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Lienb. AHann3 MoneKyNAPHbIX MEXaHW3MOB, ONPeAEeNALLMX BO3MOXHOCTb UCMO/b30BaHMA BUTaMUHA B, B KAMHUYeCKOM
NPaKTUKe ANA KOPPEKLUU PA3IUYHbIX MAaTONIOrMYECKUX COCTOAHNN.

Matepuanbl U metogbl. B KayecTBe WMHCTPYMEHTOB NpPOBEAEHWUA MCCNefoBaHMA WMCMO/b30BAaNUCL MHGPOPMALMOHHO-
nouckosble (Scopus, PubMed) n 6ubnmoteyHble (elibrary) 6a3bl AaHHbIX. B page cnyyaeB Ans CEMaHTMYECKOTo MoMUCKa
MCNOAb30BaNOCh NpunoxKeHue ResearchGate. B paboTe ocyLiecTBasacA aHanuns u 0606LLeHne Hay4YHOM InTepaTypbl Mo Teme
nccnefoBaHMA, OxBaTbiBatowel nepuog, ¢ 1989 no HacTosLee Bpems.

Pesynbrtatbl. [0Ka3aHo, 4TO BCE XMMM4ecKMe GopMbl BUTamuHa B, cnocobHbl NpoHuKaTb Yepes MembpaHbl 60/1bWwUHCTBA
KNEeToK nytem cBobogHoli anddysum, npu sTom BHYTpM GpopmupytoT docdopuampoBaHHbie Gopmbl. Mupuaokcanbdocdat
ABNAETCA BUONOrMYECKN BaXKHbIM METaboNMTOM, HENOCPEACTBEHHO YYaCTBYIOWMUM B KayecTBe KopaKTopa BO MHOXKeCTBe
BHYTPUKNETOUHbIX peakLmii. MoTpebHOCTU B faHHOM KOdaKTOpe 3aBUCAT OT BO3PAcCTa, MoJa U COCTOAHUA naumeHTa. Ocobyio
ponb B noTpebneHnn BuTammnHa B, urpaet 6epeMeHHOCTb M Nepuoa naKkTaumuu. B 6oiblumHCTBe Clyvaes cbanaHcMpoBaHHoe
nuTaHMe no3BosdeT obecneyntb NPUEMIEMbIA YPOBEHb AAHHOMO BMTamMMHa. B To ke Bpemsa ero gedvuuT nNpuBOgUT K
PasBUTUIO LLeNOr0 pAAa NATONOrMYECKUX COCTOAHUM, BKIKOYAIOWMX HelpogereHepaTuBHble 3aboneBaHuA, BocnaneHue
1 onabet. TakKe BO3MOMKHbI HEraTUBHbIE NPOABNEHUA CO CTOPOHbI LLEHTPasIbHOM HEPBHOM CUCTEMbI MPU U3BLITOYHOM
notpe6nexum B.

3aknioueHune. BocnonHeHve ypoBHA BUTaMuHa B, Npu ero BbiABAEHHOM AeduumTe ABAAETCA HEOBXOAMMbIM yCn0BUEM
ycnewHoi Tepanuun 3a60n1eBaHuUI LLeHTPabHOW HEPBHOM CUCTEMBI, ANabeTa U KOPPEKLUM UMMYHHOIO CTaTyca NaLMeHToB.
Mpw 3ToM Heobxoanmo coboaaTb cbanaHCUMPOBaHHbIN NPUEM AaHHOrO KodaKTopa Bo u3bekaHue HeraTuBHbIX 3GPeKToB
Ha meTabonn3m npu ero nepensdbITKe.

KnioueBble cn0Ba: NMPUAOKCHH; NMpuAoKcanbpocdat; metabonnsm; BUTaMuH B,

CnucoK coKpauweHui: PN — nupugokcuH; PM — nupupokcamuH; PL — nupuaokcanb; PNP — nupugokcuHdocdar;
PMP — nupugokcamuHdocoat; PLP — nupungokcansdocdat; PNG — nupuaokcuHrnkosng; PDXK — nupuaoKcanbKnHasa;
PNPO — nupuaokcuH(amuH)dochatokenmpasa; ALP  —  TKkaHeHecneuuduueckaa ankaanHdocportasa; PDXP -
nupuaoKcanb(MMpuaoKcMH/nupuaokcamu)docdarasa; AT — amuHoTpaHcdepasa; DH — anbaermpaermpporeHasa;
PNGH — nupuaokcuHrnkosuarngponasa; LPH — naktasa-pnopetuHrugponasa; AOX — anbgernpokcupasa; E-PLP —
CBA3AHHbLIM ¢ depmeHTOM nupuaokcanbdocdat; E-PMP — cBA3aHHbIN C depmeHTOM nupupokcamuHdocoat; PCMN —
pekomeHgyeman cyToyHasa notpebHocTb; POX — L-nmunekonatokcmaasa; PYRC — Al-nupponunH-5-kapbokcunaTpeayKrasa;
AASA, a-amuHoagunat-6-nonyanbperns; AASDH — aHTUKBUTUH (0-aMMHOaauMnaT-6-nonyanbiaernanervaporeHasa);
AADAT — a-aMnHoaguMnatammHoTpaHcoepasa; P6C— L-Al-nunepnamnH-6-kapbokcunat; P5C—L-Al-nupponnH-5-kapbokcmnar,
KYN — KuHypeHuH; KYNA — KMHypeHUHOBaAa KucnoTta; XA — KCaHTypeHuHoBaAa Kucnota; MNMHAKK — nonvHeHacblweHHble
KUpHble KucaoTbl; KM — KoOHeYHble NPOAYKTbI MMKNPoBaHuA; APK — akTMBHbIe dopmbl Kncaopoaa; CRP — C-peakTuBHbIN
6enoK; TNF-o — ¢pakTop HeKpo3a onyxonu-a; IL-1b — nHtepneriknu-1b; IL-6 — uHTepneliknH-6; WBC — uncio 6enbix KpoBsAHbIX
Teneu; ATP — ageHo3uHTpudochat; TAMK — ramma ammHomacnsiHHas kucnota; LLHC — weHTpanbHas HepBHas cUCTEMa;
MMT — MuTOXOHAPWANbHbIN MemMbpaHHbIA TpaHcnopTep; ROS — peakTuBHble ¢opmMbl  Kucnopoga; [Pb —
rematoaHuedanuyecknin bapoep.
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The aim of the study was to analyze the molecular mechanisms that determine the possibility of using vitamin B in clinical
practice for the correction of various pathological conditions.

Materials and methods. Information retrieval (Scopus, PubMed) and library (eLibrary) databases were used as research
tools. In some cases, the ResearchGate application was used for a semantic search. The analysis and generalization of the
scientific literature on the topic of research, covering the period from 1989 to the present, has been carried out in the work.
Results. It has been shown that all chemical forms of vitamin B, are able to penetrate the membranes of most cells by free
diffusion, while forming phosphorylated forms inside. Pyridoxal phosphate is a biologically important metabolite that is
directly involved as a cofactor in a variety of intracellular reactions. Requirements for this cofactor depend on the age, sex
and condition of the patient. Pregnancy and lactation play a special role in the consumption of vitamin B,. In most cases,
a balanced diet will provide an acceptable level of this vitamin. At the same time, its deficiency leads to the development
of a number of pathological conditions, including neurodegenerative diseases, inflammations and diabetes. Negative
manifestations from the central nervous system are also possible with an excessive consumption of B..

Conclusion. Replenishment of the vitamin B, level in case of its identified deficiency is a necessary condition for the successful
treatment of the central nervous system diseases, diabetes and correction of patients’ immune status. At the same time, it is
necessary to observe a balanced intake of this cofactor in order to avoid negative effects on metabolism in case of its excess.
Keywords: pyridoxine; pyridoxal phosphate; metabolism; vitamin B,

Abbreviations: PN — pyridoxine; PM — pyridoxamine; PL — pyridoxal; PNP — pyridoxine phosphate; PMP — pyridoxamine
phosphate; PLP — pyridoxal phosphate; PNG — pyridoxine glycoside; PDXK — pyridoxalkinase; PNPO — pyridoxine(amine)
phosphate oxidase; ALP — tissue non-specific alkaline phosphatase; PDXP — pyridoxal(pyridoxine/pyridoxamine)phosphatase;
AT — aminotransferase; DH — aldehyde dehydrogenase; PNGH — pyridoxine glycoside hydrolase; LPH — lactase-phloretin
hydrolase; AOX — aldehyde oxidase; E-PLP — enzyme-linked pyridoxal phosphate; E-PMP — enzyme-bound pyridoxamine
phosphate; RDM — recommended daily maintenance; POX — L-pipecolate oxidase; PYRC — Al-pyrroline-5-carboxylate
reductase; AASA — a-aminoadipate-6-semialdehyde; AASDH — antiquitin (a-aminoadipate-6-semialdehyde dehydrogenase);
AADAT — a-aminoadipate aminotransferase; P6C — L-Al-piperidine-6-carboxylate; P5C — L-Al-pyrroline-5-carboxylate;
KYN — kynurenine; KYNA — kynurenic acid; XA — xanthurenic acid; PUFAs — polyunsaturated fatty acids; AGEPs — advanced
glycation end product; ROS — reactive oxygen species; CRP — C-reactive protein; TNF-a — tumor necrosis factor-o; IL-1b —
interleukin-1b; IL-6 — interleukin-6; WBCs — number of white blood cells; ATP- adenosine triphosphate; GABA — gamma
aminobutyric acid; CNS — central nervous system; MMT — mitochondrial membrane transporter; BBB — blood-brain barrier.

BBEAEHUE

ButamnH B, — o0AWMH U3 KM3HEHHO BAKHbIX
BOA,0PACTBOPUMbIX BUTAMUHOB. EFO OTKpbITME OTHOCUTCA
K Hadany XX BeKa, KOTOpoe MpOoM30LWI0 B pesy/braTe
NMOWMCKa NeKapcTBEHHOro cpeacTsa oT nennarpol [1].
B pacTBope AaHHbIM BUTaMMH MPUCYTCTBYET B BuAe 3
OCHOBHbIX XMMMUYECKUX $opm (BMTamepoB) — cnuMpTa,
anbernaa v amuHa. B kucnoit cpepe sutamepbl B,
CTabunbHbl, HO CTAHOBATCA KpaliHe HecTabuNbHbIMM
B HEWTPA/IbHON UM LWEeNoYHON cpeade, ocobeHHo npwm
HarpeBaHWM UK Ha ceTy [2]. XoTsa xumuueckne dopmbl
BUTaMMHA B, OTHOCMTENIbHO MHOrO06pasHbl, TONbKO
dochopunmpoBaHHaa ¢dopma anbaernga BbINOAHAET
dYHKUMIO KodepMeHTa B OpraHnM3mMax MEKOMUTAOLWMX.
OcHoBHOM MeTabonnam gaHHOro BUTaMMUHA NPOUCXOAUT
B MNeYeHW, OAHAKO M ApyrMe TKaHu obnagatoT
COOTBETCTBYHOLEN MeTabonnYecKol akTMBHOCTbO. Mpu

Volume X, Issue 6, 2022

3TOM MPOAYKTOM KaTabonusma BUTaMMHa B, asnsetca
nUpUAoKCcMHOBan Kncnota (4-pyridoxic acid, PA).

