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KnioueBble cnoBa:

Ccbinka ans umTn poBaHus

KoHdnukT nHTepecos

SJHuedanonatna BepHuke (3B) — ocTpoe xu3Heyrpoxatolwee HeBponornyeckoe 3abonesaHue, Bbl-
3BaHHOe AeduUMTOM TMaMuHa. Butammuu B, ABnsetcs kodepmeHTOM, yuacTByeT B npouecce noaae-
PXKaHUS LENOCTHOCTU KNETOYHbIX MEMBPaH, U, CNef0BaTENbHO, HOPMaNbHOMO YHKLIMOHUPOBAHUS He-
PBHOM CUCTEMBI, MbILWL, M cepaLla. PacnpoctpaHéHHocTb 3B B nonynaumu coctasnset 0,4-2,8%. MNpu
OTCYTCTBMM CBOEBPEMEHHOTO NeyeHns OB NpUBOAUT K Pa3BUTUIO TXKENOM MHBanuam3auuu, a B 20%
CNly4aeB — K CMEPTENbHOMY UCXOLY.

CucremMaTm3aums AaHHbIX O poau TMaMuUHa B pasBUTUN 3HLLE¢aJ'IOI'IaTI/IM BEpHMKE.

[lng pocTKeHUs NocTaBNeHHOW Lenu 6biaM NpoaHanM3MpoBaHbl pe3ynbTaTbl Hay4HbIX MCCNeno0Ba-
HWUW, NOCBALWEHHbIX IB. Monck nuTepaTypbl NPOBOAMAM B INEKTPOHHBIX MOMCKOBBIX CUCTEMaX Scopus,
eLibrary, PubMed no knto4eBbiM croBam: aHUedanonatus BepHuke, TuaMuH, 310ynotpebneHune ankoro-
neM, TMaMUMHOBas HEAOCTATOYHOCTb. [Ins aHanm3a 6bi1n oTobpaHbl Hay4Hble CTaTbu, ONy6ANKOBAHHbIE
B nepuog c 1881 no 2024 roa.

Hanbonee yactas npuunHa pa3BuTus OB — XpoHMYECKMIA ankoronnsm, Ha A0 KOTOPOro NPUXOAMTCS
50% Bcex cnyyaeB. OgHaKO CyLLECTBYET MHOTO ApYrix 3ab0neBaHuit U COCTOSHUIA, KOTOPble MOrYT Npu-
BECTM K pa3BuThio 3B. BaxHyto ponb B pa3suTuu 3B urpaeT AeduUMT BUTaMUHa B,.

Dednumnt BUTaMMHA B, MOXET Pa3BUTLCA B pesynbTaTe c605 Ha pasfMuHbIX 3Tanax MeTabonuyeckoi
Lenu, Npy pasiMyHbIX NaToa0rMYeckMx NpoLeccax B opraHu3Me yenoseka. JHuedanonatus BepHuke
BCTPEYAETCS HE TOMbKO Y JI0AEN, 310yNOTPEONSIOLWMX aNKOTOEM, HO Uy BEPEMEHHbIX, OHKOIOrUYeC-
Kux 60MbHbIX, MALMEHTOB C 3a601€BAHUAMM KENYA0UHO-KULIEYHOTO TPaKTa, NeYeHn U WUTOBUAHOM
Xenesbl, nocne 6apuaTpuyeckmnx U 4pyrux abaoMUHANbHbIX ONepaLmit, a Takxe Y NauneHToB, ANnTeNb-
HO HaXOASALMXCA HA NapeHTepanbHOM NUTaHUK. Jeduumt TMaMuHa, 1, Kak CieacTeue, sHuedbanonatms
BepHuke, MOXKET MPUBECTU K HEOBPaTUMOMY MOBPEXAEHUIO FONIOBHOMO MO3ra, TSHKENOW MHBAIMAM3A-
LMK M CMEPTENbHOMY UCXOAY.
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ABTOpbI 3a89BNSKOT 06 OTCYTCTBUMU KOHMANKTA UHTEPECOB

BnaropapHocTb, puHaHCMpoBaHMe MccnenoBaHue He MMeeT CMOHCOPCKOM NOAAEPKKM

AK — aJleHoJIaTKMHAa3a

PHK — pmGOHYK/IE€MHOBASI KUCIOTA

ATZI® — apeHosMHTHaMUHAUbOCDAT TM® — tnamuHomoHodochart

ATT® — tTnamunrpudochar
AT® — ageHo3uHTpUdochaT

TI® — tuamuHnupodocdar
TT® — tnamuuTpUdochar

9B — rematosnuedanueckuit 6apbep IIHC — peHTpanbHasl HepBHas CUCTeMa

IOHK — ne30KcuMpuOOHYKIEMHOBAST KUCTIOTA 9B  — sHuedanonarus Bepuuke

HAI® — sHukoTHaMugaaeHnHAHYKIeotuadochar o-KT'l — a-KeToryTapaTnerugporeHasa

JKKT  — >Kemy0YHO-KUIIeUHbIi TPaKT MATE — 6eok 1jis BbIBeJeHUSI IeKapCTBEeHHbIX
KoA — xo3H3uM A CpeCTB ¥ TOKCMHOB

I[IAI' — nupyBaToerugporeHasa
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BBEOLEHUE

JHuedanonatus BepHuke (3B) — ocTpoe >Xu3HeYT-
poskarolee HeBpOJIOTMUecKoe 3abosieBaHMe, BbI3BaHHOE
neduuyurom TMammuHa (ButamuH B)) [1]. Butamun B, aBis-
eTcst KobepMEeHTOM, YYaCTBYET B IIPOIecce MOAAepsKaHusT
LeJTOCTHOCTY KJIETOYHBIX MeMOpaH, M, CJIeOBATeIbHO,
HOPManbHOTO (YHKIIMOHMPOBAHUS HEPBHOM CUCTEMBI,
MBILIL, ¥ cepana. Ilepuon mMOMyBbIBeLeHMS] TUaMMHA
COCTaBJISIET B CpeAHEM 2 Heflesn, Pe3ePBbI €ero0 B OpraHm3-
Me OrpaHMYeHbl, T03TOMY MPU OTCYTCTBUM TIOCTYTUIEHUS
BUTaMMHA B, ¢ nuieil CMMIOTOMBI Je(pUUMUTa BO3SHUKAIOT
NIpUMepPHO uepe3 3 Henmenn [2].

Bnepsbie 3B onucana Kapiom Bepnauke B 1881 rogy nof,
Ha3BaHMeM reMopparnyeckoro sHiedanura y AByx mamm-
€HTOB, 3JIOYTIOTPEOISIONIMX aJKOTOJIEM, M Y OFHOTO — Ha
(dboHe cTeHO3a MPMBpPATHMKA U3-3a YIIOTPEOIEeHMS CePHOI
KMUCIIOTHI [3]. dTMoMorus 3a60ieBaHmsI B TO BpeMsI He Oblia
yCTaHOBJIeHA, TaK Kak Ipe/CcTaBlIeHNs O CYIIeCTBOBAaHUM
BUTaMMHOB ellé He 6b110. TombKo B 1912 rony Kasmumup
DYHK BbIIETNI U3 CbIPOTO 6eIoro pyuca BelecTBa, KOTO-
pble TIOCYMTAM He3aMEeHMMBIMU JJISI KU3HU, U BIIEPBbIE
Has3Bal MX «BUTaMMHaMM». Buramuu B, Obl1 BbifeneH
bapennom flHceHom u Bunmnemom donatom B 1926 rogy
[2, 4]. B3auMOCB43b MeXAY TUAMMHOM UM pasButuem OB
ob6HapyskeHa emié mosske — B 1941 ropy A.C.P. Campbell u
W.R. Russell, xoTopble onucaau 21 ciaydait 3ab6oneBaHMst
Y TIPEATIONOXKWIIN, UTO IPUYMHONM pasBuTus JB sBiseTcst
nebuuut BuTammuHa B, [5].

PacnpocrpaHéHHOCTh DB B mOmynsuumu COCTaBIISI-
er 0,4-2,8%. MyxXkumuHbl 60JIEIOT Yallle, COOTHOIIEHUE
3a60/1eBa€MOCTY Cpeay SKeHIIMH U MyxumH — 1:1,7.
PacoBoii npenpacronokeHHOCT K OB He BbIsiBIeHO [6,
7]. 3aboneBaemMocTb OB Bbillle B pa3BMBAIOIUXCS CTPa-
Hax, YTO CBSI3aHO C HeJoeJaHueM ¥ OOIIUM AedUIUTOM
BUTAaMUHOB [7]. DHIedanonatus BepHuke BcTpedaercs
He TOJIbKO Y B3POC/bIX, cIydyan DB OrnmcaHbl U B TETCKOM
Bospacre [8]. [Ipy OTCYTCTBMM CBOEBPEMEHHOTO JIeYeHUs
OB npMBOOUT K Pa3BUTHUIO TSDKENON MHBAMUAMU3ALUY, A B
20% ciryyaeB — K CMepTeIbHOMY UCXOZY [6].

