MeToaunyHuin noci6oHuK: [liarHocTUKa
aMIHOKMCIOT Y ceui AA KNiHIYHOI NPaKTUKMH

AHanis aMiHOKMCNOT Y Ceudi € BaXXJIMBUM [iarHOCTUYHUM IHCTPYMEHTOM L7151 BUABMEHHS
BPOAKEHUX NOopYLUEeHb MeTabonisMy, HUPKOBUX TyOynonaTin Ta iHWKX MeTaboniyHmx posnagis
[l CyyacHi meToam pianHHOI xpomaTtorpadii 3 TaHAEMHOK Mac-cnekTpomeTpieto (LC-MS/MS)
003BONAOTb OAHOYACHO BU3HaYaTU A0 52 pisHUX aMiHOKMCNOT Ta iX MeTaboniTiB 3 BUCOKOHO
TOYHICTIO Ta cneundiyHicTro 2. AMiHOKMCNOTYpis MOXe BYTU NepLLIMM NPOSBOM CEPMO3HUX
reHeTUYHMX 3aXBOPIOBaHb, WO NOTPebyoTb HEraHOro NikyBaHHA AN 3anobiraHHs

HE3BOPOTHUM ypaXKeHHAM HepBOBOi cuctemm L,

TeopeTUuyHi OCHOBM aMiHOKMCNOTHOro Metaboniamy

AMIHOKNCNOTHK BigirpatoThb KHYOBY POSb Yy BiNKOBOMY CUHTESI, eHepreTUYHOMY OOMIHI Ta
HelpoTpaHcMicii 4. Y 300poBuKx 0Ci6 aMiHOKMCNOTU QiNbTPYOTLCA B KNy60oUYKax HUPOK, Micns
yoro noHapg, 95% peabcopbyeTbCA B MPOKCUMANbHUX KaHanbLAX 3a 4ONOMOror cneundivyHmnx
TpaHCNopTHMX cucTeM Bl AMIHOKMCNOTYpiA BUHMKAE Npy BOX OCHOBHUX MeXaHi3Max:
nepenoBHeHHI (overflow) BHacnifoOK NiABULLEHNX KOHLEHTPALIR ¥ NiasMi KPoBi Ta HUPKOBUX

nopyLeHHaxX peabcopbuii &,



Knacudikauisa aMiHOKMCNOT 32 eCeHLiaNIbHICTIO
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Knacunogikauis aMiHOKUCNOT 3a eCeHLianbHICTIO 3 pO3MoAiNIoM Ha OCHOBHI KaTeropil

Knacunoikauis aMiHOKNCAOT 3a eCeHLianbHICTIO Mae NpsaMe KNiHiYHe 3HaYeHHa O
iHTepnpeTauii pesynbTaTiB aHanisy Z. EceHuianbHi aMiHOKMCIOTM HE CUHTE3YOTbCS
OpraHiaMoM i NOBMHHI HAAXOAMTU 3 DKELD, TOoAi AK YMOBHO eCeHLianbHi MOXYTb CTaBaTu

Heob6XigHUMK Npu cTpeci, XxBopobi abo B nepiod pocTy Al

MeToponoria gocnip>XeHHA aMiHOKUCNOT Y ceui

CyuyacHa LC-MS/MS meToponoria sabesneyye BUCOKY YyTNMUBICTb Ta cneumdiyHicTe 4ns
BM3HAYEHHS aMiHOKMCNOT 6e3 nonepeaHboi AepuBaTtursauii Bl MeTop BkoYae WBNOKY
npobonigroToBKy 3 NpeuunniTalieto MeTaHOIOM Ta iOH-NapHy 3BOPOTHO-ha30ByYy
xpomaTorpadito 3 nepdTopkapbOKCMNOBUMIN KUCNOTaMM SIK iOH-NapHUMK areHTamm £l Yac
aHanisy CTaHOBUTb MeHwWwe 13 XBUAKH 418 NOBHOro npodinto, Wwo pobntb MeToh NpugaTHUM