Cpegy BUOXMMMUYECKUX PeaKL i, HENOCPEACTBEHHO
y4acTsyowmx 8 MeTabonmsme sutamuHa B, Heobxoanmo
BbIAE/NUTb HECKO/IbKO KAtoueBbix pepmeHToB (Puc. 1), B
YMCI0 KOTOPbIX BXOAAT:

* nupuaokcanbkuHaza (PDXK, pyridoxal kinase,
EC 2.7.1.35), KodaKTOpbl KaTa/IMTUYECKON aKTUBHOCTMU:
WOHbI ABYXBaNeHTHbIX MeTannos (Mg?, Zn?*, Co*, Mn?);
COOTBETCTBYHOLLAA peaKkLma:

ATP + PL/PN/PM -> ADP + H* + PLP/PNP/PMP

* NUPUAOKCUH(aMnH)dochaTokcnaasa (PNPO,

pyridoxine-5’-phosphate oxidase, EC 1.4.3.5), kodaKTtop

KaTaIMTUYECKOW aKTUBHOCTU: (GIaBUHMOHOHYK/IEOTUA,
(FMN); cooTBeTcTBYIOLLLAsA peakums:

H,0 + 0, + PNP/PMP = H,O, + NH,* + PLP
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* TKaHeHecneuuduyeckan ankanuHoocdortasa  (elLibrary) 6asbl  gaHHbIX. B page cayyaes AanAa

(ALP, tissue nonspecific alkaline phosphatase, EC
3.1.3.1), KopaKTopbl KAaTaAUTUUYECKOW aKTUBHOCTU: Mg?*,
Zn*"; COOTBETCTBYIOLLAA peakuus:
PLP + H,O - PL + phosphate

* MUPUAOKCANb(MUPUAOKCUH/MUPULOKCAMUH)
doctharasa (PDXP pyridoxal(pyridoxine/pyridoxamine)
phosphatase, EC 3.1.3.74), KodaKTop KaTanuTU4ecKkomn
aKTUBHOCTU: Mg?*; COOTBETCTBYIOLLAA PEAKLMA:

PLP + H,0 <> PL + phosphate

® amwuHoTpaHcdepasa (AT, aminotransferase, EC
2.6.1.54); cooTBETCTBYIOLLAA peakuma:

PMP + 2-Oxoglutarate <> PLP + D-Glutamate

* MUPUOOKCUHINMKO3MAINAPOAasa (PNGH,
PNG hydrolase, EC 3.2.1.62) u/unn LPH — nakrasa-
dnopetuHrngponasa (lactase-phloretin hydrolase, EC
3.7.1.4); cooTBeTCTBYOLLAA peakuma:

PN-5’-B-D-glucoside + H,0 - pyridoxine + D-glucose

e anbaermpokcnpasa (AOX, aldehyde oxidase,

EC 1.2.3.1), KodaKTOpbl KaTaAUTUYECKON aAKTUBHOCTU:

[2Fe-2S] Knactepbl, FAD, Mo-monmbaonTtepuH;
COOTBETCTBYIOLLLAA peaKkumsa:

PL+H"+H,0,<>PA+H,0+0,
CoBOKYMHOCTb  BblILLEYNOMAHYTbIX  pepmMeHTOB

bopmupyeT nynbl  BHYTPUKIETOUHbIX MPOU3BOAHBIX
BMTaMMHa B, 1 npesonpesenseT cooTseTCTBylOWME

YPOBHM  aKTMBHOCTM METabONMYECKMX MPOLECCOB,
HEenocpeacTBEHHO  COMPAXKEHHbIX  C  y4yacTMem
nupuaokcanbpocoara. MpumeyaTenbHo, yTO

oTaenbHble TUNbl 6aKkTepUi KUweuyHoW MUKpodaopsl
YenoBeKa CMocobHbl CUHTE3MpoBaTb BUTamMH B, B
dopme nupuaoKcanbpochata M3 AE30KCUMKCUYNO3bI
5'-docdata n 4-bochornapoKCUTPEOHNHA, a TaKKe U3
ravuepanbaerng-3-pocdata n D-pubynossl 5'-pocdara.
JaHHbIMK nyTAMM BUocuHTe3a 061a4atoT ciegytolme
6akTepuun: baktepouabl (Bacteroides fragilis v Prevotella
copri), aKkTMHOBaKTepuu (Bifidobacterium longum wu
Collinsella aerofaciens) n npoteobaktepuu (Helicobacter
pylori) [3]. HecmoTpa Ha [AOCTAaTOMHO O6WUPHYIO
MHbOPMALMIO O BO3LEWUCTBUM HA OBUOXMMUYECKMe
npoteccobl AaHHOro npeacraBuTens rpynnbl
BOLOPACTBOPUMbBIX BUTAMMHOB, HA  CErOAHALIHMUIMA
JeHb HeT A0 KOoHLa 06O0CHOBaHHOro npeacTaBAeHUs
O BO3MOXHOCTU €ro MPUMEHEHUA MPU  Pa3INYHbIX
NaTONIOrMYECKMX  COCTOAHMAX W MOJIEKYAAPHbIX
npoLeccax, J/exawux B OCHOBe Mnpeanosiaraembix
NONOXUTENbHbIX 3P PEKTOB.

LE/Ib. AHanuM3  MONEKYNApPHbIX  MexXaHM3MOB,
Nexawmx B ocHose 3¢dpdeKToB BUTaMMHa B, a Takxe
OLEHKa BO3MOKHOCTU NMPUMEHEHWUA JAHHOIO BUTAMMHA
NpW PasNYHbIX NATONOMMUYECKUX COCTOAHUSAX.

MATEPUAJIbI U METOAbl

B KauecTBse WNHCTPYMEHTOB nposeaeHnn
uccnenoBaHMA  MCMOMb30BaAnCb  MHGOPMALMOHHO-
nouckosble (Scopus, PubMed) un 6ubnmoTeuyHsblie
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CEMaHTMYECKOro NOUCKa UCMO/b30BaN0Ch NPUIOKEHNE
ResearchGate. B pabote ocyuwecTBnasaca aHanus
M 0000lLeHMEe HayyHON /UTepaTypbl Mo  Teme
nuccnenoBaHuA, OxBaTbiBalolwelr nepuog ¢ 1989 no
Hofbpb 2022 roga. MNpu NOMCKe MCNOb30BaANMCH
cnepylolme KAlveBble CNOBa M KOMOBWHaALMK CNOB:
nupugoKcanbdocdar, pekomeHayemas CyTOYHasA
notpebHoctb B BUTaMuHe B, aeduunt BuTammHa
B,, pyridoxal phosphate, pyridoxine, PLP, vitamin B,
metabolic pathways, PLP-dependent enzymes, pyridoxal
phosphate-dependent reactions, vitamin B_ daily intake,
vitamin B_ deficiency, pyridoxal phosphate and oxidative
phosphorylation, PLP-dependent epilepsy, pyridoxal
phosphate and diabetes, vitamin B_ therapy, pyridoxine
toxicity.

Ona onucanna metabosmsma NpPouM3BOAHbIX B
C NPUMEHeHMEeM COOTBETCTBYIOLLEN Knaccudukaumm
bepmMeHTOB, KaTanu3MpyemMbIX MM Peakuuini, a TaKKe
yyacTBylOWMX  KOOAKTOPOB  MCMonb3oBanacb 6asa
ZJaHHbIx BRENDA (https://www.brenda-enzymes.org).
Mpwu AeTanusaumm npoueccos nocTynnexHua
M pacnpegeneHus BuTammHa B, B opraHusme
6blIM MCNONb30BaHbl  KapTbl  MeTabonYecKmx
nyten  WMHPopmaumoHHOW  6as3bl  gaHHbix  KEGG
(https://www.kegg.jp). [lna NOCTPOEHUA XMMUYECKUX
dopMyn M MANOCTPAUMIA NPUMEHANCA NPOrPaMMHbIN
naket Corel Draw 2018/2022.

PE3VYNIbTATbl U OBCYKAEHUE

MoctynneHue u pacnpegeneHune sBuTamuHa B,

B OpraHu3ame

OTnnumTenbHOM  0COBEHHOCTbIO  MUPUAOKCANA
(PL) » ero npou3BOAHbIX ABNAETCA Pa3NUME MEXAY
6ronormyeckm 3Ha4MMoM akTMBHOM GOPMOI BUTAaMMHA
M Toi popmoii, KoTopasa cnocobHa NMPOHMKATb BHYTPb
KNETOK.

®ocdopunnpoBaHHble dopmbl BMTaMepoB
B, W nNUPUAOKCMHIMKO3MG He abcopbupytoTca
B KULLEYHWMKeE, noatomy OHMU nognexar
nedochopnanpoBaHnIo  KuUweyHbiMn  pocdatazamm

(PDXP) n gernukosuanposaHuio ruaponasamu (PNGH/
LPH) [5]. Ana sutamepos B, nokasaHa abcopbums 8
KULLEYHUKE MNOCPeACcTBOM NaccMBHOM aAndodysum [6,
7]. BO3MOXHO, CyLlecTByeT TPAHCNOPT BUTaMepoB
B, nmpu nomowy nepeHocymkos TuammHa (THTR),
KOoTopble oTHocATCA K cemelictBam SLC19A2 u SLC19A3
1 GYHKUMOHMPYIOT B KMC/IOM cpee TOHKOTO KMLLEYHMKA
Wi Apyrux TeaHax [8]. Abcopbumsa BuTammHa B,
NOBbLILWAETCA MPU YBEJANYEHUWU YPOBHA TPAHCKPUNLMUM
nepeHocuMKoB (Npu geduunte nupuaokcanbpocoara),
a TaKXKe nof AencTsMem npoTeuMHKMHasbl A. B csoto
ouyepeab, NPY MOBbILLEHUN BHYTPUKIETOYHOIO YPOBHSA
ULAM® HabntogaeTca 3HauMTeNbHOE MHIMbupoBaHue
abcopbuym BUTaMKHa B, KOTOpas Tak»Ke YyBCTBUTE/IbHA
K OeNCTBUIO ANYypeTUKa amunopuaa [7].
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Mocne abcopbunn
KUWeYHnKa  BuTamepbl B
COOTBETCTBYHOLWMMM KMHasamu (PDXK) n
KOHBEPTUPYIOTCA B  nupuaokcanbdochat wuam ¢
TOKOM KpOBW [OCTaBAAKOTCA B NedyeHb. B neuyeHn
TaKxe npoucxoant pedochopunmposaHue "
KOHBEPTUPOBAHWE NUpUAOKCUHPochaTa (PNP) wn
nupuaokcamuHoocdata (PMP) B nupugokcanspocdat
(PLP) nupuaokcuH(amuH)dochatokcngasonn (PNPO).
XOTA [AaHHbIM npouecc MNPOUCXOAUT B OCHOBHOM B
nevyeHn, PNPO akcnpeccupyetca M BO MHOTUX APYrmux
TKaHAX. V13 neyeHn Yyepes cuHyconaHble Kanuanapbl PLP
3KCMOPTUPYETCA B CBA3AHHOM COCTOAHWW C OCTATKOM
nmsunHa 190 anbbymuHa [9].