Llenp ucciemoBaHMs: CUCTeMAaTM3alUusl OAHHBIX O
ponu TMamMmuHa B pasButum JB.

MATEPUAN U METOA,bl

TIJist JOCTVSKEHMSI TIOCTaBJIEHHO 1ey 6bUTM MpoaHa-
JIM3UPOBaHbBI Pe3yAbTaThl HAYUHbIX UCCIeI0BaHNIA, TOCBSI-
mEéHHbIX JB. ITouck 1uTepaTyphl NPOBOAMIN B IEKTPOH-
HBIX TTOMCKOBBIX cucremax Scopus, eLibrary, PubMed 1o
KJIIOYEBBIM CJIOBaM: 3HIedanonaTus BepHuke, TMaMuH,
3JI0ynoTpebieHe ajaKorojieM, THaMUHOBAsT HEIOCTaTOY-
HOCTb. [IJi1 aHanu3a ObUIM OTOGpAHbI HAYYHbBIE CTAThMU,
omy6nMKkoBaHHbIe B mepuon ¢ 1881 mo 2024 rom. 26%
MPOAHATM3MPOBAHHBIX PAOOT, MOCBSMIEHHBIX Teme IB,
omyb/iMKOBaHbI He Gosee 5 et Ha3af,

PE3YJIbTATbI

3TUONOrng SHUE®ANONATUN BEPHUKE

Haubosnee wactass mpuuuMHa pasBUTUS DB — XpoHMU-
YeCKuit aIKoOToMM3M, Ha JIOJII0 KOTOPOro rpuxomgutcest 50%
Bcex ciaydaeB [9]. OgHAKO CylecTByeT MHOTO JPYTUX
3a00JIeBaHMiT ¥ COCTOSIHUI, KOTOPbIE MOTYT HPUBECTU K
passBuTuio 3B (Tab6mn. 1) [9-11]. IIpuumnoit OB B meTCKOM
BO3pacTe MOXKET ObITh HELOCTATOUHOE IOCTYIl/IeHMe Tha-
MMHA 13-3a ero geduuuTa y MaTepu BO BpeMsl TPYIHOTO
BCKapMJIMBAHUS MM Ype3MEepPHbIX IMeTUYeCKNX OrpaHm-
YeHM NP TaKMX COCTOSIHUSIX, KaK aTONMMYeCKuil Aepma-
TUT VIV HEeIIepeHOCUMOCTD IIIoTeHa [9].
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Tabnuya 1

MexaHu3m pa3Butusa geduuura TMmaMmuHa B 3aBUCUMOCTU
oT 3THOoNOrNY 3HLedanonarun BepHuke

Table 1

The mechanism of development of thiamine deficiency
depending on the etiology of Wernicke encephalopathy

MpuynHbI MexaHu3m passutus geduumta TMaMUHa

Ankoronusm CHWXeHWe nocTynneHns

YMeHbleHME BCaCbiBaHUS B KMLIEUHMKE
HapyLweHue kneTtoyHoro Metabonmsma
YMeHbLueH1e enoHMpoBaHUs
M36bITOuHas noteps

Leduunt marHus

3aboneBaHus 1 onepauum Ha
XKENy[0YHO-KMLIEYHOM TpaKTe

CHMxeHWe nocTynneHus
HapyweHue BcacbiBaHus B KUILEYHNKE

HepoctaToyHOCTb NUTaHMS
(rononaHue, aHopekcus,
HecbanaHcMpoBaHHoe
nuTaHue)

CHWXKEHWE NoCTynneHus

TMnepemesunc GepeMeHHbIX CHIKeHWe NocTynneHus
MoBblweHHas NoTpebHOCTb U UCTOLLEHME 3anacoB

M36bITouHas noteps

Onkonoruyeckue 3abonesanns  CHIKEHME NOCTYNNEHUS
YckopeHHoOe UCnonb3oBaHue
MHakT1Baums TMaMUHA U HepMEHTOB NMPOMEXyY-

TOYHOrO YrNeBOAHOro o6MeHa
[Mneptupeos MoBbILWeHHbIM MeTabonmsm
3aboneBaHus neyeHn YMeHbLUeHMe fenoHUpOoBaHUs
XpoHuyeckuit remoananus MoBbiWeHHas 3nMMUHALMS

MapeHTepanbHoe nNuTaHue HepocrtaTouHoe noctynneHue uim ero oTcyTcTBue

NATO®PU3UONOINSA SHUEDPANONATUN BEPHUKE

BaskHyr ponb B pasputuu IB urpaet meduunut BuTa-
muHa Bl.

[IpyuMHbI BO3HMKHOBEHMS TeUIMTa THAMMHA MOXKHO
pasgennTb Ha 4 IPYIIbL:

— CHIDKEHMe TIOCTYTIIEHUSI ero0 C TUIIei;

— HapylleHMe BcacbIBaHUS;

— HEBO3MOXXHOCTb ITPeoOpa3oBaHusl TMAMMHA B €ro
6MOIOTMYECKM aKTUBHYIO (hopmy;

— U36bITOYHOE BbIBeIeHME [4].

MexaHu3M pasBuUTuUsl nedunyura TMamMuHa B 3aBUCH-
MOCTM OT OCHOBHBIX 3TMOJIOTMYeCKMX GakTopoB OB mpef-
cTaBjieH B Ta6. 1.

NOCTYNAEHUE TUAMUHA C MULLEN

Pexomenpyemasi cyTouHas [03a THMaMMHA 3aBUCUT
OT MMOJIa ¥ KaJIOPUITHOCTU paiiyoHa. [loTpe6iaeHne Tua-
MMHA JOJIKHO cOCcTaBisITh He meHee 0,4 mr/1000 xkai.
PekomeHgyemoe KOIMYECTBO BUTaMMHA B, mocrymaro-
1IEero B CYyTKU C TUIIEN, cocTaBisieT 1,4 Mr IJist My>KUMH U
1,0 Mr gt skeHIIWH. Bo BpeMst 6epeMeHHOCTM CyTOUHast
MOTPe6GHOCTH B TMaMMHe Bo3pacTtaeT 1o 1,6—1,8 Mr B fieHb.
Eciu cyrouHoe moTrpebneHue BuTamuHa Bl cocraBiseT
meHee 0,2 mr/1000 kxas, BbIgeNeHUe ero ¢ MOYOM CHMU-
skaeTcs [4]. KnuHuuyeckme cMMITOMBI fedUIIUTa TUAMWHA
MOTYT IPOSIBUTBCSI B TeueHMe 8§ HeMeNlb 110C/Ie CHUKeHUS
€ro IOCTYIUIeHM ¢ ruiuei [12].

THMaMMH CONEPXKUTCSI BO MHOTMX MPOAYKTaX MUTA-
HMsI, BKTIOYAsT MSICO, 11eIbHO3ePHOBbIE MPOAYKThI, 6060-
BbIe ¥ HEKOTOpbie (GPYKTHI (areabCuHbI, SI6I0KMU U [Ip.).
IposikskeBbIe HKCTPAKTBI comepskaT GOJbIlle BCEr0 BUTA-
MMHa B, a caxap mmiuén tmamuHa. Kak npasuio, 06pa6o-
TaHHbIe MUIIeBble TPOAYKTHI COAepskaT TMaMHA MeHbIIIe,
YyeM COTOCTaBMMble HerepepaboraHHble. Tepmuueckas
06paboTKa MUY MOXKET IIPUBECTH K ToTepe 1o 20% Tua-
muHa [13].
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COEAVNHEHUA TUAMUHA

W3BeCcTHO 6 coelHEHMI TMaMMHA:

1. cBOGOIHBIN TMAMMH.

2. TmamuHOMOHOodochat (TM®D).

3. tuamunaudocdat (tnammuunmpodocdat, TTID).

4. apeHosuHTHamMmuHaubochar (ATOD).

5. tuamuaTpUdOCcdat (TTD).

6. aneHo3uHTHaMUHTpUGOChaT (ATTOD) [14].

CBo6omublil TMaMuH 1 TM® cocrasiasior 5-15% or
0011Iero KoiamMyecTsa BUTaMMHa B,. B opranusme yeyoBe-
ka 80-90% tmammuHa Haxogutcsi B Bume TIID, KOTOpbIt
SIBJISIETCSI OCHOBHO¥ GMOIOTMUeCKM aKTUBHOM GopMoit u
B BBICOKMX KOHLIEHTPAIMSIX MPUCYTCTBYET B CKEJIETHBIX
MBIIIIAX, [TIeYeHy, cepplie, IOYKaxX M TIOJIOBHOM MO3re.
OcranbHbie Tpu coenyHeHust, ATI®, TTO u ATT®, coctas-
JISIIOT Bcero 1% oT o6Iero KoimmuyecTsa BUTAMMHA B B
opranusme [14].