ANS PYTUHHOTO BUKOPUCTaHHSA &L,

Hopmanisauis pesynbTaTiB 3[iNCHIOETLCA 3@ KOHUEHTPaLiero KpeaTUHiHy B Ti xe npobi, wo
NigBULLYE TOYHICTb Ta AO3BOJISIE YHUKATN MOMWUIIOK NpW po3BefeHHi 3paskis 1Y, PedpepeHTHi
3HaYeHHSA 3anexaTb Bif, BiKY NavuieHTa, Npu LbOMY KOHLLeHTpaLis 6inblwocTi aMiHOKUCIOT

3HUXYETbCA 3 BIKOM, 32 BUHATKOM TaypiHy Ta 3-MeTunrictuguny M,



Ref values amino acids (mmol/g creat)
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Amino acids

Liarpama pedpepeHTHUX 3HayeHb OCHOBHUX aMiHOKUCNOT Yy cedi 3 HoOpMaslbHUMK fiana3oHamu
KOHL,eHTpaL,in

[JeTanbHa XxapaKkTepucTUKa aMiHOKUCOT Ta iX KNiHiYHe 3HaYeHHA

ETaHonamiH (EtN)

PedepeHTHi 3HaueHHA: 95-471 MMonb/r kpeaTuHiHy (2, ETaHonaMiH € meTaboniTom
CepuHOBOro o6MiHy Ta NpeaLwecTBEHHMKOM HeMpoTpaHCMITTepa aueTunxoniny 18,
lMepeTBOPEHHSA eTaHONaMiHY Ha pochoeTaHOoNaMiH NOTpPebye MarHin-3anexHol KiHasn, ToMy
NiABULLEHHS eTaHoNaMiHy Npyu HopManbHOMY abo HU3bKOMY docdoeTaHONaMIHI BKA3yeE Ha
aediumTt marHito B8l Bucoki piBHI MOXYTb TakoX CBigUMTY NPo 6akTepianbHy iHPeKLito

CEeYOoBUBIAHMX LWINAXIB ab0 KNLWKOBOro anciosy 13,

docdoeTaHonamiH (PEtN)

PedepeHTHi 3HaueHHsA: 0-48 mMonb/r KpeaTuHiHy 14, dochoeTaHonamiH € cneundiyHum
6iomapkepom rinodocdatasii y gopocnmx 3 yytnueicTio 88,4% Ta cneundidynicTio 100% npum

MOPOroBOMy 3HauyeHHi >53,5 HMonb/Mr kpeaTuHiHy 181, Husbki piBHI 3a3BMYall BKasyoTb Ha



AediunT MarHito abo 6inkoBo-eHepreTUYHy HegocTaTHICTb 18l Mpu rinopocdaTasii piBHi

MOXYTb nigsumwyBatucs y 2-10 pasis Big Hopmu [81,

1-MeTUNricTUAMH Ta 3-MeTUNricTUAUH

PedepeHTHi 3HaueHHnA: 23-1339 Ta 70-246 MMonb/r KpeaTuHiHy BignosigHo 14, Lli MmeTunoBaHi
dopMM ricTnamHy € cneundiyHMMmM GioMmapkepaMmn cnoXXmMBaHHA M'Aca, 0COBNMBO KYPATUHK, Ta
iHOMKaTopamMu po3naay M'A30BuKX GinkiB akTUHY Ta Mio3unHy [, 3-meTunricTuguH
BUKOPUCTOBYETLCA A5 OLiHKN WBUAKOCTI KaTaboniaMy M'a30BMX BinKiB Ta NigBULLLYETBLCA NpU
Gi3MYHMX HaBaHTaXeHHSX, M'A30BUX AMCTpodiax, cyaomax M, Husbki piBHI xapakTepHi gns

BereTapiaHCbKOT fi€Tn abo 3HMXEeHH:A M'a30B0i Mack 7,

FippokcunponiH

PedepeHTHi 3HaueHHsA: 0-15 MMonb/r kpeaTuHiHy M4l FigpokcnnponiH € OCHOBHUM
KOMMOHEHTOM KOfareHy i noro nigBuLLEHHS BKasye Ha NOCUIEHUI po3nag, KonareHy abo
NopyLLeHHs noro cuHTesy 18 Bucoki piBHI cnocTepiratoTbCs NP 3aXBOPHOBAHHSIX CMOJTYYHOT
TKaHuHW, aediuunTi BiTamiHy C, paHoBux npouecax I8l Y nitein 0o poKy HOpManbHi 3HaYEHHS