Ecrm  notpebnenue BuTamepos B, npesbiwaet
Heobxoammblt  ypoBeHb, PLP pedocdopunnpyetca
nupuaokcanspocpotason  (PDXP) wm  oKucnsetca
anbaermgokcnaason  (AOX) [0  NUPUAOKCMHOBOM
kucnotbl (PA). [MoKasaHO TaKMe, 4YTO 3a mnpouecc
oKkucneHua PLmoxkeT oTBeyaTb anbaernanermgporeHasa
(ALDH, EC 1.2.1.4) n nupugoKcanb okcuaasa (PO,
EC 1.2.3.8). MWPMAOKCMHOBAA KUC/OTa BbIBOAUTCA U3
opraHmM3ama ¢ Mo4oi, YTto cocTaBnaeT bonee 90% Bcero
3KCKpeTupyemoro sutammHa B, [10].

MPOHMKHOBEHME Yepe3 KNETOUYHYI MeMbpaHy

KneTkamu TOHKOrO
. pedocdopunupyrotcs

GONbIUMHCTBA  TKAHEW  OCyLecTBAseTCA  NyTem
naccusHowW  AMbdy3MKM,  UCKAOYeHUeM  ABnseTcA
NPOHMKHOBEHME 4Yepe3d MeMbpaHy MWUTOXOHAPUI
M 3putpouuToB, nocne  aedochopuanpoBaHUA
TKaHeHecneuMdUYHbIMU ankanuHpocdatazamm

(ALP) — aKkTOdpEpPMEHTAMM, MPUWNTBIMU K KAETOYHbIM
membpaHam rankodpochatMaNANHO3UTONOM
(bocdornmnuepmnaHbimm  skopamn, GPl Anchors —
glycosylphosphatidylinositol ~ anchors).  Bo3mokHo,
PL npoxoaut Yyepes remaTosHuedanmyeckni
bapbep nocpeactBom obneryeHHon anddysum ¢
MCNONb30BaHMEM MEPEHOCYMKA U  «AENOHUPYETCA»
BHYTPW KJIETOK MO3ra uam cocyaucroro cnaeteHus (CP)
nytem pocdopunnposanuns PDXK [7]. MommMmo neyeHn,
cocyancToe  CneTeHUe  ABAAETCA  €AMHCTBEHHbIM
OpraHom, cnocobHbiM BbICTPO Mobuamsosatb PLP, uto
06DBACHAET ero BbICOKYHO A0/0 B LepebpocnMHanbHOM
*uakoctn (CSF) oTHocuTeNbHO 06LLEro Konu4yecTsa B
opraHusme, KOTopas y YenoBeKa cocTaBnsaeT 38% [11].

MOKasaHO BO3MOXHOe y4yacTMe NepeHOCUYNKOB
B npouecce TpaHcnopta PL BHyTpb MUTOXOHAPWNA,
3pUTPOLMTOB WAM  4Yepe3 remaTosHuedannyeckuii
bapbep y YeNOBEKA, XOTA COOTBETCTBYHOLME BENKu U
KOAMPYIOLWME MX CUMHTE3 TeHbl elle He onpeaenieHbl.
Tem He MeHee, y APOXKIKEN 3a TPAHCMOPT NUPULOKCUHA
yepes UMTONAA3MATUYECKYIO MeMbpaHy oTBevaeT 6esok
Tpnl, BXoAAWMIA B CEMEWCTBO MNYPUH-LUTO3UHOBBIX
nepmeas, a 6enok Mtm1lp oTBevaeT 3a TpaHcnopT PLP B
MUTOXoHApuK [12].

B HEKOTOPbIX KNEeTKax, MOMUMO MeYeHU, BO3SMOMKEH
Katabonmsm PLP po nupuaokcammHdpocdata nog
aevicteBueM ammnHoTpaHcdepasbl (AT), n nocnenyrowmi
obpatHbI npouecc nog Agenctenem PNPO, Tak
Ha3blBAaEMbI  pPeyTUAM3aUMOHHbIM  nyTb  (salvage
pathway) [11].

Volume X, Issue 6, 2022

fomeoctas PLP BHYTpU KneTok

CBobogHaA  BHYTPMKNETOUYHAA  KOHLEHTpauua
PLP nopaep»kuBaetTcA Ha HM3KOM YPOBHE, pPaBHOM
1 MKM, BO u3bexaHMe «HexKenaTeNbHbIX» pPeakuui
anbAerngHoro wauM  KapboHunbHoro crtpecca. Ans
3TOr0 CyLLecCTBYIOT cBA3bIBalolWwme PLP 6enku, Takue
KaK rvMkoreHdochopmnasza B mbllwLax, remornobuH B
3pUTPOLMTAX U aIbbyMUH B Naasme KpoBu [6].

[Jelictene dbepmeHTOB, CUHTE3MPYIOLWMX
PLP, a wmeHHo PDXK wu PNPO wuHrnbupyetca
NPOAYKTOM peakumin. bonee ToOro, MoKasaHo, 4TO
CyllecTByeT cuUCTeMa MepeHoca CUHTE3UPOBAHHOIO
nupuaokcanbdochaTa HenocpeacTBEHHO K LENeBbIM
nupuaokcanbdocdaTaasucumbim pepmentam [11].

B KnetoyHom romeoctase nupuaokcanbdocoata
urpaet ponb cBA3blBalowmMi ero 6enok PROSC,
HapyLweHue GYHKUMI KOTOPOro MPUBOAMT K HAKOMIEHMIO
nupuaokcuHdbocdata BHyTpM KneTok [13].

BHyTpn mutoxoHapuii PLP Toxe npwucyTcTByeT B
cBA3aHHOM ¢ 6enkamn popme: E-PLP — enzyme bound
PLP, E-PMP — enzyme bound PMP, Kyaa oH nocTtynaet

nocpeacTsom nepeHocYMKa MWTOXOHAPUANBHOM
membpaHbl  (MMT) SLC25A39/40 [11]. Cneayet
OTMETUTL NPOCTPAHCTBEHHOE pacnpeneneHue

NPOLECCOB NpeBpalleHMs M TpaHcnopTa BUTaMepoB
B TKaHAX. B 6O/bWMHCTBE C/ly4YaeB A/1a MepeHoca
AedocdopunmposaHHo dopmbl  BUTammMHa B, HeT
0cob0ro nepeHocYMKa. 3170 6e3ycNoBHO AenaeT BecbMa
NepcneKkTMBHbIM UCMO/b30BaHWE AAaHHOMO KodepmeHTa
B KayecTBe aKTMBHOMO KOMMOHEHTA JIeKapCTBEHHOM
dopmbl. OCHOBHbIE MYTW TPAHCMOPTA U METABONNYECKMX
npespaLyeHnin BUTaMepos B, nokasaHbl Ha pUCyHKe 2.

PeaKUMOHHbIe CBOICTBa BUTAMUHA B,

Bce nepeuncneHHble ganee peakUMOHHbIE CBOMCTBA
nupuaokcanbdochaTa NPOABNAOTCA TONbKO B COCTaBe
cooTBeTcTByloWero pepmenTa [14]. B cocTosaHMM nokosn
PLP KoBaneHTHO cBasaHa c ¢epmeHTOoM (Puc. 3). Mpwm
3TOM anbAerngHaa rpynna nupuaokcanbdocdata u
€-aMMHOrpynna ocTaTka /M3MHa B aKTUBHOM caliTe
depmeHTa popmMmunpyoT ocHoBaHue LLndoa.

Takoe CcOCTOfHME HOCWUT HasBaHWe BHYTPEHHEro
anbgmmuHa (Internal aldimine). CesasbiBaHMe cybcTpaTa
¢ depmMeHTOM NPUBOAUT K 3aMELLLEHWNIO E-aMUHOTPYNMbI
ocTaTKa /M3MHA aMWHOrpynmnon cybcrpata, npouecc
Ha3blBaeTCcA TpaHCa/NbAUMMHAUMEN, @ MPOAYKT HOCUT
Ha3BaHMe cybcTpakT-PLP. 3To cocToAHMe HasbiBaeTcA
BHELWHUM anbgummHom (External aldimine). CoctosHue,
dopmumpytoLLeecs nocne paspbiBa OLHOM U3 Tpex cBA3ei
0-yr/IepofiHOro aToma cybcTpaTa, ABNAETCA NepexoaHbIM
M HasblBaeTca xMHoHoua (Quinonoid). OTpbiB NpoTOHa
H* oT a-yrnepogHoro atoma cybctpaTa cooTBeTCTBYET
peakuMam  TpaHCaMWHaUMK,  B-3AMMUHALMKM UK
pauemusaumm, oTpbiB KapboKcunbHoW rpynnbl COO™ —
OEeKapboKCMAMpPOBaHUIO, a OTpbIB BoKoBOW Uenn R —
peTpoanbAoNbLHOMY FMAPOAN3Y (pacwenneHuio). B xoae
peakuuit PLP BbICTyNaeT B po/iv aKLEenTopa 3/1eKTPOHOB,
CTabunusmnpys KapbaHuoH. Ctabmamsaumsa BO3MOXKHA

6narogapa  nepepacnpegeneHnio  oTpULATENbHOro
3apAga BHYTPU CUCTEMbl TI-CBA3eW, 0Opa3oBaHHOM
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ocHoBaHuem LUudda v nupuanHosbiMm Konbuom PLP.
Mpwu sTom HeobxoanMmo, 4To6bI COOTBETCTBYIOLLAA CBA3b
6blna pacnofoXeHa NepneHANKYAAPHO NMMPUANHOBOMY
Konbuy PLP, a cooTtBeTcTBylOWME p-0pbUTann bGbian
napansienbHbl. 9TO JaeT BO3MOKHOCTb OTpULATE/IbHOMY
3apagy oa-yrnepogHoro atoma cybctpata Haubonee
ONTMMasbHO CTabWUNM3NPOBaTbCA BHYTPU CUCTEMBI
T-cBAsen [15].

Hapagy ¢ yKasaHHbIMW Bbllle CBOMCTBAMW MOKHO
OTMeTUTb yyacTne PLP B cucTeme aHTMOKCUAAHTHOM
3alMTbl. 33 CYET BbICOKOM peakLMOHHOW CnocobHOCTM
PLP xapaKTepun3yeTca3HauMTeIbHOM CKOPOCTbIO ralleHums
102, conoctaBMmon ¢ aeicremem sButammnHos C 1 E [16].
Kpome TOro, anbaerniHbiii Butamep B, Heobxosum
ana obecneyeHua CcUHTE3a [NYTAaTUOHA, MOCKONbKY
PLP-3aBucMmble depMeHTbl CUHTE3MPYIOT OKono 50%
LMCTEMHA, OOHOTO M3 COCTaBHbIX KOMMOHEHTOB 3TOrO
Ba)KHeMLWero aHTMoKcnaaHTa [17].