IpumepHO 75% THaMMHA 1eTbHOI KPOBYU CONEPSKUTCS
B apuTpounTax, 15% — B neiikonurax u 10% — B mia3me
[15]. CoenyiHeHMsS TMAMUHA MOTYT ObITH (hochopmInpoBa-
HbI 1 gedochopminpoBaHbl 10 Mepe HeOOXOIMMOCTH.
Heob6xomyumble OjisT AHHBIX MTPOIECCOB (pepMeHThI Haxo-
NISITCS TIOJT, TeHETUYECKMM KOHTposeM (Tab. 2) [16-20].

@OyHKUIMSA cBOGOAHOrO TMamMuHa u TM® — TpaHCIopT
BUTaMMHa B, B KneTky 1 13 KineTok. Tuammuunmpodocdar u
TT® — 6MONOrMIYeCcKM aKTUBHBIE COeAVHEHVST. Pa3imuHbie
(bopMbI TMAaMMHA TTOCTOSTHHO TTPEBPAaNAl0TCs APYT B APyTa
IIs1 06ecrieueHust ero JOCTYITHOCTH [4].

MEXAHW3M OEACTBUA TUAMUHA

DYHKIUY TUAMMUHA:

1. KodepMeHTHAsI — yyacTyie B 9HepreTMUeCcKoOM obme-
He.

2. HekoepMeHTHAs1 — obecrieyeHe HeMPOTPAHCMUC-
CUMN.

KodepmeHTHast posib THAMMHA

Tuamuuanupodocdatr — BaskHbIN KOPaKTOpP B MeTa-
6oMM3Me TTIOKO3bI, SKUPHBIX KUCIOT U 6eIKOB, a TaKKe B
obpasoBanuu ageHosmMHTpudochara (ATD), a MMEHHO:
TII® siByIIETCSI KPUTUUECKMM KO(PaKTOPOM TpaHCKETOsIa-
3bl, nupyBataerugporedasel (IIAT), a-keTomtyrapartne-

Tabnuya 2

rupporeHasbl (o-KI), o-KeTOKMUCIOTHernzporeHassol U
2-tunpokeu-ani-KoA-nuaser 1 (tabm. 3) [21]. Otn dep-
MEHTbBI UT'PAIOT KITIOUEBYIO POJIb B BbIpaboTKe AT® MUTO-
XOHIPYUSIMU, CUHTE3€ HYKIeMHOBBIX KUCIOT, METab0IM3Me
YIJIEBOLIOB, XKMPHBIX KUCJIOT ¥ aMUHOKUCIOT. [Ipy Hapy1ie-
HuM QYHKUMOHMPOBAHMSI 3TUX (epMeHTOB HapylllaeTcs
SHEPreTUUYeCcKuii 0OMeH U YCUIMBAETCS OKUCIUTETbHBIN
CTpecc, a Takke MOTYT HaKaIUIMBATBhCSI HekelaTelbHbIe
MeTabomuTel [17, 18, 21]. Hampumep, Npu HapyleHUU
dyukmm o-KI BMecTo cykimHmMI-KoA BbipabaThiBaeTCs
IyTamart, B ciaydae HapyuieHus byHkuyu IO BMecTo
anetmn-KoA o6pasyercs makrar [21]. Takum o6pasom,
neduIuUT TMaMMuHA HapyllaeT SHepreTUUecKuii o6MeH
” BbIpabOTKy AT®. TpaHcketonaza u o-KII SBISIOTCS
KIIIOUeBbIMM (hepMeHTaMy, MCIONb3YIOUMMMY BUTAMUH
B,. CHwkeHnue axTUBHOCTM o-KIJ[ MOKeT BO3HWMKHYTb
B TeueHMe 4 OHel Towle pasBUTUS AedULINUTA TUAMMU-
Ha U NPUBOOUT K YCWIEHMIO OKUCJIUTENBHOIO CTpecca,
JIaKTaTaluMUA03Yy, 9KCAaTOTOKCUMYHOCTU 13-3a HAKOILJIEHUS
rIyTaMarTa, BOCHAaJeHMsI M HapylleHMs MPOHUIIaeMOCTU
remaTosHIedanueckoro 6apbepa (I'9B), oTéKy Mo3ra u,
B KOHEUHOM MTOTe, rrbenu HeiipoHOB. CHIsKeHe TpaHC-
KeTosa3bl MOXeT IOSBUTbCS B TeueHMe | Helenu rocie
CHIDKeHMSI KOHLIeHTpauuy BuTammHa Bl [16].
HekodepmeHTHas pojib TMAMUHA
TuammHodocdaTsl IeiICTBYIOT Ha HENHPOTPAHCMMUT-
Tepbl M TOPMOHBI Yepe3 BTOPUUHBIX ITOCPEJHUKOB. B TO
BpeMsl KaK Jpyrue BUTAMMHBI TPYIIbl B aKTUBUPYIOT
aJleHWILVKIa3HYI0 CUCTEMY, TUaMIUH aKTUBUPYET IyaHUI-
LUMKIa3HyIo0 cucteMy. LIMKiandeckuit ryaHo3MHMoHOdOC-
daTt — BasKHBINI BTOPUYHBIN TOCPEIHUK [JIST TIETITUIHBIX
TOPMOHOB U OKcuaa aszoTa. Croco6CTBYST pacciabieHn o
[JIaIKOVi MYCKYJIATypbl, OH DEryJiupyeT TOHYC COCYLOB
M ObIXaTeJIbHbIX nyTeﬁ[, NnepucTajJbTUKy KUIIEUHMKaA, a
TaKke cekpenmio MHcyauHa [22]. TuammHnupodochat
neiictByeT kak Kodakrop IIAI' 1 croco6CTBYyeT CUHTE3Y
aueTtwixonuHa. Ho TmamMuu 1 HeepMeHTHO MOZYINPYET
HePOTPaHCMMCCUIO XOJMHA. JTO IMOATBEPKIAETCS TeM,
YTO MeTaboMMUeCKNii aHTarOHUCT TUAMMWHA OKCUTUAMWH
MOXXET YBeJIMYMBATH BBICBOOOKAEHNE alleTVIXoNMHA [23].
Ponp TII® B Mopynsiuyy HeMpOTPaHCMUCCUM [TyTaMaTa

®depMeHTHI, Heobxoaumble 11 pochopunupoBanus mwim gedochopuanpoBaHus COeIMHEHNUI THAMIUHA

Table 2

Enzymes required for phosphorylation or dephosphorylation of thiamine compounds

len Nokanuzaums JKCnpeccupyembilit Peakuus MoTpe6HOCTb B MarHum MaTonorus, cBs3aHHas C reHe-
reHa nepeHocyunk/ GepmeHT TUYECKUMU U3MEHEHNSMM
Benkosas cetb TMaMuH- 735 TuamnHandocdokmnHasa/  CsoboaHbIA TMaMUH — TMNDO Haunyywas aktusaums npu CUHAPOM HapylueHus MeTa-
nmpodocdokmnHasbl 1 ThamuHandochoTpaHc- yyactum Mg2+ 60n13Ma TMAMMHA 5: ocTpble
tdepasza 3nu30/bl SHUEdanonaTMm B
paHHeM [eTCcKoM Bo3pacTe
TuamuHandokmnHasza TNO - TTO He Tpebyetcs

AK1

CeTb 6€1KOB TMAMMH-
Tpudocdatasbl

KuweuHas wenoyHas
docdartasa
MHoxecTBeHHbIN

He ycraHoBneH

He ycraHoBneH

9q34.11

14q11.2

2q27.1 1p36.12

MHoxecTBeHHas

He yctaHoBneHa

He yctaHoBneHa

AneHonaTkuHasa 3puTpo-
uuToB

TuamuHTpUdocdarasa/
rmaponasa TTO

Lenounas docdataza

KucnotHas docdatasa

Hykneosuarpudocdar-
docdaTasza/Hecneundu-
yeckas audocdarpocdo-
ruaponasa

TuamuHdocdaT(MOHO)-
docdatasa

TN® — TTO B 3puTpoumTax

TTO - TNO

TN® - TMO
TM® — cBo6OAHbI TMAMMH

TTO - TNO
TN - TMO

TNO - TMO

TM® — cBo6OAHbI TMAMMH

MaTonorus, cBA3aHHas ¢ remo-
NUTUYECKOW aHeMmei

Tpebyetcs

Tpebyetcs

B kauectBe kocakTopa B
KULIEYHMKE

B kauectBe kodakTopa

He Tpebyetcs

Mg2+ nosblwaeT MeMbpaHOCBS-
3aHHYI0 aKTUBHOCTb B 1,7 pasa

Mpumevanus: AK — ageHonatkuHasa; TM® — tuammromoHodocdar; TN — tnammuHnupodocdat; TTO — TammuHTpudochat
Notes: AK — adenolate kinase; TMP — thiamine monophosphate; TPP — thiamine pyrophosphate; TTP — thiamine triphosphate
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Tabnuya 3