MOXYTb AocsiraTi 766 MMonb/r KpeaTuHiHy [,

OpHiTUH

PedepeHTHi 3HaueHHsA: 0-114 mMonb/r kpeaTuHiHy 12, OpHITUH € KNHYOBOK aMiHOKMCIOTO
LMKy CEYOBUHM Ta NPeALeCTBEHHNMKOM apriHiHy 129, MigBULLEHHS BKA3y€e Ha NOPYLUEHHS LMKy
CEeYO0BMHMU, FrinepamMoHieMito abo nediHkoBy HegocTaTHICTb 29, Mpu opHiTUHEMIT

CMOCTepiralTbCsa NPOrpecyroye 3HMXEHHA 30pY, MionaTis Ta rinepamMoHieMiuHi kpuan 211,

TaypuH

PedepeHTHI 3HadeHHA: 24-1531 MMonb/r KpeaTuHiHy M4, TaypuH € cynbdypoBMicHOW
aMIHOKMCIOTOK 3 aHTUOKCUMAAHTHUMW BNAaCTUBOCTAMMU, BaXKSIMBOKO A5 CTabinizauii KNiTUHHUX
MeMOpaH Ta XOBYOKUCNOTHOrO MeTaboniamy 22, HusbKi piBHi NOB'A3aHi 3 NigBULLEHNM
PU3NKOM OKUCHOIO CTpecy, NOpyLIEeHHAMU MinigHOro obMiHy Ta cepLeBo-CcygUHHUMMU
3axBoptoBaHHAMM (28 Y nocnig>xeHHi ediunTy NisuHy Ta TPEOHIHY TaypuH BUABMBCS

cneundiyHnM GiomapkepoMm AediunTy TPeoHiHy 221,



TpuntodaH

PedepeHTHi 3HaueHHsA: 10-303 MMonb/r kpeaTuHiHy 14, TpuntodaH € eceHuianbHO
aMiHOKMCIOTO Ta NPeaLWwecTBEHHUKOM CEPOTOHIHY, MeNaToHIHY Ta HIKOTMHOBOI KMCNOTK 1241,
MigBULLEHHA MOXe crnocTepiraTncs Npu CUHAPOMI KapuMHOI4Y BHACILOK NOPYLUEHHS
TpunTodaHoBoro o6MiHy 24, [lediunT NoB'A3aHU 3 genpeciero, NOPYLIEHHAMM CHY Ta

KOFHITUBHUMM po3nagamMmu [4,

Capko3suH

PedepeHTHi 3HaueHHA: 0-3 MMonb/r KpeaTuHiHy 14, Capko3uH € N-MeTUNNoXigHUM rilyyMHy Ta
MapKepoM oA HOBYreLeBoro metaboniamy 251, MiasuieHHA Moye BKa3yBaTu Ha
CapPKO3MHOEMIIO - pPiAKICHE ayTOCOMHO-PEeLLeCMBHE 3aXBOPKOBAHHA 3 PO3YMOBOH Bi4CTanicTio

[26] 'Y 3n0poBUX OCI6 3a3BMYait BUABNSETLCS B MiHIManNbHUX KinbKocTsx 281,

dochocepuH

PedepeHTHI 3HadeHHs: 0-1 MMonb/r kKpeaTuHiHy 14l docdocepmrH € pochopunboBaHnM edipom
CEepUHY, WO Bigirpae ponb y KNiTUHHIN curHanisauii Ta MeTaboniami 2, MigBuLLeHHSA MOXe
BKasyBaTW Ha AediunT BiTaMiHy B6, ockinbkn ¢epMeHT pochocepnHpochaTasa € MarHin-

3anexHum 27, He cnig nnytatin 3 pocdaTuannCepmHOM - KOMMNOHEHTOM KNiTUHHUX MeMbBpaH
[27].