CyTouHas NnoTpebHOCTb B BUTAMUHE B,

CytouHaa notpebHOCTb B BUTaMMHe B [0BONBHO
CUNbHO PA3HUTCA B 3aBMCMMOCTM OT COCTOAHMSA
naumMeHTa, Bo3pacta M nona (tabn. 1). MpuumHomn

OAPMALNA N

OAPMAKOJIOIMA

pasnnumMii  CyTOYHOM noTpebHOCTM B BUTaMUHE
B, MOXHO C MOMHOM YBEPEHHOCTbIO  CYWTaTb

WHOMBUAYA/IbHYIO BapUMATUBHOCTb B COAEPXKAHUU U
AKTUBHOCTM GpEPMEHTOB, UCNO/Ib3YIOLLMX Er0 B KaYecTee
cybcTpaTa uam KodakTopa, a TaKKe YBENMYEHHbIM NOTOK
notpebnenus B, Bo Bpems 6epemeHHocTu [18], rpyaHoro
BCKapMMBaHUA [19] M npu BO3PaCTHbIX U3SMEHEHUAX.

MNotpebneHne BUTaMMHa B, mMoxeT BapbupoBaTbCA
B 3aBMCMMOCTM OT BO3pacTa naumeHToB. HeaasHee
K/MHMYEecKoe nccnegoBaHue KO/IMYECTBEHHOTO
cofepKaHua BuTamepos B6 B KpoBM npu npueme
BHyTpb [20], nokasano, 4TOo B CTapllel BO3PaACTHOWM
rpynne (70,1+2,7 net, 10 myxumMH M 10 KeHLMH)
Hab/lOOAETCA CHUMKEHHbIM YPOBEHb MUPUOOKCUMHA U
nupuaokcanbdochata B Naasme KposW, HO NOBbILIEHHDIN
YPOBEHb MUPUAOKCMHOBOW KUCNOTbI, NO CPABHEHWUIO C
OaHHbIMM MA1aaLleit Bo3pacTHoM rpynnbl (24,2+2,8 roaa,
10 my»KUmH 1 10 XKeHLWmH). ObLLee KONNYECTBO NPUHATBIX
BUTamMepoB B_ COOTBETCTBOBAsO pPEKOMEHAOBAHHOW
MeamumMHCKON WKonoi fapsapga CyTouHOM noTpebHoCTM:
1,3 mr ans oboumx NonoB B MaagLLein Bo3pacTHOM rpynne;
1,5 Mrn 1,7 Mr Ana *eHLWMH N My>KYMH, COOTBETCTBEHHO,
B CTapLLen BO3pacTHOM rpynne.

HO 0 H H,N
?H ?H ?H
HO~ _~ o—r|>—o HO~ _~ o—r|>:o . HO~ _~ o—Fll—o
oH ———» TR m— OH
N PNPO X PNPO N
H,C N FMN H,C N FMN H,C N
nupunaokcmHpocdat nupuaokcanbpocdat nupuaokcammuHdocopar
ALP
PDXP PDXK Mg*,zn* PDXK PDXP PDXK
Mg? Mg?, Zn?, Mg?, Zn?, Mg?* Mg*, Zn*,
PDXP
Co?*, Mn* Mg? Co*, Mn?* Co*, Mn*
HO 0 H H,N
HO~_~ OH HO~__~ OH HO~ _~ OH
NS N N
H,C N H,C N H,C N
NMUPUAOKCUH nupuaoKcaab NMUPNAOKCaMUH
AOX
PNGH [2Fe-2S] knacmepeol,
- FAD, Mo-MPT
OH
HO (0] OH
OH
HO 00 OH HO OH
-~ | CH,OH -~
NS NS
H,C N H,C N
NMUPUAOOKCUH NMMPUAOKCUHOBAA
rMKo3nag KUCNnoTa

PucyHok 1 — BsaumHoe npespalleHne Tpex BuTamepos B,

MpumeyaHue: B cocTaBe MeTaboNNYECKUX MPOLLECCOB KIETOK YHaCTBYHOT TPM BO3MOXKHbIE pOPMbI, KOTOPbIE NPeACTaBAAT CObOM cnupT
(nupuaokeuH, pyridoxine, PN), amuH (nupuaokcamuH, pyridoxamine, PM) u anbaerug, (nvpugokcans, pyridoxal, PL). Kaxkabiii n3 sutamepos
MOKET HaxoauTbes B pocdhopunmposBaHHoi popme: nupuaokcuHdocdar (pyridoxine 5'-phosphate, PNP), nupuaokcamundocdar (pyridoxamine
5’-phosphate, PMP) u nupuaokcanbdocdart (pyridoxal 5-phosphate, PLP), cooTBeTcTBeHHO [4]. B cnyyae cnupToBOro BUTamepa BO3MOXKHO
CYLLLECTBOBAHME U IIMKO3UANPOBAHHOW GOPMbI: MUPUAOKCUHTAMKO3UA, (pyridoxine-5'-B-D-glucoside, PNG) [5].
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PucyHoK 2 — OcHOBHbIe NYTW TPAHCMNOPTa M TKAHEBOro pacnpejeneHuns BUTamepos B,

O-
AN
2.0,P0 oS
= =
NTTS N
H H
BHYTpPEHHUI aNnbaANMUH BHeLWHUI anbANMUH XuHoHoua,

PucyHok 3 — 0606wweHHOe npeacTaBieHne cocToAHU PLP B cocTaBe aKTMBHOrO LieHTpa 6enkKa c yyuetom
nepexoaa BHYTPEHHEro abgMMUHA BO BHELWHMIA C Nocneayowmm ¢opMUpoBaHMEM XMHOHOMAA
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Tabnuua 1 — PekomeHayemas cyTouyHas notpe6Hoctb (PCIM) B BUTaMmuHe B,, npeanaraemasn
EBponeiicKum areHTCTBOM No 6e30nacHOCTU NPOAYKTOB NUTAHUA, B COOTBETCTBUU
C onpepeneHHbIM }KU3HEeHHbIM 3Tanom (no aaHHbim Ali M.A. u coasrT., 2022, [19])

3HauMmble npoLecchbl

3Tan XM3HU PCI, mr S A LA CumnTombl gedunumnta
HosopoxaeHHble 0—6 mecaues 0,1 KM3HEeHHO BaXKeH Ana pocTa, pa3BuTMA U Habopa Oedunumnt moxket
7-12 mecaues 0,3 Beca. MoXu3HeHHan Tepanus HeobxoaMma npuBeECTU K
HOBOPOXAEHHbBIM C BPOXKAEHHOW HEAOCTAaTOYHOCTbID  BO3HUMKHOBEHMIO
rnyTamataekapbokcunaasol. PE3UCTEHTHBIX K
[etun 1-3 roga 0,5-0,6 Tpebyetca gna 6UocMHTE3a TUMUAMHA U CTAHOBAEHUA Tepanuu NoMMOPOHbIX
4-9 net 0,6 MMMYHUTETA. npunazKos.
NMoapocTkn [eBoyku 1-1,2 dddeKTnBEH NpU Tepanmnm CMMNToOMax NoOBeAEHYECKMX
Manbymkn 1-1,3 PacCTPOMCTB, aCCOLMMPOBAHHBIX C ayTU3MOM,
TMNepPaKTUBHOCTLIO U LUM30DPEHMEN.
AZBIOBAHT K NPOTMBO3NUAENTUYECKMM NpenapaTam.
Oka3sblBaeT 61aronpuaTHbIN 3pdEKT Ha cTpeccoBoe
COCTOAHME, CONPOBOXKAAtOLLLEee NybepTaTHbIN Nepuoa,
B3pocnble My»K4nHbI 1,3 YpesBblyaliHO 3 PeKTUBEH NPOTMB KOMIOpPEKTanbHOro  MuKpouuTapas
paKa y B3pOC/bIX MYXKUYUH. r'MNOXPOMHAA aHeMUS,
CHUYKaeT ypoBEeHb X0J1ecTepo/ia B N1a3sme KpoBHu. numboneHua, cygoporu.
KeHLWnHbI
He 1,3 Heobxoaum ana metabonmsma sctporeHoB. MokasaH
b6epemeHHble MKEHLLMHAM C KUCTaMW MOJIOYHbIX XKenes.
dddekTnBeH Bo Bpema NMMC.
BepemeHHble 5,5-7,6 CraHoBneHue bepemeHHOCTH, NpodUNaKTUKa Mmnepemesnc
HeBbIHALLMBaHUA. bepemMeHHbIX, aHemus,
KoppeKuua npoasaeHnin runepemesnca 6epemeHHbIX. TOWHOTA, PBOTA,
Heobxoanm ansa cuHTe3a rema n nopdUpPKUHa, a TaKKe CamMoMNpOoU3BOJIbHbIE
Hagnexxallen aKCnayaTauum xKenesa spuTpoLnTammn.  BbIKUAbILIN.
MNopaepyaHme HaTaIbHOrO M MOCTHATa/IbHOTO
pa3BUTUA B Npeaesax HOpMbl.
Kopmawme 5,5-7,6 To Xe, YTo U B NpeablayLemM NyHKTe. To »Ke,yTO U B
MNepenaabl HacTpoeHMA. YMeHbLUEHNE PUCKA aHEMUW. NpeapblayLiem NyHKTe.
MNoxunble 0,5-1,7 CHuMKeHuMe puUcKa NpoABAEHUA CUHAPOMA Oedununt moxer

pa3apaskeHHOro KULLEYHMKaA.

BbI3biBaTb CUHAPOM
pasfpax}eHHoro
KNWeYyHuKa.