KiroueBbie (hepMeHTHI, UCIIONb3YIOMe THaMuHIMpodocdar B KauecTBe KodaKkTopa

Table 3
Key enzymes using thiamine pyrophosphate as a cofactor

(depmeHT BHyTpuknetoyHas MyTb/dyHKUMA Marnuit kak DyHKUMM NPOAYKTOB MeTabonmama Mocnencreua peduunta
nokanusaums LLONONHUTENbHbIN
KodakTop
TpaHckeTonasa LuTozons, MeHTO30d0ChaTHDIV NYTL Ha Cy6cTpaThl B MyTSIX IIMKOMU3a; | sHeprooBecneyeHue KneTku;
BHEK/IETOYHbIE obpasoBaHue d-pubo3bl-5-pocdaTta — 1 cunres HYKNeoT1aoB;
BE3UKY/bl, AP0, CUHTE3 HykneoTnaos — cuHTe3 PHK/OHK; 1 cuntes XKUPHbIX KNCNOT —>
nepokcucoma HAL® Kak BOCCTaHOBMTENb CUHTE3a CnocobCTBYeT AEMUENUHMU3ALINK;
XMPHbIX KMCNOT U aLeTUNXONUHA, ToKMCAUTENbHbIN CTpecc; ancbanaHc
nogaepxaHve MUeNnHOBbIX OﬁOJ‘IOHeK; AMUHOKKUCOT
CUHTE3 apOMaTMYECKUX aMUHOKUCIOT
TpaHckeTonasa LuTtozonb, anpo MeHTO30d0ChaTHBIV NYTb Ha MoxeT MmoanMduuMpoBaTh CTPYKTYpy He u3BecTHbl
npotenH 1 TMN® ans usMeHeHNs ero cpoacTBa K
TpaHcKkeTonase
noar MuTtoxoHapum, [nukonus (kodakTtop, Ha CUHTE3 XXMPHbIX KMCIIOT, KETOHOBbIX 1 CUHTE3 XMPHBIX KUCAOT —>
SApO orpaHuuMBatoLLnit TeNn v aueTUNXoNMHA, NoAAepXaHue LleMUenuHu3auums;
CKOpOCTb) MUennHoBbIX 06004eK; 06pa3oBaHue 1 BbipaboTka 3Heprum (ATD)
auetun-KoA; obpasoBaHue uutparta,
NepBOro KOMMOHEHTa B LyKe
TPUKapbOHOBOM KUCNOTbI
a-Kra/ MwuToxoHapuu, Linkn TpukapboHoBoi JIE] Bbipabotka aHeprum (ATD); T aKTMBHOCTL OKCMAA a30Ta 1
okcornytapar- 20po ("MMMOHHOI) KMCNOTbI obpasoBaHue cyKunHUN-KoA nepoKcMaasbl — OKUCIUTENbHbIN
JAernaporeHasHblit cTpecc;
KOMMneKc { BbIpaboTka 3Hepruu;
nakTataumaos u T KoHueHTpaumm

BHEKNETOYHOro rnytamMara:

— OTEK,

— 3KCaMUTOTOKCUYHOCTD,

— T nponnuaemocts 136,

— rnbenb HelipoHOB
0L-KEeTOKMUCOT- MuTtoxoHapun [lerpapauns aMMHOKUCIOT Na M306yTHpun-KoA, I CMHTE3 XMPHBIX KUCTIOT —>
AernaporeHasa c C pa3BeTBNEHHOM Lenbio a-MeTunbytnpun-KoA, nsosanepun-KoA —  gemuennuusaums;
pasBeTBAEHHOW BaNIMHA, NeumHa u auetun-KoA, aueToauerar, cykuuHun-KoA T KOHLIeHTpaLMa BannHa, NenumHa
uenbio n3oneinumHa, obneryatowas —> XXMUPHbIE KNCNOTbI, CUHTE3 KETOHOBbIX 1 U30neiLMHa U COOTBETCTBYIOLLMX

CTafMI0 OKUCIUTENBHOTO TeNn v aueTUNX0NMHA, NoAAEPXKaHNe 0-KEeTOKMUCNOoT
[nekapbokcunmMposanus MUENNHOBbIX 060/104eK
2-ruppokcmaumn-  Liutosons, OKMCNEeHNE XMPHBIX JIE] ®opmuat — CO, [NedexTbl G1OreHesa nepokcMcom
KoA-nnasa 1 NepoKCUCOMbI KUCNOT C 3-METUNbHBIMU —> HapyleHue pacluenneHns
pa3BeTBAEHUAMU, onpefeneHHbIX NUTaTebHbIX

TakuMx Kak ¢utaHoBas
1 2-TUAPOKCUXKMPHBIE
KMCNOTbI (0-OKMUCNEHME)

BELeCTB, BK/IIOYas AereHepaunto
aMUHOKMCAOT U B-oKncneHne
XXUPHbIX KNCOT

Mpumeyanus: o-KI — a-keTornytapataernaporeHasa; AT®O — ageHosuHTpudocdart; M6 — rematoaHuedanmyeckuii 6apeep; IHK — nesokcupuboHyknenHosas KucioTa;
KoA — ko3H3um A; HAL®D — HukoTuHamuaaaeHuHauHykneotuadocdart; NAI — nupysataernaporenasa; PHK - puboHyknenHosas kucnota; TN® — TvammHnupodocdat
Notes: a-KI' — a-ketoglutarate dehydrogenase; AT® — adenosine triphosphate; 36 — blood-brain barrier; IHK — deoxyribonucleic acid; KoA — coenzyme A; HAQ® —
nicotinamide adenine dinucleotide phosphate; M4l — pyruvate dehydrogenase; PHK — ribonucleic acid; TN® — thiamine pyrophosphate

obyciioBeHa ero BiausineM Ha o-KI7I. B actpounTax Tna-
MMH peryiyupyeT akTUBHOCTb II€PEHOCUMKOB [TIyTaMaTa U
acriapraTa, HapynleHye paboTbl KOTOPbIX MOXKeT IpPUBO-
OUTb K HeJOCTaTOYHOMY BbIBEL€HUIO M BHYTPUKIIETOU-
HOMY HaKOIUIEHUIO ITyTaMaTa. VI36bITouHOe cofepskaHe
IIyTaMaTa BHYTPYU KI€TKU IPUBOAUT K IIOBBILIEHHO BO3-
6yAMMOCTHM, HeJPOTOKCUYHOCTH U I'beTu HeiipOHOB [24].

METABOJIU3M TUAMUHA

Tpascnopt BuTaMmHa B, B KJI€TKY

TuamMuH Urpaet 1[eHTPaabHYIO POJIb BO MHOTUX MeTa-
6omueckux mpoleccax (Tabm. 3), HO He CMHTE3UPYeTCs
BHYTPUKJIETOYHO, a TIOCTYIaeT B OPTaHM3M TOIbKO U3BHE.
B cBsI3M C 9TMM CylecTByeT HECKOIbKO CUCTEM Iiepe-
HOCYMKOB THMAaMMHA, 06eCTeUMBAIOIIUX €ro TOCTOSHHOe
MOCTYIUIEHME B KJIETKY UM MUTOXOHApuUM (tabn. 4). B
3aBUCUMOCTY OT (PaKTMUECKOI KOHIIEHTPALY TMaMIHa B
M1a3Me KpOBM B TMOYKAX MPOMCXOAUT Jn60 peabcopoims,
7mmbo BbiBefieHe BUTaMMUHA B,. OyHKIMY MepeHOCUNKOB
YaCTUYHO ITepeKpPbIBAIOTCSI: HAINpPUMeEpP, BOCCTAHOBJIEH-
HBI/ TIepeHOCUMK (HOIATOB MOKET IepexBaThIBaTh TPAHC-
MOPT y TepeHocuMKka TMammHa 1. OOuMe mepeHOCUMKU
KaTMOHOB, He crienduUHbIe IS TMAaMMUHA, TAKKE MOTYT
TPAHCIIOPTUPOBATh €ro B BBICOKUX KOHIleHTpauusx. K
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TakMM TPAHCIIOPTEPAM OTHOCSITCSI [IEPEHOCUMKIU OpraHy-
YeCKUX KAaTMOHOB U GeNKM sl BHIBEAEHMSI JIEKAPCTBEH-
HbIX cpeficTB U TokcuHOB (MATE) [14, 16, 18, 20, 25].