MaTodisionoriuHi MexaHi3aMu amiHoKucnoTypii

AMIHOKNCNOTYpis PO3BUBAETLCA 33 ABOMa OCHOBHUMM MexaHisMamu 21, MepenoBHeBa
(overflow) aMiHOKMCNOTYpiA BUHMKAE NPW NiABULLEHHI KOHLLEHTPaL,ii aMiHOKUCOT Y Nnasmi
KpoBi NoHag, peabcopbuinHy 34aTHICTb HUPKOBUX KaHanbLiB, W0 XapakKTepHO ANs BPOAXEHMX
nopyLleHb MeTaboniaMy aMiHOKMCOT 128, HupkoBa amMiHOKMCNOTYpis 06yMoBreHa gedekTamm

TPaHCNOPTHUX BINKIB Yy NPOKCUManbHUX KaHanbLAX, AK Npun XxBopobi MapTHyna abo LMUCTURYpPIl
Bl

TpaHCNOpT aMiHOKUCAOT Yepes NtoMiHanbHy MeMbpaHy € Na+-3aneXXHUM NpoLecoMm, Lo
nigkopsaeTbcs KiHeTuui Mixaenica-MeHTeH Bl EpekTuBHICTE peabcopbuii 3anexuTb Big,
cniBBigHOLWeEHHS Vmax:Km ana KoHKpeTHoi amiHokucnotu Bl Mpynu amiHokucnoT
BUKOPUCTOBYIOTb CNifbHI TPAHCNOPTHI CUCTEMU, TOMY NEPBUHHE NOPYLLIEHHA MeTabonisMy

ofHieT aMiHOKMCNOTM MOXe NPU3BOANTY A0 BTOPMHHOIO NiABULLLEHHS eKcKpeLil iHwnx 281,



KniHiyHa iHTepnpeTauisa pesynbTartis

IHTepnpeTauia pesynbTaTiB aHanisy aMiHOKUCIOT NoTpebye CMCTEMHOrO nigxoay 3
ypaxyBaHHSM BiKy NnauieHTa, KNiHiYHNX NPOsBIiB Ta CynyTHiX 1abopaToOpHMX NOKasHUKIB 121,
MigBULLLEHHSA PIBHA OKPEMUX aMiHOKUCIOT MOXE MaTu pPi3Hy eTionorito, ToMy HeobxigHa

andepeHuialis MiXX NepBUHHUMM Ta BTOPUHHUMM aMiHoKucnoTonaTismu 21,

Mpn BUABNEHHI NATONOTIYHUX 3MiH PEeKOMEHAYETbCA NPOoBefEeHHA 004AaTKOBUX AOCIAXEHb:
BU3HaYEHHSA aMiHOKUCNOT Y MNa3sMi KPOBi, OpraHiyHUX KNCNOT Yy ceudi, akTUBHOCTI crneuudiyHmnx
depmenTi Bl Ocobnusy yBary cnig npuainaTn HOBOHaPOAKEHUM Ta LiTAM PaHHbOrO BiKY,

OCKiNbKM 6araTo BPOAXEHMX NopyLeHb MeTaboniaMy NposiBASIOTLCS caMe B Lie nepiog, 29,

MpeaHaniTUYHI BUMOIrYU Ta KOHTPOJIb AKOCTi

MpaBunbHUIA 36ip 3paskiB € KPUTUYHO BaXKMBMM AN OTPUMaHHS LOCTOBIpHMX pe3dynbTaTis L&,
PekomeHayeTbCA 36ip paHKOBOI NOpLii cedi HaTwecepLe, OCKINbKN aMiHOKMCIOTYpPIiA MoXe
6yTV TPaH3UTOPHOKD Ta NOB'A3AHO0 i3 CNOXMBaHHAM binka L&, 3pasok Mae 6yTu JoCTaBNEHUN