Tabnuua 2 — MexaHu3Mmbl, NpUBOAALLME K HapyleHUto GyHKuMiA PLP-3aBucumMbIX pepmMeHTOB
1 bopmupyloLme B Noc/ieaytowem KAMHUYecKue nan 6MoXMmmuyeckme HapyLieHus

KnuHuueckune n/vnam

b1oxMmmnyeckme npoAaBeHnA

PLP-3aBucKMble GepMeHTbI,

CBA3aHHblIE€ C KAIMHNYECKUMU M/M}'IM

o MexaHu3m CcbInkn
HapyLleHnin meTabonmsma B6MOXMMNYECKUMU NPOABNEHUAMM
BUTaMWHa B, HapyLeHui
3nunencusa AMuUHOTpaHcdepasa pa3BeTBAEHHbIX WMHrMbUpoBaHWe cMHTE3a ryTamaTta B [24]
(Seizures) aMUHOKKUCNOT MO3re 33 CYET HapyLeHUs TPaHCAaMUHAL MU
(Branched-chain amino acid AMUHOKMUC/IOT C pPa3BeTB/IEHHOM LEenbio
aminotransferase, BCAT1 + 2; Ba/IMHA, NellMHa, N3onenLmnHa n
EC2.6.1.42) O-KeTornyTapaTa 0 COOTBETCTBYOLLEN
0-KETOKUCNOTbI U FIyTamara.
InyTamataekapbokcunasa HapyweHue perynaumm B3aMmHoOro [25]
(Glutamate decarboxylase, GAD; EC  npeBpateHua TAMK/ryTamarta
4.1.1.15) n, cnefoBaTenbHo, HeMPOHHOM
BO30OYAMMOCTH, B CBA3W C MHTMBUPOBaHUEM
TAMK-TpaHcamuHasa 0OHOrO M3 NPOLLECCOB: CUHTE3a
(GABA-transaminase, GABA-T; EC TOPMO3HOro Helipomeamatopa TAMK
2.6.1.19) TpaHCAaMUHUPOBaAHUEM O-KeTornyTapaTa
00 rnyTamaTa (Bo3bykaatoLwero
HellpomeamnaTopa), KOTOPbIN, B CBOKO o4yepesb
Aekapbokcuanpyetca 06patHo go FrAMK.
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KnuHunyeckme n/vnn
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PLP-3aBucuMble HepMEHTDI,
CBA3aHHbIE C KIMHUYECKUMU U/Unn

> MexaHuzm Ccblnku
HapyLleHnin meTabonnsma BMOXMMMNYECKUMU NPOABAEHUAMM
BUTaMWHa B, HapyLeHui
TMnoTeHsusn, ABUraTebHble [ekapboKcmnaza apomaTUHECKUX MNHrmburpoBaHue Katanmsa GpuHanbHOM [26]
paccTpoicTea (napanauny B3opa, aMMHOKUCAOT CTaguu CUHTE3a AopaMUHA U CEPOTOHUHA
OUCTOHUA, TMMOKMHE3NSA), (Aromatic L-amino acid 1, B NOCNeACTBUM, HOpanuHeppuHa U
BEreTococyAncTas AMCToHUA decarboxylase, AADC; EC 4.1.1.28) anMHeppuHa.
JedekTbl Heliponepegauu, L-cepuH pauemasa NHrnbumposaHue KaTanmsa peakumm [27]
CMHanNToreHesa, (Serine racemase, SRR; EC5.1.1.18)  pauemwusaumm L-cepuHa B D-cepuH,
LONTOBPEeMeHHOoM BaKHeWLLIero Ko-aroHucTa pewenTtopa
noTeHUMaLumMm CUHaNTUYECKom N-meTnn-D-acnaptata (NMDA-R) ¢
nepeaayu, passutna LHC n nocieayoWmnm HapyleHnem eyHKumi LHC.
9KCAUTOTOKCUYHOCTb
AHEMMA N NaKToaunao3 CWHTa3a genbTa-aMMHONEBYIMHOBOW HapyleHue cuHTesa rema u Fe-S-knactepos. [28, 29]
KUCNOTbI
(A-Aminolevulinic acid synthase,
ALAS1 +2; EC2.3.1.37)
UuncrenHpecynbdypasa
(Cysteine desulfurase, NFS1; EC
2.8.1.7)
fmnornukemus AcnapTatamuHoTpaHcdepasa HapyweHue paboTbl manaT-acnapTaTHOro [6, 30,

(Aspartate transaminase, AST
mnu Glutamate oxaloacetate
transaminase, GOT; EC 2.6.1.1)

AnaHMHamuHOTpaHcdepasa
(Alanine transaminase, ALT nau GPT;
EC2.6.1.2)

L-cepuHaernapartasa

(I-Serine dehydratase, SDH, xoTta
BRENDA paet 60nee TouHoe
Ha3BaHMe L-serine ammonia-lyase,
SDS; EC 4.3.1.17)

Ye/IHOYHOIo MexaHU3ma npu UHrMbmupoBaHum 31]
acnapTatamuHoTpaHcdepasbl;
MHIMBUpPOBaHME CUHTE3a NMpPyBaTa
aNlaHMHAMMHOTpPaHcdepason u
L-cepuHHernapartason.

PacnpeneneHne MHOrMx ammHoTpaHcdepas
B TKAHAX UCMNONb3YeTCcA NPU AMArHOCTUKE UX
noBpexaeHui. Tak, NoBbllWEHWe KoAnYecTsa
YKa3aHHbIX aMMHOTpaHchepas B naasme
KPOBU ABNAETCA NPU3HAKOM HapyLleHUs
paboTbl NeyYeHu.

InukoreHdocdopunasa (mbiw, InukoreHdochopunasa Katannsmnpyet [32]
neuyexu, mosra) (Glycogen OZMH M3 3TAnoB INOKOHeoreHesa. lepuumt
phosphorylase, GP, EC 2.4.1.1) BUTaMuHa B, BeAeT K HEBO3MOMHOCTH
MobMAN3aUUKM SOCTaTOYHOTO KOIMYeCTBa
T/IIOKO3bl U3 3aMaCeHHOT0 B NeYeH!
rAVKoreHa.
fMnepammoHunemms, rupatHas  OpHUTUHaMUHOTpaHchepasa Oednunt opHUTMH amnHOTpaHchepasbl [33]
atpodus (Ornithine aminotransferase, OAT, EC xapakTepusyeTca yBe/MyeHuem
2.6.1.13) KOHUEHTPaLMN OPHUTUHA B KPOBM U MoYe
1 COMPOBOXAAETCA NPOrpeccupytoLLei
nereHepaumen cocyamcTot 060104KM U
PEeTUHbI I1a3 U rMnepaMmmoHnemmnei.
M3meHeHWe KoanyecTsa CepuHrngpokcumeTuntTpaHcdepasa [aHHble depmeHTbl HeobXoaMMbI Ans [11, 34]
CepwHa, TPeOHMHa U (Serine hydroxymethyltransferase, 61ocuHTe3a 1 KatabosiMama cepuHa,
rMULMHA B NNa3Me KPOBU U SHMT; EC 2.1.2.1) TPEOHWHA U MULMHA. 3HAYUTENbHbIN
CMUHHOMO3roBoOM KNOKOCTH rnmuMHAerMAporeHaaa ,Cl,ed)MLI,MT BUTaMWUHA B6 npnBoaUT K
(Glycine dehydrogenase, GLDC; EC NOBbILEHNIO KOHLLEHTPALMI YKa3aHHbIX
1.4.4.2) AMWHOKMCIOT B N1a3Me KPOBU U
CepwH/TpeoHnHAe3aMMHa3a CMUHHOMO3TOBOW XUAKOCTH.
(Serine/threonine deaminase, SDS;
EC4.3.1.17)
docpoceprHammHoTpaHcdepasa
(Phosphoserine aminotransferase,
PSAT1; EC 2.6.1.52)
InuumHaueTunTpaHcoepasa
(Glycine C-acetyltransferase, GCAT;
EC2.3.1.29)
MNoBbiWweHWe ypoBHA KnHypeHuHasa HapyweHune metabonnsma TpuntodaHa. [35]
KCaHTYPEHOBOW KUCNOTbI (Kynureninase, KYNU; EC 3.7.1.3)
B MoYe KnHypeHnHammHoTpaHcdepasa
(Kynurenine aminotransferase, KYAT1
& 2;EC2.6.1.7)
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OAPMALINA N
OAPMAKOJIOT A

eHue KaTabonmsma TpuntodaHa
ILIEHME YPOBHA KUHUHYPEHUHOBOW
HTYPEHWMHOBOW KUCAOT

CHUKeHMe CKopoCTM aaunoreHesa
[NoBblLEeHMe YPOBHA roMoLMCTENHA
MoHukeHue yposHA MHKK

AEGULMUT B,

Hakonnenue KMr u A¢>

ANABET

MoBbILWEHME aKTUBHOCTK
NYPUAOKCANb3aBUCUMbIX GEPMEHTOB
Mobunumsauma nupuaoKkcanbdocopara
B OYarax BocnasjaeHus

PucyHoK 4 — Cxema B3aMMHOFO B/IMAHUA NPOLLECCOB, NPUBOAALUNX K AepUumnTy BUTamMHUHa B,
n popmmupoBaHuio caxapHoro guaberta

Bpema MaKCMManbHOW KOHLEHTpauumM NupuaoKcans
B NNasme KPOBM nocne npuema sutamvHa B, B popme
NUPUAOKCMHA TMAPOXNI0PUAA B GapMaKOKMHETUYECKMX
uccnefoBaHuAxX coctagnser 1 4, B TO Bpemsa Kak
Ana  nupuaoKkcanbdpocdata BpemA  MaKCMMaANbHOM
KOHUeHTpauun pocturaet 10 4 [10], u oTpakaer
Bpems, Heobxognumoe ana metabonnsama nNMpUAoOKcans
KNeTKaMu NeYyeHu.

Or 40% po 60% Bcero noTpebnsemoro
BUTaMMHa B, 3KckpeTupyetcs ¢ modon [10]. Mo
AAHHBIM  KNMHWUYECKOTO UCCNefoBaHUA Yy  Maaawen
BO3PacTHOM rpynnbl HabnoaaeTca 60blas 3KCKpeuus
NUPUAOKCMHA C MOYOM NO CPABHEHWUIO CO CTapLUeln,
nocne eagUHNUYHOIO NPUema BUTaMMHHO-MUHEPAIbHOTO
KOMMJEKCa M 3aBTpaKa. Mpy 3TOM 3aMeTHOMN pasHULLbI
B YPOBHE 3KCKPeLuu ¢ MOYOMN ApYyrux BuTamepos By
OaHHbIX BO3PACTHbIX rpynn He Habnwgaertcsa [20]. Yto
YKa3blBaeT Ha 60/bwyto BMONOrMYECKYHO AOCTYNHOCTb
NUPUOOKCUHA ANAa  Nlogen  cTapwen  BO3pacTHOM
rpynnbl.

Deduvuut BuTammHa B,

Jednumnt TonbKO NMWb BUTaMMHA B, BCTpeyaeTcs
peaKo B pa3BMBatOLMXCA CTPAHaX, XOTA HU3KUIN YPOBEHb
UMPKYAMpylOWEero B KpoBu PLP oTmevaerca npwu
NPUMEHEHUU OPaNbHbIX KOHTPALENTUBOB U HEKOTOPbIX
APYrMX NEeKapCTBEHHbIX CPeACTB, MPU  KYPEeHUU U
afkoronusme, uenvakum u puabete [4]. HecmoTtps
Ha TMOHWXKEHHYD BMOAOCTYMHOCTb  PACTUTE/IbHbIX
BuTamepos B (npeobnagaHue NMPUAOKCUMHIINMKO3NAA)
OTHOCUTE/IbHO BUTaMEPOB U3 KMBOTHON NULN, Y
L, NPUAEPNKMBAIOLLMXCA BereTapuaHcTea, gedvumt
OaHHOro BUTaMUHA He Habntogaetca [21].