BcacbiBaHMe BUTaMMHA B, B KMIIeYHMKe

B npopykrax nuTaHus TMAMWH COLEPKUTCS B OCHOB-
HOM B dochopuanpoBaHHbIX Gopmax. [Ipy MmocTyrieHnn
B OpraHmM3M yejioBeKa TMaMMH cHauasa nedochopunmpy-
eTcst 10 CBOGOIHOIT (OPMBI JKETYIOUHO-KUIIEUHBIMU (OC-
darazamu [26]. 3aTeM CBOGOIHBII TUAMMH BCACBIBAETCS B
TOHKOM KMIIEYHJKe, IPeYMYLIeCTBEHHO B TOLIEN KUIIKe.
B kuieuHyke CyllecTBYIOT ABa MeXaHM3Ma TPaHCIIOPTa
BUTAMMUHA B, : aKTUBHBIN ¥ MACCUBHBIN. AKTMBHAS TPAHC-
IIOpTHas CUCTeMa BKJIIOYAeT MepeHOCYMKM TuaMuHa 1 u
2 (tabm. 4) [27]. ITaccuBHBIN TPAHCIOPT MPOMOPLMOHA-
JIeH KOHLIeHTpaluy THaMMHa B IPOCBeTe KUIIeYHMKa
[28]. TTocKONMbKY MONEKyla BUTAaMMHA B, OTHOCUTEJIb-
HO KpYyIIHasl, ero IacCMBHBIA TPAHCIOPT IPOMUCXOOUT B
dbopme obneruenHoit guddys3nn Mo MEKTPOXUMUUECKO-
My TpajyeHTy 4yepe3 GesKoBble KaHaIbl [29]. AKTMBHBI
Y TaCCUMBHBINM TPAHCIIOPT TMaMMHA MOXeT MPOUCXOOUTD
onHoBpeMeHHO [30]. [TokasaHO, YTO aKTMBHbBIN TPAHCIIOPT
HeoOXOIMM IJIT MaKCHMMAaTIbHOTO MOIJIOMIeHMST TMaMuHa
IIpU ero0 HMU3KOM NOCTYHMHOCTM [31]. OKCIlepyMMeHTHhI Ha
SKMBOTHBIX TI0Ka3aJjIy, YTO BCaChlBaHME TMAMMHA B TOHKOM
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KUIIEYHMKE MOXKET Pe3KO YBeJIMUMBATHCS TPy ero nedu-
uuTe. OmHAKO MPY XPOHMYECKOM YIIOTPe6IeHUM aIKOTOJIST
BCcachIBaHMe TMaMIMHA CHIDKAeTCsI. B pucyTCcTBUM aikoTo-
JIST TaK’Ke 3HAUUTE/IbHO CHIMKAETCSI CMHTE3 IepeHOCUMKOB
TnamuHa 1 u 2 [32].

B sHTepouuTe, Kak M B 060 APyroii KieTke, CBO-
GOMHBI TMaMMUH MOKeT (pochopMIMpPOBaTHCS HEITOCPEIC-
TBeHHO 10 TII®D: 4yacTb ero SHTEPOLUUT MUCIONb3YyeT IJIs
COOCTBEHHBIX METabOMMUECKUX HYKMA, OCTaJbHOE KOJM-
yecTBO TII® pacragaercs Ha TM® 1 CBOOOLHBIN TMAMMH.
3aTeM CBOGOmHBIN TMaMUH M TM® TpPaHCIOPTUPYIOTCS
M3 KJIeTKU B IJIa3My B OCHOBHOM IIpY MTOMOIIM II€PeHOC-
YyyKa TMaMMuHa 1, HO MOTYT GBbITh 3a/I€/ICTBOBAHbI U JIPY-
rye TpaHCIOpTEpHI (Tabn. 4) [27, 30]. Buramun B, Takxe
MOXeT TPaHCIOPTUPOBATLCS B JHTEPOLUT CUCTEeMaMU
OpraHMYeCKUX KATMOHOB, OTKyda OeaKM-TepeHOCUNKU
OpraHMYeCcKux KaTMOHOB 1 M 3 MOCTaBISIIOT TMAMMUH B
KpOBb [26, 30]. [lepeHOC TMaMMHA ITOCPECTBOM CUCTEMBI
OpraHMYeCKUX KaTMOHOB MBJISIETCA OOHMM M3 MeXaHN3-
MOB, JieXXalllMX B OCHOBE ero MacCMBHOTO TPaHCIIOpPTa B
BBICOKUX KOHI[EeHTpaLUsIX. AJIKOTO/b HapyllaeT aKTUBHBII
MeXaHM3M KUIIEYHOI0 TPAHCIOpTa BUTaMMUHa B, omHaxko,
MO-BUAVIMOMY, He BMseT Ha NaCCMBHOE YCBOEHNE TUaMM-
Ha B BBICOKMX J03ax [28, 32].

TPAHCNOPT TUAMUHA B TKAHU

[Tonamast B Tuiasmy, CBOGOMHBIN TamuH U TM® pac-
MIpeessIIoTCS IO BceMy oprannsmy. @ochopuapoBaHHbIN
TMaMUH YaCTUYHO CBSI3BIBAETCS C Gekamu TuiasMmsl [33].
CBob6opHblii TMaMUH ¥ TM® MOTyT IPOHMUKATH B KIETKY:
nepBblii B GopMe KaTMOHA MPOXOAUT Uepe3 KIeTOUHYIO
MeMOpaHy C IIOMOLIbIO TepeHoCcYyKa TuaMmuHa 1 (Tabi. 4)
[27]. Mexanu3m npoHMKHOBeHMsI TM® yepes3 KIeTOUHYIO
MeMOpaHy OCYLIECTBISIETCSI C MTOMOIIBI0 BOCCTAHOBJIEH-
HOTO TepeHocYrKa (HoIaToB, HO OKOHUYATENbHO HE M3Y-
yeH [34]. B kiaeTke CBOOGOAHBIN TMaMUH TPU TOMOIIU
dbepmenTa tMamuHgudochokmnHassl Gochopunnpyercs
Harpsimyio 1o TII® 6e3 ob6pasoBanust TM® B KauecTBe
MoCpeIHMKa: CBOOOAHBIN THaMuH + AT® — TII® + afeHo-
3suHMoHodocdaT. Hebosnbliast yactb BUTaMuHa B1 MoxkeT
OBITh AOMOTHUTETBHO (dochopuampoBana 1o TTD, KOTO-
poiit MmokeT nedochopmnmuposatses go TIIO, TIIO — no
TM®, a TM® — o cBo6omHoro TMamuHa [14]. Ha npouec-
col pochopummpoBanus/medochopuaInMpoOBaHNsT TUAMMHA
MIpsSIMOe BJIMSHME OKa3blBaeT B TOM UMCJIe M aJIKOTrOJb,
yMeHbIIIasi KOHIEHTPALMIO aKTUBHOM (GOPMBI TMaMMHA.

Okomno 2% Bcero [OOCTYITHOrO BUTaMMHa B, TpaHC-
TOPTUPYETCSl B LIeHTPajabHYI0 HepBHylo cuctemy (LIHC)
[32]. AHaTOoMuyeckas crpykrypa I'Ob ¢ MIOTHBIMM Kile-
TOYHBIMM CO€OVMHEHMSIMY OTrPaHM4MBAaeT BO3MOXXHOCTb
MIPOHVMKHOBEHMS TMaMJMHA B TOJIOBHOM MO3T ITyTEM IIPOC-
TOJ maccuBHOI Auddysum — B HopMme MeHee 10% BuTa-
MWHOB TpPYIIbI B MocTymaeT B MO3r TaKMM ITyTEM [35].
OCHOBHOE KOJIMYeCTBO CBOOGOJHOTO THMAMMHA IOCTYIIaeT
B IIHC mocpeAcTBOM aKTMBHOIO TPAHCIIOPTa C y4acTUeM
nepeHocunka TMamuHa 2 (tabn. 4). Takke BUTaMMH B,
MOYKeT IIPOHMKATh B TOJIOBHOJ MO3T ITPY ITOMOIIY BOCCTa-
HOBJIGHHOTO TIepeHocumka Gonatos [34].

