 30paBOOXPAHEHHMs, PaK SBISLETCS OAHOW W3 OCHOBHBIX
MPUYMH CMEPTH BO BCeM MHpE. M3BECTHO, YTO HAJIMYHUE OIYXOJH CBSI3aHO C U3MEHEHHEM OEIKOBOTo
o0OMeHa B OpraHu3Me mNanueHTa. MHOrWe HCClIeqoBaTeIl OINUCHIBAIOT W3MEHEHUS B NpOoQuiIsax
cBOOOJHBIX amMuHOKUcIOT B mmiasme (PFAA) y nammentoB ¢ pakom serkux [1-4]. CoexTpsl
pamanoBckoro paccessauss PFAA cniennuyHbl 1 MOTYT OBITH MCTIOJIB30BaHbI ISl YCIIEIIHON OIEHKH
koHUeHTpauun PFAA B cMecH BEIIECTB 10 CIEKTPY PAMAHOBCKOI'O PacCESIHUS ITOM CMECH.

2. OcHOBHaA YacTb

B pabote ncnonb3oBanbl cieKTpsl 20 MPOTENHOTCHHBIX AMUHOKHCIIOT, H3MEPEHHBIE IPU TOMOLIH
ycranoBku [5]. Lllym mo6aBiieH K CrieKTpaM aIMTUBHO B BUJE CIIy4ailHON BETHMYMHBI C HOPMaJIbHBIM
pacnpezneneHueM. PamMaHOBCKHE CIIEKTPBI CMecel aMHMHOKHUCIIOT MPEJICTaBIEeHbl KaKk MaTeMaTH4yecKas
CyMMa TPOU3BENEHUI CHEKTPOB YUCTHIX AMHHOKHCIOT M WX KOHIEHTpauui B cMecH. JlaHHBIE O
npoduisax PFAA B3stel u3 nyonukanmii [1-4]. B pabore cmoaenupoBansl 10 paMaHOBCKUX CIIEKTPOB:
5 CIEKTPOB TUIa3MBbl KPOBU OOIBHBIX PAKOM JIETKOTO M 5 CIIEKTPOB MAI[IEHTOB KOHTPOJIBHON TPYIIIIHL.

Jna paznenenus cnektpoB ¢ nomoirplo MCR-ALS wucnonb3oBaH NPOTOKOJ, MPEI0KEHHBINA
Felten et al. [6]. B pe3ynbrate ananmmza MCR-ALS nonyyena marpuia KOHIEHTPALUi aMUHOKHCIIOT
B criekTpax cMecu. JlJis KakJiol aMUHOKHMCIIOTHI MPOBEJEHO CPAaBHEHWE 3HAYEHWN KOHLIEHTpALUM C
COOTBETCTBYIOIIMMH UCTHHHBIMHU 3HAYCHUSMH U PACCUUTAHBI KO3()HUIIMEHTHI KOPPEIALIUH.

3. 3aKknwuyeHue

Kak Buano u3 tabmunpl 1, HaguuMe OIymMa B PaMaHOBCKHX CIIEKTPAaX YUCTHIX aMHUHOKHCIOT
CHIDKAeT TOYHOCTh ONPENENICHUS X KOHIEHTpauuid B cMmecH. [IpuueM, dyeM MeHbIE OTHOIIEHHE
curHan/uym, TeM HWKe KOIDOHUIMCHTH KOPPEISIUH MEXIy TMONYyYCHHBIMH M HCTHHHBIMH
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KOHOCHTpauusaIMU aMHWHOKHCIIOT. Hanmuue mymMa B OTACIBHBIX CICKTpaX aMHWHOKHCIIOT U €ro
BJIMAAHUEC Ha PC3YJIbTAT PA3JIOKCHUA Tpe6yeT JOIIOJIHUTCIIBHOI'O UCCICA0OBaHUA.

Ta6bnuuya 1
KoaddurumneHTbl Koppensumm mexay nosy4eHHbIMU U UICTUHHBIMW KOHLLEHTPaLMAMM aMUHOKUCIOT
OTHOWeHWe curHan/wym bes wyma 10 5 2 1 0,5

rnunuuH (Gly) 1,0000 0,9997 1,0000 0,9984 0,9963 0,9563
AnaHuH (Ala) 1,0000 0,9999 1,0000 0,9998 0,9987 10,9959
BanuH (Val) 1,0000 0,9997 1,0000 0,9997 0,9975 0,9915
UN3onenyuH (lle) 1,0000 0,9987 1,0000 0,9994 0,9879 0,9288
NenuuH (Leu) 1,0000 0,9967 0,9993 0,9635 0,9079 0,0424
CepuH (Ser) 1,0000 0,9990 0,9999 0,9985 0,9944 0,9289
TpeoHuH (Thr) 1,0000 0,9999 1,0000 0,9999 0,9988 0,9902
AcnaparuHoBas Kucnorta (Asp) 1,0000 0,9972 1,0000 0,9990 0,9953 0,9007
rnyTamuHoBas Kucnota (Glu) 1,0000 0,9999 1,0000 1,0000 0,9999 0,9974
AcnaparuH (Asn) 1,0000 0,9995 1,0000 0,9998 0,9986 0,9846
rnytamuH (GIn) 1,0000 0,9999 1,0000 0,9999 0,9999 0,9975
NnsuH (Lys) 1,0000 0,9999 0,9993 0,9927 0,9819 0,9423
ApruHuH (Arg) 1,0000 1,0000 1,0000 0,9990 0,9943 0,9977

UucrenH (Cys) 1,0000 0,9857 0,9993 0,9880 0,9980 -
MeTnoHuH (Met) 1,0000 0,9999 0,9997 0,9998 0,9976 0,9970
deHunananuH (Phe) 1,0000 1,0000 1,0000 11,0000 11,0000 1,0000
TuposuH (Tyr) 1,0000 0,4738 0,9793 0,9045 0,9887 0,8007
TpuntodaH (Trp) 1,0000 0,9991 0,9997 0,9999 0,9963 0,7395
MctuauH (His) 1,0000 0,9999 1,0000 0,9999 0,9981 0,9924
MponuH (Pro) 1,0000 0,9987 0,9999 0,9994 0,9997 0,9729
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