C BUOXMMMYECKOM TOUKN 3PEHUA, BUTAMUHbI TPYMMbl
B MMeEIOT YeTKylo B3aMMOCBA3b, MIPas 3HAUYUTENIbHYIO
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POJib B KNtOUEBbIX MeTaboIMYeCKUX MyTAX YEeI0BEYECKOTO
opraHmama. CoyeTaHHbIA C APYrMMM  BUTAMUHAMMU
AeduumnT B, MMeeT 1 Apyrue KNMHUYECKUE NPOABAEHNA.
Hanpumep, nposiBneHve nennarpbl 06bIMHO BbI3BAHO
AedMUMTOM MUPUAOKCUMHA, HMauMHA M pubodnasuHa
[22]. KnuHuueckme n/vnn Buoxmmmyeckme npoasieHun
HapylweHWin meTaboamsma BUTamMMHa B, xapakTepusytotca
UHrMbumposaHnem dyHKUMA PLP-3aBUCHMbIX pepmeHTOB,
M MOTyT BbITb 3adUKCUPOBaHbI MPU U3MEPEHMM YPOBHEN
KOHUEHTPALUMKN  COOTBETCTBYIOWMX  MeTabosnToB B
naasme KpoBW, MOYe WAU CMUHHOMO3TOBOWM KUAKOCTU
[6, 23] (Tabn. 2).

M3 npeactaBneHHon Tabnuubl No 2 oyeBMAHO,
yTo PLP  TecHeMwum  obpasom  cBA3aH C
meTabonmMsmMom HerpomeamaTopoB W COCTOSIHUEM
LUHC. N3meHeHMe B3aMMHOrO npespaLLeHma
TAMK, ravumMHa W r1yTaMUMHOBOW KWUC/IOTbl  MOMKET
npuBOAUTL K AucbanaHcy npoueccoB BO3OYKAeHMA
M TOPMOXKeHUA B HelpoHax [36]. Mpu 3Tom npouecc
cuHtesda PLP  asnaetca ATP-3aBMCMMbIM, 4TO, B
CBOIO o4epeapb, TpebyeT 3HepreTMYeckux 3aTpaT MU
aKTMBALMM  MWUTOXOHAPUANBHOTO  OKUCAUTE/IbHOTO
dochopunmpoBaHmMa B HEMpOHax W  acTpouumTax.
YBennyeHve  cogeprkaHua PLP,  akTusupyowee
MUUMHAErMAPOreHasy, KoTopaa fBAAETCA  4YacTbio
CUCTEMBI PacleneHnsa MMLMHA, YTO NPUBELET K ero
CHUXEHWUIO B MJ1Ia3mMe M CMMHHOMO3FOBOWM KMAKOCTU
M, BO3MOXHO, TNOBAMAET HA MUKPOLMUPKYAALMUIO
[37] n cHabXeHWe HepBHOW TKaHW K/OYEBbIMU
meTabonmMTamm, B YaCTHOCTM rtoKo3oi [38, 39].

KnuHunueckue nposasneHusa gepuuymrta

BUTaMuHa B,

KodakTopamy METMOHMHOBOTO UMKAA M UMKAA
TPMKAPBOHOBbLIX KUCAOT ABAAlOTCA TuamuH (B) w
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nupnaokeuH (B,). HapylweHne MeTMOHMHOBOrO LMK/A
acCoOUMMPOBAHO C  PACCTPOMCTBOM  KOFHUTUBHbIX
OYHKLUMIA M CONPOBOMAAETCA HU3KUMWU  YPOBHAMM
nupugokenHa  (B,) u  kobanammua (B). Mostomy
COBMECTHbI  MpMemM  TWaMMHA, MUPUAOKCUHA U
KobanamuHa, Qgaxe 6e3 [JoKasaHHoro gaeduumTta
OLHOTO M3 HUX, MOXKET YNYULLUUTb KIMHUYECKYIO KapTUHY
npv HEeMponaTMM, HAPYLUEHUM MOTOPHbIX GYHKLMNA,
HOLMLLENTUBHOM N HeliponaTtuyeckoit 6onum [40].

MeTtabonnsm romoumucTenHa 3aBUCUT ot
HECKO/IbKMX KOQaKToOpoB, B uucie KoTopbix PLP
(By), donat (B;) n robanammuu (B,,). WUx HegocTaTok
NPUBOAUT K HaKoMneHutio romoumctemHa [41]. Ero
M36bITOK — rMNEProMmoLUCTENHEMUA — ABNAAETCA OAHOM
M3 CTagui pPasBUTMA MOBbLILEHHON CBEPTbIBAEMOCTU
KpoBH, COMPOBOXKAAEMOM ULEMNYECKMMMU
LepebpoBackyNAPHbIMU U CEPAEYHO-COCYAMUCTbIMM
paccTponCTBaMM, a TaKKe ABNSAETCA OAHOW M3 NPUYMH
MmurpeHn [42].

Oednumnt BuTammHa B, MmeeT npsamyto B3aMMOCBA3b
C pa3BuTMEM rMnepToHmu [43] 1 NOBbIWEHHBIM PUCKOM
CepAEeYHO-COCYAMNCTbIX 3aboneBaHui, WHCYNbTa
M BeHo3Horo Tpombosa [44]. [Mpu cucTEMHOM
BOCMaZieHWM,  COMPOBOXAAIOWEMCA  MOBbILEHHbIM
ypoBHEM C-peaKTnBHOro 6enka, U3MeHeHue
nupuaokcanbdochata B NAA3ME  KPOBU  CAYKUT
MEeTOAO0M AMArHOCTMKMN MHdapKTa M1okapaa [4].

Husknii yposeHb BuTammHa B, oTmevaetca npu
HEKOTOPbIX BWAAX pPaKa: paka XenyaouyKoB MO3ra,
KOJIOPEKTANbHOIO PaKa, paka /Ierkux, rpyanm u mnoudek.
MoBbllweHWe ypoBHA Nupuaokcanbdochata B naasme
KPOBM MaLMEHTOB C pPAKOM MOYEeK CBA3bIBAOT C
NOHWMKEHWEM YPOBHA cmepTHOCTM [10].

Hepgocratok BuTammuHa B, Habniogaetca npu
pPEBMATOMAHOM  apTpuTe, MpUYEeM €ro  YpOBEHb
B N/sasme 06paTHO MNPOMNOPUMOHANEH  TAXKECTU
3aboneBaHua. [puMmeyvaTenbHO, YTO MPU  HU3KOM
ypoBHe nupuaokcanbdochata B MNAasme Kposu Y
TaKWUX NaLMeHTOB HabatofaeTcA HOpMasibHbIM YPOBEHb
apuTpouuTapHoro PLP. 9ToT ¢eHomeH He obbAcHAeTCA
HU3KMM noTpebneHnem BuTamepos B, BPOXKAEHHbIMM
Aedektamn metabonmnsma B, uam ero geduumtom. Ha
MOZeNAX KPbIC HU3KMI ypoBeHb Nupuaokcanbdocohata
B M1a3Me KPOBW COOTBETCTBYET €ro HU3KOMY YPOBHIO B
neyeHu, B TO BPEMSA KaK KONMYECTBO JaHHOIO KodaKTopa
B MblwuUax, obnagalowmx HambonbWMM  Nya0M
BUTaMMHa B, B opraHusme, octaBanoch 6e3 nsmeHeHui.
MosblleHne ypoBHA KaTabosn3ma BUTamuHa B, Takxe
He Hab/o4aN0Ch HU Y KPbIC, HU Y YesoBeKa, TaK Kak
3KCKpeLMAa C MOYOW MPUPUAOKCMHOBOMN KUCNOTbI He
6blna nosblweHa [45].

CBA3aHHble c aedvumtom NUPUAOKCHMHA
CYAOPOXKHbIE PACCTPOMCTBA (3NMNENTUYECKME SNU30AbI)
ABNAOTCA OAHUMM U3 NEPBbIX ONMUCAHHbIX FTEHETUYECKMX
paccTpoiicte [46]. KAunHW4Yeckue nposBAEHMA MOTYT
HabntoaaTbea yxKe B nepBble 24—48 4 nocne poXKAEHUS,
B OTAENbHbIX CUTyaLMsaX 3NUAENTUYECKMEe 3nuM304bl

Volume X, Issue 6, 2022

3aMeyeHbl U B NepuHaTabHbIA Nepuos, HepeaKkumu
ABNAIOTCA M CAydyam  nposAsieHua  3abonesaHus
CnycTa MecsAubl U rogbl nocne poxaeHua. B nerkoit
dbopme  TakMe  paAcCTPOMCTBA  COMPOBONKAAMOTCA
ypesmepHoW BO3OYAMMOCTbIO, PA3LPAXKUTENBHOCTbIO,
APOXKbIO, HEHOPMa/bHbIM naayem, YyacTbiMu
B34parMBaHUAMKU  MPU  pPeakuMm Ha  3BYK WM
npuvKocHoBeHWe. bonee cepbesHble  KAMHUYECKME
NPOABMEHUA  CYAOPOXKHbIX  PACCTPOMCTB  OBObIYHO
conpoBoXAaatoTcA 3sHuedanonatnelt, Kotopasa ckopee
ABNAETCA NpPefLWecTBYIOWEN 3NUAencum, Hexenn ee
CNenCTBMEM, M CUCTEMHBIMUN HAPYLUEHUAMMU: TUMep- UK
rmnoTepmMmuen, B34yTMeM KMBOTA, PBOTOM (BO3MOXKHO, C
NPUMECAMM KeNuu), renatomeranmven, 3aTpyLHEHHbIM
AbIXaHMEM C TMNOoKcemuen n meTabonnyeckuii aunaos.
MONOXKUTENbHYIO AUHAMMKY AaeT Tepanua BbICOKMMM
A03aMK1 BUTaMMHa B, NpeAnoyTUTeNbHO BHYTPUBEHHO,
AW OpanbHO, B C/Aydae bonee cTapluiero BO3PacTa,
XOTA OMWCaH C/ayyalt TPaHCOYKKaNbHOTO MPMMEHeHUs
pacTBOpa NUPUAOKCMHA KopMmsALLein maTepbto [47].