Bcero B rojioBHOM MO3Te COIeP>XKUTCS 0KOIO0 10 MKMOJIb
TMaMIHa, & CKOPOCTb 06MeHa cocTaBisieT okono 60—100%
B cyTku. TakumM o6pasom, romeoctas sutamuHa B, B ITHC
CTPOTO PeryaupyeTcs Ijist 06ecrieueHus yCTOMIMBOTO PaB-
HOBeCHS MeX]y ero MOCTYIJIEHMEM U ANMMUHanuen [34].
McCandless D.W. et al. (1968) mpoBeyiu 3KCIIEPUMEHT Ha
KpbICaX, KOTOPbIX KOPMMJIM MUILEN C HeOCTaTKOM TMaMM-
Ha:y 1a60paTOPHBIX JXMBOTHBIX MOSIBMINCH BbIpaskeHHbIE
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Tabnuya 4
IlepeHOCUMKM TUAMUHA
Table 4

Thiamine transporters

MepeHocumk

[Heiicrene

MepeHocumk TMamMnHa 1
MepeHocunk TMaMmnHa 2

MepeHocunk dponnesoit KMCnoTbl/
BOCCTaHOB/EHHbIA NEPeHOCUMK
donatos

MepeHocunK opraHnyecknx
KaTMoHOB 1

MepeHocunk opraHuyecknux
KaTUOHOB 2

MepeHocunk opraHnyeckmx
KaTMOHOB 3

MWTOXOHAPUANbLHBINA NepeHoCUnK
no

Benok, nofobHbIi nepeHocumky
XOJIMHa

MATEL - 6enok ons BbiBeAEHUS
NeKapCTBEHHbIX CPEACTB 1
TOKCUHOB

MATE2-K - cneunduyHblin ans
noyek 6enok Ans BbiBeAeHUS
NeKapCTBEHHbIX CPEACTB 1

Bbicokoad®UHHbBIN NepeHoCUnK
BbicokoadduHHbIN nepeHocumnk

MoxeT felcTBoBaTh kak nepeHocunk TMN@
1 (Mnn) TM® B HEKOTOPbIX TKAHAX, KOTAA
nepeHocyYnK TuaMuHa 1 He pabotaeTt

TpaHCNopT TMaMMHa B NeYeHU.
DKCNPeccMpyeTcs B MOYEYHbIX KaHaNbLax

ObecneynBaeT NoYeuHy KaHanbLie-

BYt0 cekpeLmto/peabcopbLmio TMaMmHa.
KCnpeccupyeTcs NpenMyLLeCTBEHHO B
MOYEYHbIX KaHasbLaX, Takxe B HepoHax 1
cocypax 36

BcacbiBaHuWe B KMLWEYHMKE M TpaHCNopT
TMaMMHA B MeYeHW. JKCnpeccupyeTcs B
cocynax b v pa3nuyHbix obnacTax Mo3ra,
a TaKXXe B MoYeYHbIX KaHanbLUax

OnocpeayeT noctynnexne TMaMmMHa B
MUTOXOHAPUK. BakeH Ans pa3BuTMS Mo3ra
M BAUSIET Ha aKTUBHOCTb o-KI [

[eiictByeT Takxe, kak nepeHocunk TMNd B
TONCTOM KULUKE U CMOCOBCTBYET YCBOEHMIO
THaMWHa, BbipabaTbiBaeMoro MUKpob1oToit
(cywectsyet B popme TID)

CereLLMﬂ TUAMUHA NoYe4YHbIMK
KaHarbLaMu. SKCNpeccuUpyeTcs B MOYEUHbIX
KaHanbLax, cocyaax 3b.

CereLLMﬂ TUAMWUHA NOYEYHbIMU
KaHanbLaMK. KCNPECCUPYETCs B MOYEUHbBIX
KaHanbuax

TOKCHMHOB

Mpumeyanus: a-KI, — a-keTornytapataernaporeHasa; 36 —
remMatosHuedbanuyeckuit 6apbep; TMO — TnammHomoHodocdat; TND —
TammHnupodocdat; MATE — 6enok Ans BblBEAEHNS NeKapCTBEHHbIX CPEACTB U
TOKCMHOB

Notes: a-KI[, — a-ketoglutarate dehydrogenase; 36 — blood-brain barrier;

TM® — thiamine monophosphate; TI® — thiamine pyrophosphate; MATE — multi-
antimicrobial extrusion protein

cUMITOMBI SHIedamonaTuy Ha GoHe CHMKeHMST KOHIIeH-
Tpaluyu BUTAMMHA B, B rOJIOBHOM MoO3re MeHee yem 20%
OT HOpPMBbI. YBe/lnueHne KoHIeHTpauuu Tmammuaa B IJTHC
BCero 0 26% OT HOPMaJIbHOI NPUBENO K MPaKTUYeCKU
TIOTHOMY BOCCTAHOBJIEHMIO HEBPOIOTMUYecKux (QyHKIumii
[36]. Y uemoBeka 06pPaTMMOCTb CMMIITOMOB DB Hemoc-
TosiHHA. [Ipy CcBOeBpeMeHHO HayaTOM JIEUeHUM MOXKeT
MIPOU30MTU perpecc KIMHUYECKUX U PagMOIOTUYeCcKUX
MIPOSIBJIEHNI B CTydae, eciy He TIPOM301II0 Heo6paTuMo-
O MOBPeXIeHNs U rubeny HelipoHOB [37].

3ANACbl BATAMUHA B, B OPTAHU3ME

3arac TMaMyuHa B OpraHu3Me COoCTaBisieT 0Kono 30 Mmr,
OCHOBHAa$ ero YacTb COAEPKUTCS BHYTPUKIETOYHO B BUJE
TII® [21]. B HanMGOIBIIMX KOHIIEHTPAIVUSIX BUTAMUH B,
HaxoAUTCSl B cepllie, KOXKe, IOYKaxX, KMPOBOJ TKaHM,
JIETKUX U TOJCTONM Kuiuke [38]. JaHHBIX O TOM, KaK JOJITO
COXPAaHSIIOTCS 3alachl TMAaMMHA B OpTaHM3Me B YUIOBUSIX
neduuura, HemHoro. Tak, Ziporin Z.Z. et al. (1965) usyua-
JIV SKCKpeLMIo TMaMMHa C MOYO0¥i Y BOCbMY MOJIOZBIX MYXK-
YIH, KOTOPbIE YIOTPebsiu B cyTKM 10% pexomMeHayeMoit
nuieBoil HopMmbl TMamuHa (2800 kkan, 400 r yrieBonoB,
0,11-0,18 mr tTMammuHa). B TeueHmne 6 AHEN SKCKpeLs
TMaMMHA Y UCIIBITYEMbIX CHMU3WIACh M0 <50 MKI/CYTKH,
Ha 18-ii meHb BuTaMuH B, B Moue He GbLI BbIsiB/IeH [39]. B
uccnenoBanuu Ariaey-Nejad M.R. et al. (1970) ¢ yuacTuem
Tpex NO0GPOBOJIbLIEB TOKA3aHO, UTO IEPUOJ IIONyBbIBe-
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IneHus TMaMmmHa coctaBuia 9,5, 13 u 18,5 nus [40]. Takum
06pa3oM, UCTOIIeHM e 3aMacoB TMaMIHA MOKET MPOU30¥i-
TU IPUMEDPHO B TeueHMe 2-3 HeJe/lb 110C/Ie BO3HUKHOBe-
Hus ero feduuura [4].

MHAKTUBALUA TUAMUHA

Tuamunasser 1 u II Tuna paspymaior BUTaMUH B, Ha
NUPUMUIMHOBYIO ¥ THa30/lbHYI0 uyactu [41]. B HOpme
aKTMBHOCTb TMAaMMHA3 Yy 4YeJIOBeKa He3HauuTe/bHA.
OmHako TMpM Ype3MepHOM YIOTpeOIeHUM WM Hempa-
BWIbHOI 06paboTKe MPOIYKTOB, COAEPKALIMX TUaMIHA3Y,
MOXeT BO3HMKHYTb Aepuuut ButammuHa B,. TmammHasa
I Tuma comepskuUTCs B pbibe, MOJITIOCKAX, TATTOPOTHUKAX
M HEeKOTOpbIX GakTepusix. Tmammunasa II o6HapyskeHa B
HEKOTOpBIX GakTepusix [42]. TuamMuHa3bl TEPMOCTOIKM,
HO MOTYT pa3pylaTbCsl IIPU MMPUTOTOBIeHMM Iuiuy [21].
Tak, TmammuHasa [ Tuna, comepkaiasicsi B aBCTPINIICKOM
MaTnopOTHMKE, BbIIEPKUBAET BO3/IeICTBME BbICOKUX TE€M-
rneparTyp, HO pa3pyliaeTcs pu AJIUTeTbHOM 3aMauyMBaHUU
B Boje. M3BecTeH cryvait rubeny eBporieiiiieB oT 6epu-
6epy BCIEACTBME OTPABJIEHUS TMAMMHA30/ BO BpeMS
sKcreauiuyu B ABcTpannuio B 1861 rogy: mocie TOro, Kak
y IyTelleCTBEHHMKOB 3aKOHUYWINCH 3amachl Msica, OHU
YIOTPeOIsI B MUILY MYKY Ha OCHOBe JIMCTheB MarnopoT-
HMKA, TOTOBSI ee He TakK, KaK KOpeHHbIe >Xurtenu (Tpef-
MOJIaraeTcsl, UTO YYaCTHUKM OSKCIeAULMM 3aMavyuBaIu
aBCTPAIMIICKUIE TTATIOPOTHUK B BOJle HEAOCTATOUHO 0JITO
IJISI TOTO, UTOOBI CHU3UThH AKTUBHOCTb TMaMMHa3bI I) [42].