[0 nabopaTopii NpoTsaromMm 2 rogmH abo 3aMopoxxeHuii npu -20°C B9,

HeobxigHO YHMKATWN KOHTaMiHaLil 3paska KPOB'to, OCKISIbKM Lie MOXe NPU3BECTU 40 XMOHOro
NigBULLEHHS PiBHS amiHokucnoT 29, MauieHTW NoBUHHI yTpMMyBaTUCSA Big NpuitomMy
aHTUBIOTUKIB Ta aHTMNapasnTapHUX NpenapaTiB NPOTAroM 7 AHIB A0 AochigKeHHs B,
PesynbTaTu cnig iHTepnpeTyBaTyu 3 ypaxyBaHHAM MOXJIMBOro BMANBY Gi€TW, 0COBANBO Nnpu

ouiHUi MeTunricTuamHie 17,

KOHTpOnb AKOCTi BK/IHOYAE BUKOPUCTAHHA CepTUPiKoBaHNX pedepeHTHNX MaTepianis,
BHYTPILLUHIX CTaHA4APTIB ANA KOXHOMO aHaniTy Ta y4yacTb Yy NporpamMax 30BHILLHbOT OLiHKN AKOCTI

31, KoeoiuieHT Bapiauii ANns 6inblOCTi aMiHOKUCNOT He NoBUHEH nepesuysaTn 15% 2,

Oco6nuBi KniHiYHi cuTyauii

Y KpUTUYHO XBOPUX MALEHTIB 3 CENCUCOM CMOCTEPIratoTbCA XapakTepHi 3MiHK Npodinto
aMiHOKMUCNOT: NiABULLEHHS apriHiHy, FAiLMHY Ta OPHITUHY B ceui BinbL HIX Y 2 pa3un NOPIBHAHO 3
KOHTponbHo rpynoto B2, Mpu COVID-19 y 93% nauicHTiB BUABNAETLCS MiABULLEHHS Y-

aMiHo6yTMpoBoi kucnotn (GABA), y 90% - rigpokcunisnny, y 100% - 3HUXEHHs riiuunny B8]

[Mpy HEBPONOriYHNX 3aXBOPHOBaHHAX 0COBMMBOI yBarn noTpedyroTb GUNENTULM KapHO3WH Ta

aH3epUH, AKi MaltoTb HEMPONPOTEeKTOPHI BnacTmeocTi B4, [lo6aBKM aH3epUHY/KapPHO3MHY



(750/250 Mr wopgHA) NoKpaLytoTb MO3KOBUI KPOBOTIK Ta NaM'ATb Y OCi6 MOXUNOro BiKy,

ocobnmeo y HociiB anenst APOE e4 4],

BucHoBKM Ta KniHi4Hi pekoMeHaaLil

AHanis aMiHOKMCNOT y cedi MeTogoM LC-MS/MS € noTy>XHUM [iarHOCTUYHUM IHCTPYMEHTOM
ONA BUABMEHHA BPOAXKEHUX NOpYyLLeHb MeTabonismy Ta oLiHKM MeTaboniyHoro ctaTycy
nauieHTiB &, MpaBunbHa iHTepnpeTauis pe3ynbTaTiB NOTpebye KOMMIEKCHOro niaxoay 3

ypaxyBaHHSM BiKYy, KNiHIYHUX NPOSBIB Ta CyNyTHiX NabopaToOpHUX NokasHmkis 21,

PaHHE BMABMEHHA aMiHOKMCNOTOMATIN J03BOMIAIE CBOEYACHO PO3NoYaTy fliKyBaHHSA Ta 3anobirtu
HE3BOPOTHUM YpaXKeHHAM HepBoBOi cucTemu Ll Y pasi BUSABNEHHA NaTONOMYHMX 3MiH
PEKOMEHAYETbCA KOHCYNbTauia cnewianicta 3 MeTaboniyHNX 3aXBOprOBaHb Ta NPOBeAeHHs

[04AaTKOBMX AOCNIAXEHb ANA YTOYHEHHS AiarHosy 21,

BnpoBaaXXeHHA CyYyaCHUX METOAIB AiarHOCTUKM aMiHOKUCNOT Y KAiHIYHY NpaKTUKY CNpuse
NOKPaLLEeHHIO AiarHOCTUKN PigKICHUX 3aXBOPHOBaHb Ta ONTMMI3aLil TepaneBTUYHUX NigXxonis y

nauieHTiB 3 MeTaboniyHumun posnagamm 09,
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