B page cnyyaes guduumt PLP moxeT npmBoanTb
K 3MMNEnTUYeCKMM  paccTpomcTBam. [MPUOOKCUH-
3aBUCMMaA  3MMAENCUMA  4acTo  COMPOBOXAAETCA
3a[leP)KKOM  YMCTBEHHOrO  passButMa U Tpebyet
He3amea/MTeNIbHOW  Tepanuu,  KoTopas  AOJXKHa
BKNIOYATb B ce6A He TONIbKO NUPUAOKCKH, HO U Apyrue
NeKapCTBEHHblE CPeACTBa, MNOCKOMbKY Jfiexaline B
OCHOBE 33ZeP*KKM YMCTBEHHOIO Pa3BUTUA MeEXaHU3MbI
YHUKanbHbl. [eNCTBUTENIbHO, pa3fivyHble  MyTaLuu
reHOB BeAyT K HAKOMJEHUIO pasHbiX PeaKTUBHbIX
KOMMNoHeHTOoB: MyTauum ALDH7A n MOCS2 - K
HaKoMN/AEeHUIo 0-aMWHOoagMnaT-6-nonyanbaernaa
(a-aminoadipic semialdehyde, AASA) 1 L-Al-nunepuanH-
6-kapbokcunata (L-Al-piperideine-6-carboxylate, P6C),
a mytauma ALDH4Al - y-rayTamumanonyanbgernga
(y-glutamyl semialdehyde, GGSA) u L-Al-nupponuH-
5-kapbokcunata (L-Al-pyrroline-5-carboxylate, P5C)
[48]. [OaHHble KOMMOHEHTbl ABAAlOTCA Haubonee
naToreHHbIMM GaKTOpamu B MPOABAEHUN 33aLEPHKKM
YMCTBEHHOrO Pa3BUTUA, T.K. HAKAMAMBAIOTCA B TKAHAX
MO3ra U UX KOIMYECTBO He 0653aTe/IbHO CHUMKAETCA MpK
Tepanuu NMpuaoKkcmHom [49].

bnarogapa cesoum anbgerngHoim rpynnam, AASA un
GGSA moryT HedpepmMeHTaTMBHO B3aMMOAENCTBOBATb C
I7IYTaTUOHOM W APYrMMW KIKOUEBBIMM MAKPOMOEKYIaMM
OpraHMama W W3MeHATb WX PYHKUMOHaNbHOCTL. K
3TMM MaKpomonekynam oTHocatca AHK, PHK, 6enku
n docoonmnuabl, a TakxKe copepKalme —SH-rpynnbl
MOJNIEKYNbl. YKa3aHHble B3aUMOLEWCTBUS MNpUBOAAT
K HAKOM/JEHUIO KOHEYHbIX MPOAYKTOB [MKUPOBAHUA
[48]. P6C n P5C obpasyioT Komnnaekc c¢ PLP, uTo
CHWXKaeT ypoBeHb buogoctynHoro PLP u nposBnsetca
3NMNENnTUYECKMM PacCTPOMCTBOM Yy NaumeHToB [6, 50].

3a cuHTe3 AASA oTBeyaeT aAHTUKBUTUH —
o-amuHoagmunaT-6-nonyanbaerngaernagporeHasa
(a-aminoadipate semialdehyde dehydrogenase,
AASDH). [ednumT aHTUKBUTMHA, MOMMMO YKa3aHHbIX
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0ocobeHHOCTElN,  COMPOBOXAAETCA  OKUCAUTENbHbIM
CTPECCOM, YTO SIBNAETCA OAHOM M3 OCHOBHbIX MPUYMH
rmbenn KNeToK Mmo3ra npu  3MNMAENCUM, MOITOMY
AMArHOCTUKA  NMUPWUAOKCUMH-3aBUCUMMOM  3NUAENCUM,
MOHWUTOPUHI AMHAMWKK 3aboneBaHMA U Koppekuus
TepaneBTUYECKOro NnaaHa MOXKeT NPOU3BOAUTLCA NyTEM
M3MEPEHUA CBA3AHHbIX C OKUC/IUTENbHbIM CTPECCOM
metabonutoB  [48]. KauHMYeckMe  wuccnenoBaHuA
Tepanuu BbICOKUMM [03aMK1 BUTAMUHA B, B coveTaHuu
C OMeTol, orpaHuMYMBalolLel noTpebneHue AU3KHA,
NMoKasasM CHUXKEHUE HEeUpPOTOKCUYECKMX 3PPeKToB
BC/IEACTBME HAKonaeHua cybCcTpatoB NUPUAOKCUMH-
3aBUCUMbIX (GEpMEeHTOB, BbI3bIBAKOWMX  33aLEPMKKY
pPa3BUTUA N KOTHUTUBHbIE HAPYLUEHWUSA, NO CPAaBHEHWUIO C
npumeHeHMem moHoTepanuu [51]. B HacToAllee Bpemsa
CTaHAAPTOM ABAAETCA TPOMHAA Tepanwus, BK/ItOYatoLLan
B cebA BbICOKME A03bl BUTAMWUHA B6 (15-30 mr/kr/cyr,
B 3 npuema), orpaHuMYyeHue NOTPebAeHUs NAU3NHA U
noAaaepXKy apruHmHom (150 mr/kr/cyT, 8 3 npuema)
[52].

B cnyyae nospHero npoABAEHWA MNUPUAOKCUH-
3aBUCMMOWN 3NMAencun ¢ AedUUMTOM aHTUKBUTUHA
BO3MOXHA HEBbIPAXEHHaA peaKkuma Ha Tepanuio
BbICOKMMW [03aMU NUPUAOKCMHA. B Takom cnydvae
TEepanulo AOMOMHAIOT BbICOKMMM Ao03aMu  donneson
Kucnotbl (3-5 mr/kr/cyT) [53].

Jedvuut  ButammuHa B, avabet  cTporo
aCcCcoLMMPOBAHbI. CornacHo NIMTepaTypHbIM
UCTOYHMKAM, AedpuunT BUTaMUHA B, MOXeT 6biTb Kak
cneacTsMeMm, Tak M npuumMHon anabeta (Puc. 4). 3ddekr
BO3/eicTBUA BUTaMMHa B Ha Anabet 1 Tvna ominyaetcs
oT ero 3¢dekTa Ha anabeT 2 TMNa B CBA3M C pasHULLEN
naTodunsnonornyeckmx npoweccos [54].

B cnyyae caxapHoro anabeta 1 TMna, B KOHTEKCTE,
BK/IOYAIOLLEM bepeMeHHOCTb " OXUpeHue,
NoBbllWEHHaA HeobXoAMMOCTb B BWUTaMMHe B, AnA
cneumduryecknx PLP-3aBUCUMBIX GEPMEHTOB, a TaKKe
3anycK BOCMANUTE/bHbIX MyTel, MOFYT CHWMKaTb €ro
[OCTYMHOCTb. B cnyyae e caxapHoro guabeta 2 Tvna,
MOHW}KEHME YPOBHA BWTaMMHA B, MoOXeT npuBoAWTb
K YCyrybneHuto KAMHUYECKUX NposBAeHui auabeTa,
B/INASA HA CEKPELMIO UHCYIMHA UAK ero BUoNorMYeckyto
aKTMBHOCTb. [lpu 3TOM, MeXaHM3Mbl, BK/OYaOLWMe
B ceba ycuneHne  Katabonmsma  TpuntodaHa
yepes KMHYPEHWHOBbIM MNyTb, CHUXEHUE CKOPOCTU
agunoreHesa (nMnoreHesa), HapyweHue metabonnsma
NIMNUA0B UAWN CHUMKEHWE CMOCOBHOCTM NPOTUBOCTOATH
GOPMUPOBAHUMIO KOHEYHbIX NMPOAYKTOB [MTMKMPOBAHMSA,
MOTYT BHOCUTb BKNAZ B pa3BuTMe 3abonesaHuA. bonee

TOro, HapyuweHune aHTVIOKCVILI,aHTHOﬁ dKTUBHOCTU
BUTAMUHa B6 TaK)Ke MOKeT cnocobcTBoBaThb pa3BuUTUO
OC/IOXKHEHUM npu p,VIa6ETe n OHKONOIrn4YecKnx

3abonesaHuii [55].

B0O3MOXXHOCTM TepaneBTUYECKOro NpUMeHeHUs
BUTaMMUHA B6

Mpnem BuTamuHa B B

6 COOTBETCTBYHOLWNX
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[03MPOBKAX, HECOMHEHHO, OMpaBAaH B Ciy4yae ero
noATBepXAeHHOro aeduumTa.

MUPUAOKCUH MOMKET OKasblBaTb B/USAHWE HE TO/bKO
Ha OYHKUMWM LEHTPasbHOM HEPBHOM CUCTEMbI, HO U Ha
BbIMNONHAEMble Nepudepuyeckorr HEpBHOM CUCTEMOW
dusmnonornyeckme npoueccol [56]. Yyactme B, B cuHTese
HelipomeanaTopoBs cepoToHWHa n FAMK (Taba. 2), KoTopble
OKa3blBalOT WHrMbMpytoee AeicTBMEe Ha nepeaadvy
60neBbIX HEPBHbIX MMMYNbCOB B CMMHHOM M TO/I0BHOM
MO3re, YKa3bIBaeT Ha BO3MOMXKHOCTb obieryeHnsa 6onesbix
OLLYLLEHWUIA MPW CUHAPOME 3aNACTHOO KaHana. B Hay4uHo
MTepaType OnuCaHbl Cly4an AAHHOTO MOJOKUTENBHOIO
addeKTa OT Npuema NMPUAOKCUHA B Ao3ax oT 50 go 200
MF B CyT, Npu 6onee BbICOKUX [03aX 3adMKCUPOBaHBI
TOKCMYecKre nobouHble 3ddeKTbl, 0OgHAaKo Tema TpebyeT
OanbHenwwero usyyenus [57].

CnepyeT TaKKe OTMETUTb, YTO MPUEM BUTAMMHA
B, MOXeT NpuBOAMTb K HEOLHO3HAYHOMY pesynbTary.
ABnAasacb KopaKTopom AeKapboKcMnasbl apOMATUYECKUX
amuHokucnotr (EC  4.1.1.28), PLP cnocobcteyet
NoBbILWEHHOMY CUHTE3y JodamuHa B  HelpoHax
rmunoTasamyca, 4To MNPUBOAUT K WHIMOUPOBAHUIO
AeNCTBUA NpPONakTUHa. [JaHHbI MexaHU3M NeXWUT B
OCHOBE CHUKeHUA 3GDEKTUBHOCTM TEPANUM CUHAPOMA
MapKWHCOHa NeBOAONON NpPU COBMECTHOM Npueme C
BUTaMMHOM B.. OAHaKo, COrNacHo HeAaBHeMy aHamsy
COOTBETCTBYHOLLMX KAMHUYECKUX nccnefoBaHNUM,
WHIMOMPOBaHWE  NaKTaUMW  NUPUAOKCMHOM  HOCUT
NPOTMBOPEUMBbLIM UM HEOBOCHOBaHHbINM XapaKTep W
TpebyeT ganbHeNWunx nusbickaHuii [58]. Tem He meHee,
B pALE CTPaH B Ka4ecTBe JIEKAPCTBEHHOIO CPEACTBaA NpU
Tepanuu TOWHOTbI U PBOTbI Y HepemMeHHbIX NCMONb3YIOT
CoYeTaHMe JOKCUAAMMHA U NUPUAOKCUH TMapoxnopmaa
[59-61].

CylLecTBYIOT NPeAnocblIKM K UCNOMb30BaHUIO
BbICOKMX  [03  MNUPUOOKCMHA M MarHus  npu
paccTpoicTBax ayTudeckoro cnektpa. OfgHako cnenoe
nnauebo KOHTPoOMpyemoe UCCnefoBaHWe He BbIABUAO
CTaTUCTUMYECKM  3HAYUMbIX  Pa3AMuMin  peincTeus
NUPUAOKCMHA W MarHus oT addekTa nnauebo [62].
Tem He MmeHee coyeTaHHOe NPUMEHeHMEe NUPUAOKCUHA
M KaTWMOHOB, a TaKKe BK/OYEHWe Co/eli KaTUOHOB B
COCTaB /IEKAPCTBEHHOMN GOPMbI NPEACTaBAAETCA BNOHE
060CHOBaHHbIM, TaKXe KaK NpoaHaAu3npoBaHHOE
paHee BO3MOMHOE  co4YeTaHHoe npumeHeHne
aMWUHOKUCNOTbI IMULUH U coeaMHEHNI UMHKa [63].