TMonmuruapoxrcudeHosbl, KodeitHast KMcIoTa, QGeHOIbI,
(dbnaBoHOMOBI U OyOUIbHBIE BellecTBa Takke MOTYT pas-
pymaTh BuTamuH B, . Tak, HomuruaporcueHomnsl ¢ aHTH-
TUaMMUHOBBIMM CBOJMCTBAMM COZepyKaTcs, Hampumep, B
Ko(e, yae, uepHMKe, YEPHOI CMOPOAVIHE, GPIOCCETBCKOI U
KpPaCHOKOUYaHHOJ KaItycTe. B pesynbTrare mpoiecca OKuc-
JIEHUSI TIO0[T, IeICTBMEM TOJIUTUAPOKCU(EHOIA BUTAMWH B1
npeBpailaetcs: B AUCYIbGUA, TMaMUHa, KOTOPBIi He Bca-
CbIBA€TCSI B KUIIEYHMKE M, TAKUM 0OpPa30M, CTAHOBUTCS
He MPUTOIHBIM [Ji MeTaboaM3Ma B OpraHm3Me yeioBeKa
[43]. TTonmuruapokcudeHoabl TEPMOCTONKIE, He paspymia-
IOTCS B IIPOLiecce MPUTrOTOBIEHMST MU, IO3TOMY 4Ype3-
MepHOe YIoTpebieHye copepsKalixX Ux MPOLYKTOB MOKET
npuBecTy K fedunuty tmammua [21].

3JIMMUHALNA BUTAMUHA B,

B Moue y KpbIC MAEHTUGOULIMPOBAHO N0 22 Pa3INUHbIX
MeTaboMUTOB TMaMuHa [44]. BeiBemeHre u peabcopOIyst
CBOOOIHOTO THMAMMHA IOYKAMM MOTYT M3MEHSIThCS U B
3HAUMTENbHOI CTelleH!M 3aBUCST OT ero TeKyllei KOHIeH-
Tpauyy B Iu1a3mMe KpoBy. MeTabonmnThI TMaMyHa He MOTYT
peabcopbupoBaThCs B Moukax. [TapagokcasbHO, HO KOJIM-
YeCTBO BbIJIEISIEMbIX C MOUOJ METaboIMTOB He yMeHbIla-
eTcs fgaxke mpu geduunurte TmamMmuHa [39].

B moueuHbIX KIIy60UKAaX TMaMMH, KaK 1 JI060e Apyroe
MeJIKOe PacTBOPEHHOE BellleCTBO, CBOOOTHO (GIITBTPYETCS.
3aTeM OTGWUILTPOBAHHLII BUTAMUH B, epepabaTbiBaeTcs
B MPOKCUMMAaJbHBIX KaHalbliax. TMaMMH, XpaHSIMUIACS B
KJIeTKax KPOBM WM CBSI3aHHBIN C 6eIKaMy IIa3Mbl, He
MOXeT ObITb OTGUIBTPOBaH. B (usnonormyeckux ycio-
BUAX 0 30% TMaMMHA IUIa3Mbl MOXKET ObITh CBSI3aHO C
anbbymmuaom (10% TM®, 20% TII®) [33]. [Ip¥ KOHIIEHT-
pauuu TMaMmuHa 6onee 119,5 MKMOJIb//T CBSI3bIBAHME €TI0 C
6eKaMu IJ1a3Mbl CHUKaeTcs 1o 2% [4].

B dusmonornueckux ycaoBUSIX MPU KOHLIEHTPaLU
o 200 HMOJB/N TMaMUH peabcopOoupyeTcs: MOYKAMM IS
CHIDKeHMS sKkckpeuyu. @ochopunpoBaHHblii TMAMMH, B
OCHOBHOM B hopme TM®, necocdhopumnmpyeTcst 10 cBOGOI -
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HOTO TMaMMHa B [TIOYEYHBIX KaHa/IbLaX [45]. IlepeHOCUMKI
TaMMHa 1 1 2 ¥ IepeHOCYMK OPTaHMYeCcKMX KaTMOHOB 1,
9KCIIpeccupyeMble B MOYEYHBIX KaHa/IbllaX, OMOCPeNyIOT
peabcopbLMI0 TMaMMHA M3 MOYM KIeTKaMy KaHasbIeB.
[lepeHocunKk TMamMmuHa 1, a TakKKe MepPeHOCUMKU OpraHu-
YeCKMX KaTMOHOB 2 U 3 OIIOCPenyIOT MOCTYIIEHNe TUaMU-
Ha 13 KJIETOK ITIOUEeYHBIX KaHa/IbleB B KPOBb. [lepeHOCUMKHU
TnamuHa 1 u 2 obnamaioT 6osee BbICOKOV ah@UHHOCTHIO,
yeM INepeHOCUMK OpraHMyeckux KaTMOHOB 1, 1 obecrie-
YMBAIOT €ro peabcopbuuio rnpu 6oee HU3KUX KOHIEH-
Tpauusix. Bce mepeHOCUMKM TMaMMHA y4YaCTBYIOT Kak B
ero peabcopbunm, Tak u B IKCKperuu (Tabm. 4) [25, 46]. B
yCnoBusIX feduiyra sKCKperys TMaMi1Ha ¢ MOYOil MOXKeT
CHIDKATBCS 10 He 0OHAPYKMBAeMbIX YpOBHeIi [39].

IIpy u36bITKe BUTaMMHA B, B opraHusmMe, HaIpuMep
B CJTyyae ero MHbEKIMOHHOTO BBeeHMs, TUaMIUH TTOTHO-
CThIO BHIBOAMUTCS IMOYKaMM [45]. DMMMMUHALIS YCUITUBAET-
cs1 32 CUET TIePeKITIoYeHNsT ¢ peabcopbIMM Ha aKTUBHYIO
cexpeluio. B 3ToM cryyae TMaMMH, KOTOPBIi He ObUI
OTGWIBTPOBAH B KIyOOUKAX, BBIBOOUTCS uyepe3 KIeTKU
MOYeYHbIX KaHajblleB. TMaMMH HampsIMyl0 MHIUOMpYeT
peabcopbIIMIo, OTIOCPETIOBAHHYIO TIEPEHOCUMKOM THAMU-
Ha 1, 4YTO NMPUBOOUT K aKTMBAUMM ero cekpeuuu [47].
[Touky Takke MOTYT BbIBOAUTH TUAMUH C TIOMOILBIO IBYX
TUIIOB MIEPEHOCYMKOB KaTMOHOB: IIePeHOCYMK OpraHuyec-
KX KAQTMOHOB U GEJIKOB /ISl BbIBEIEeHMSI JIeKapCTBEeHHBIX
cpencTB U TOKCUHOB (MATE) (Tabn. 4). TuaMuH mnomnajgaet
B KJIETKM TIOUYEUYHBbIX KaHA/IbIEB M3 KPOBU IIPU yUaCTUU
TePeHOCYMKOB OPTaHMYECKMX KaTUOHOB 1 1 2 [46]. 3aTem
npu yyactum nepeHocunkoB MATE1 u MATE2-K TnaMuH
BBIBOAMTCS U3 [IOYEYHBIX KaHajbleB B Mouy [48]. C momo-
UIpI0 3TOTO0 MeXaHM3Ma BO3MOXXHO IIOJIHOE BbIBeleHue
TMaMMHA M3 BCeli IIasMbl KPOBM, NMPOXOIAILeil 4depes
MOYKM (TIOYEeUHbIVi KPOBOTOK). DNMMMMHALMS BUTAMMHA
B, mpu 3TOM B 5 pa3 NpeBbIIaeT CKOPOCTb KAyOOUYKOBOI
dupTpanyn [45].

MATHUN KAK KOOAKTOP TUAMUHA

B opranusme mMaruuii conep>XmUTCsi B OCHOBHOM B BU/JIe
IBYXBaJIeHTHOTrO KatnoHa Mg*'. Bonee 99% marHust Haxo-
JIUTCS BHYTPUKIETOUHO [49].

Marumii B KauecTBe KoakTopa HeOO6XOAM [IJIsT TPaHC-
MopTa TMaMMHa U TTpeBpallleHNs] pa3aInyHbIX COeqUHeHU
TMaMMHa JpyT B Apyra (Tabm. 3). be3 mMarHus TMaMMUH He
MOXXeT (DYHKIMOHMPOBATH MOKHBIM 06pa3omM. Takum
06pasoM, AedUIUT MarHusl MOXKET CHIKATh aKTUBHOCTD
TamMuHa. Ho He yCTaHOB/IEHO, HACKOJIBKO CYILIECTBEHHBIM
IOJKEH CTaTh AeUIUT MarHusi, YTo6bI BbI3BATh KIVHM-
yecKkue CUMIITOMBI geduiuta TMaMmHa [4].