B HacTosAwee Bpema MNOABUAUCH NPEANOCHINKM K
NPYMEHEHUIO NUPUAOKCUHA B KavecTee NPOodUNAKTUKM
NafOWHO-NOAOWBEHHOTO  CUHAPOMA  (noboyHoro
addeKkTa xummnoTtepanum) [64].

ButammH B, ucnonbsyeTcA TakKe Kak aHTUAOT
npu OCTpbIX WMHTOKCMKaLMAX M30HMA3MA0M
(npoTnBOTYOEPKYNE3HBIM IEKAPCTBEHHLIM CPEACTBOM),
TMPOMUTPUHOM M3 CTPOYKa 0BblIKHOBEHHOTO (Gyromitra
esculenta), MOHOMETUATMAPA3MHOM (KOMMNOHEHTOM
pakeTHoro TOMAMBA) W  BO3LEWCTBUM  rUApasUHa
(MHrMBUTOpPa Kopposum) [65].
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Oednumnt BuTammnHa B, 0Ka3blBaeT cMAbHOE BAUAHKE
Ha K/ETOYHbIA MMMYHWUTET W, B MEHbLUEN CTENEeHw,
Ha TyMOpasnbHbIA MMMYHUTET. 3aMETHOE CHUMKEeHUue
YPOBHS nponndepaunmn AtMMPoumnToB, LUTOTOKCUYECKOE
aevcteume T-KNeToK, rMNepyyBCTBUTENBHOCTD
3amen/IeHHOro TUMa, OTTOPXKEHME a/loTpaHCNAaHTaTa
M WU3MEHEHHbIM  UWUTOKMHOBbLIN nNpoduab  6bian
NPOAEMOHCTPMPOBaHbl B 3KCMEPUMMEHTAX Ha Kpbicax
c peduuntom B.. VY yenoseka Habnogaetca cxoxas
cuTyauma, npuyem Tepanua A03amMu BuTamuHa B,
NpeBbIWaWmmm PEKOMEHA0BaHHY0 CYTOYHYO
noTpebHoCTb, yAydlaeT JAaHHyl cuTyauuio  [4].
BocnonHeHne geduumta PLP MOXKHO peKkomeHOoBaTb
M Mpu BOCManeHuu. B cnyyae cepAevyHO-COCYAMUCTbIX
3aboneBaHU U paKa CUYMTAEeTCA, UYTO MMEHHO
BOCMa/IUTENbHbIA NPOLECC MrpaeT K/4YeBylo po/b B
NaTo/IOTMYECKOM TEYEHUW WAN  MPOrpeccupoBaHUN
3aboneBaHuit. [okasaHo, uyTo AedUUMT BUTAMMUHA
B, conposoxgaeT BocnanuTenbHole 3abonesaHus
KULeYHuKa [4].

BocnaneHue XapaKTepusyercs CHUXEHNEM
KOHLEeHTpauuu CbIBOPOTOYHOIO anbbymunHa
" NoBbILIEHNEM TKaHeHecneunduyHom
ankanuHoocoartasbl (ALP). B obwem cnyyae 370
ycuamBaet npouecc mobunmsaumm PLP, cHuxKas gonto
CBA3AHHOMO C asbbyMMHOM COCTOAHWS M NOBbIWAA
cKopocTb ero pgedochopunupoBaHus go PL. Takoe
U3MeHeHMe pacnpefeneHna BUTaMUHA B, MOXeT He
ObITb OrpaHUYEHHbIM N 06NaCTAMM BOCNANEHUS, HO
TaK¥Ke MOXKeT 3aTparuBaTb U ApYrne HeMoBpPeEXKAEHHbIe
TKaHU U KneTku [45].

C-peaKTuBHbIN 6enokK (CRP) - mapkep
BocnanutenbHoro nytM IL-1b/TNF-a/IL-6. IL-6 —
UHTEPNENKUH-6 —  BbI3blBaeT noBbileHne  ALP.

NHTepneliknu-1b (IL-1b) n nHtepneiknH-6 (IL-6) BxoaaTt
B UMCNO QAKTUBATOPOB TMMOTaNamo-rMnodusapHo-
HaAMNo4Ye4YHMKOBOM ocu (hypothalamic—pituitary—
adrenal (HPA) axis), KntoueByto posib B KOTOPOWN UrpaeT
KopTh3on. KopTu3on oOKasbiBaeT MHOXECTBEHHbIE
abbeKTbl Ha OpraHM3aM W ABAAETCA  [1aBHbIM
perynatopom ¢u3MONOrMYECKOM Peakunm Ha cTpecc,
KOTOpas BK/lOYaeT B cebsA ycuneHue rMMKOHeoreHesa
M pacnaga 6enka B MblWLAX M COEAUHWUTENBHOM
TKaHU. BblicBOGOXKAEHHbIE aMUHOKUCIOTbI MOTYT ObITb
3aTeM YTWUAW3MPOBAHbI AN MPOU3BOACTBA SHEPIUM,
CUHTE3a 6e/IKOB-MMMYHOMOAYAATOPOB, NpoandepaLmm
MMMYHHbIX KNETOK U BOCCTAaHOB/IEHMA TKaHel. Bce aTu
npoweccbl TpebytoT yyactua PLP u notomy KneTouHas
noTpebHOCTb B 3TOM KodaKTope Bo3pacTaert [10].
YposeHb PLP B nnasme KpoBWM AemMOHCTpupyeT
06paTHYO 3aBUCMMOCTb OT COAEPKAHUA KANMHUYECKUX
mapkepos BocnaneHnAa — CRP, peuentopa K IL-6
(IL-6  receptor), a-l-aHTuxumoTtpuncuHa (alfa-1-
antichymotrypsin), cbiBopoTouHoro amuaonaa A (serum
amyloid A), uncna 6enbix KpoBsaHbIx Teney, (white blood
cell count, WBC), oTHOLIEHNA KUHYPEHWUH/TpunTodaH
(kynurenine/tryptophan ratio, KTR), HeonTepuHa
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(neopterin); cymmapHbIX MoKasaTenei BocnaseHua
(overall inflammatory summary score) u nokasateneu

pasAMYHbIX BMAOB BOCNaneHWAa (summary scores
representing different inflammatory modalities) [45].
bonee TOro, yBe/nMyeHWe  BHYTPUKIAETOYHOIO

ypoBHA PLP cBA3aHO C M3MeHEeHMemM KIEeTOYHOro
OTBETA Ha AEWNCTBME [NIIOKOKOPTUKOUAOB NpU Tepanuu
npeaHnsoHom. B xoge Takoi Tepanuu npoucxoguT
yBennyeHne KoHueHtpauun PLP, PL u PM B nnasme
KpOBM. ITOMy npoueccy CONyTCTBYeT YCUAeHue
AKTUBHOCTHU nuMpuaoKcanbPocdhaTcMHTEIUPYIOLWMX
depmeHTOoB — PDXK, PMPO/PNPO — un nogasneHue
aKTMBHOCTM PDXP B neuyeHu, B TO BpeMA KaK AelcTBue
ALP B nna3me octaeTtcs HeM3meHHbim [11].

ToKcuueckoe peiictBue BUTaMUHA B,

N3bbiTouHoe notpebneHwe ButammHa B (oT 2
[0 6 T B CyT) BeAET K PasBUTUIO TAXKENOW CEHCOPHOM
He/ponaTuu, XOTA OMNWCaHbl M CAy4am MOTOPHOM
HerponaTuu. Mpu 3TOM OTMeEHa B, BedeT K 3ameTHOMy
YAYULLEHMIO KNMHUYECKUX NpoABAeHUI. JaHHbI apdekT
CXOX C KAMHWYECKMM NPOABJAEHMEM HacneACTBEHHOM
MyTauum reHa, kKogupywouwero PDXK, T.K. BbicOKoe
KO/IMYECTBO LMPKYAUPYIOLLEro MNUPUOOKCMHA MOXKET
MHIMbMpoBaTb AeicTBue 3Toro pepmeHTa [66]. OgHaKo
TepanesTuyeckas fosa B, coctasnsowas 200 — 500
MI B CyT, MpW TFOMOLMCTEMHYPUN HA MPOTAKEHUN
MHOTMMX NeT He JaeT HU KAUHUYECKUX CUMMTOMOB,
HU 3NeKTPOPU3NONOTMYECKUX NoATBEPKAEHWN
nepudepuyeckom Heliponatum [67]. CnegyeT OTMETUTD,
4YTO HECMOTPA Ha NOMOXKUTENbHbIN 3ddEKT oT nprvema
NUPUAOKCMHA npwv pasfiMyHbIX  PacCTPOMCTBAXx
nepudepryeckon HepBHOM cUCTEMbl, Heobxoanmo
YUMTbIBaTb M BO3MOMHbBIA PUCK €ro TOKCUYECKOro
[eNCTBMA, HECOMHEHHO 3aBUCALLMIA KaK OT [03bl, TaK U
OT A/IMTENbHOCTU Npuema [65].

3AKNKOYEHUE

Takum  obpasom,  BoCrnonHeHuve  geduuuta
BATamepoB B, npu wux BbiABNEHHOM AeduuunTe
npeacrasafeT coboi HeobxoaAnMoe yCnoBUE YCMNELLIHOM
Tepanuu  3aboneBaHUI  LEHTpPanbHOM  HepBHOM
CUCTEMBI, BOCMANUTENbHBIX MpoLeccoB U avabera u
ABNAETCA HEeObXOAMMbIM ANSA KOPPEKLUUM UMMYHHOTO
cTaTyca naumeHToB. B 60/bWMHCTBE Cyyae yaydlleHne
coctoaHna 6yneT obycnoBneHoO  HOpManusaumen
6anaHca OKMCAUTENbHO-BOCCTAHOBUTE/IbHBIX PeaKL it
c vyuyactuem PLP. LenecoobpasHo paccmatpuBaTb
KOMBUHMpOBAHHOE npuMmeHeHune NPOU3BOAHbBIX
BUTaMMHa B, c pasandHbiMu  meTabonutamu. [Mpu
3TOM HeobXoAMMO Y4YWTbIBATb, UYTO ANSA BCACbIBAHWA
HeobxoaMmbl nedocdopunnpoBaHHble dopmbl
NPOW3BOAHbIX NMMPUAOKCMHA, @ TaKKe TO 06CTOATENBbCTBO,
YTO COYETaHHbIM npuem MeTabonnToB nNoBAEYeT 3a
coboi caBur BUOXMMMYECKMX NPOLLECCOB B KAETKE, YTO
MOKET MPUBECTU K NPOABNEHUIO HEraTUBHbIX 3bdEKTOB
Ha meTabo/M3M B YCI0BUAX ero nepensbbiTka.
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