CyTouHast MOTPEeOHOCTh B MAarHMM 0 Pa3HbIM TaHHBIM
cocrasisieT oT 300 mo 420 mr misg my>kunH u 270-320 mr
IUIST SKeHIIMH. Bo BpeMsi 6epeMeHHOCTM JIOTOTHUTEb-
HbBIII PMEM MarHusl He Hy)XKeH. HO KOpMSIIIUM >KeHIIM-
HaM TpeOyeTcsl NOTOMHUTENbHO 50 MI MarHus B JI€Hb,
YTOOBI KOMITEHCHPOBATH €TI0 TIOTEPU C TPYAHBIM MOJIOKOM.
MarHmuit COmep>KUTCSI IOUTH BO BCEX MPOLYKTaX MUTAHMS.
Oco6eHHO MHOTO MarHus, SIBJISTIOIIEroCsi OCHOBHBIM KOM-
TTOHEHTOM XJIOPO(WIIIA, COOEPSKUTCS B TIMCTOBBIX OBOIIAX.
LlenbHO3€epHOBbBIE 3/1aKM, OPEXU U IPOXKKEBbIE SKCTPAKTHI
TaKkKe SIBJSIIOTCS 6oraThIMM MCTOUYHMKAMM MarHus [13].
ITpu sToM Hamo yuuTbiBaTh, YTO B JKKT MOHBI Maruus u
KaJabLMs BbI3BIBAIOT II€PEX0f, TUaMIHA B HEPaCTBOPUMYIO
dbopmy, pesko cHIsKas ero yCBOeHue, YTo TpebyeT 1Mo BO3-
MOXKHOCTM UX Pa3[eTbHOTrO YIIOTpeOIeHus.

KoH1ieHTpalys Maruusi B CbIBOPOTKE KPOBM B HOpMe
HaxoguTcs B auarasone ot 0,7 mo 1,0 mmomb/n. Jepuunt
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MarHyss MOXXeT BO3HMKHYTBb, KOIZJa €ero KOHLEHTpalus
B CbIBOPOTKe KpoBM mnazaeT Hmke 0,66 mmoinb/n. Tem
He MeHee, KIMHNYeCK)e CMMIITOMBI MOTYT IPOSIBISITHCS
TOJIBKO NIpM YpoBHSIX HIKe 0,5 MMoinb/n [50]. Tlockonbky
6osee uem 99% MarHus HaXOOUTCSI BHYTPU KIIETOK, HOP-
MaJIbHasl KOHLIEHTpalMs ero B CbIBOPOTKE KDOBM He
uckimovaeTr aedunura. IMEHHO Takoil AedUIUT MarHus
MOXKeT BO3HMKATb y MAIMEHTOB, IJUTEIBLHO 3/I0YIIOTPe6-
JISIOIMX anKoroneM [51].

Heduuut MarHus MOXXeT BO3HMKATh B pe3y/abTaTe:

— CHVDKEHMS YCBOEHMST I a6copoIn;

— noBbIieHHOro BoiBeAeHus 13 JKKT mnm novek;

— Iepexoia M3 BHEKJIETOYHOIO IPOCTPAHCTBA BO
BHYTPUKIIETOYHOE [52].

CHMKeHMe YCBOEeHMSI MarHus MOXKeT IMPOMCXOAUTD
Kak mpu obieM neduiuTe MUTATETbHBIX BELIECTB, TaK U
MIPY YIOTPeOIeHny MPOLYKTOB C HU3KMM COIepsKaHMeM
Marausi. BocmanurenbHble 3ab0/ieBaHMS KUIIEYHMKA U
JieuyeHue I/IHI‘I/I6I/ITOpaMI/I HpOTOHHOﬁ ITIOMIIbI, TAKMMM KaK
OMeIIpasoll, CHIDKAIOT BcachbiBaHue MarHus. [IoBbllieHHOe
BbIBesleHVe MarHus u3 JXKT npoucxoauTt, HaripuMmep, npu
Ype3MepHO PBOTe MK 3JI0yTIOTPeBIeHUY CITaOUTeNbHbI-
mu. IloTepss MarHms IOYKaMyu MOXKET MPOUCXOOUTD IIPU
JIeYeHUM TIeTIeBbIMY WM TUA3UIHBIMU IOUYyPETUKAMU,
OUCIIJIATUHOM, aM(I)OTepI/ILU/IHOM, dAMMHOIJIMKO3UOaMU,
IMKIOCTIOPUHOM U Takponumycom [52]. TloBbilieHHOE
BbIBeJleHVe TIPOVICXOAUT TakoKke MPY HapylleHUM KaHallb-
1[eBOii peabcopObuMM B pesynbTaTe 3a60TeBaHMII MOUEK.
Ilepexon, mMarHusl ¥3 BHEKJIETOYHOIO IPOCTPAHCTBA BO
BHYTPUKJIETOYHOE TIPOUCXOOUT IIPU IaHKpeaTUTe W
MIpY JieYeHU A1abeTnyeckoro KeToauua03a win gpyro-
ro MeTaboaM4ecKkoro auungosa. [IpyM XpOHMUYECKOi anKo-
TOJIbHOM 3aBUCUMOCTH CYLIECTBYeT HeCKOIbKO (aKTOpOB
pucka geduuiuTa Maruusi, BKItovasi HelpaBUJIbHOe MUTa-
Hue, u3MeHeHne pa6otel JKKT B pesyiabTaTe MpuMeHEeHUST
MHTMOUTOPOB TIPOTOHHOM IIOMITBI M CHMKEHMS BCAChI-
BaHMsI, TMOBBIIIEHHBI AUype3, UYpe3MepHOe Bbifie/ieHue
MarHus ¢ MOYO0ii 1 PBOTY [53].

MEXAHW3Mbl PASBUTUA OE®OULUNTA TUAMUHA
MPU PA3JIMYHbIX NATONIOTMYECKUX MPOLLECCAX

HMedunuT TMamMuHa MOKET pPasBUTbCS MTPYU PA3TUUHbBIX
MaToJOTMYeCKNX Mpolieccax (Tabn. 1), omHako Hamboee
YacTO BCTPEYAETCS Y JIIOEN, 3JI0YNOTPEOISIONUX aIKO-
rojieM.

MexaHM3MbI pa3BUTHS JeduUnyuTa TMaMyHa IIpy yIoT-
peb6yieHny aJIKOTOJIs:

— CHIDKEHMe TOCTYIUIeHMsT TMaMMHa BBUAY OTKasa
MAalMeHTOB OT IMPOAYKTOB, 60raThIX BUTAMUHAMM, B ITOJTb-
3y MUIIM C HU3KUM COMIep’KaHMeM BUTAMMHOB Y BBICOKUM
comepskaHueM yIJIeBOIOB;

— aJIKOrO/Ib YMEHbUIAEeT BCAChlBaHME BUTaMMHA B, B
KUIIIEYHMKE, B TOM YMCJIe TTOC/Ie OJHOKPATHOTO MPUEMA;

— aJIKOTOJTh TOBPEXIAET KJIETKU ITOYETHOTO TTUTENNS,
YTO MPUBOIUT K YBEIMUEHUIO TTOTEPU TMAMUHA;

— MpY XPOHMYECKON alKOroJIbHOM 60/e3HM CII0CO0-
HOCTb IeYeHM JelOHMPOBaTh BUTAMUH B, CHIKaeTCs Ha
73%;

— aJIKOrOJb CHVDKAaeT aKTUBHOCTb TMaMUHAMUGOCHO-
KMHas3bl, yMeHblasg Konu4yecTBO TIID, mocTymHOro mjs
MCIIONb30BaHMS. A TIOCKOJIbKY o6yeryénHast auddysus
THaAMMHA B KJIIETKM 3aBUCUT OT TpafieHTa KOHIIeHTpaLuu,
HM3Kast aKTUBHOCTb TMaMUHIMGOCHOKIMHASHI el1é 6osIblie
CHM>KaeT BHyTpI/IKJ'IETOLIHOE HOCTYHJIeHI/Ie BUTaMMHa Bl’
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— XpOHMUECKOe YIOTpebieHne aaKorousl MPUBOAUT
K Ie@uiuTy MarHus, KOTOPbII HEeOOXOOMM B KadecTBe
kodakropa a1st Metabonuama TMaMuHa [54].

TakuM 06pa30M, aJIKOTOJb KakK IIPSIMO, TaK ¥ KOCBEHHO
BBI3bIBAET Pa3BUTHE TAMMHOBOJ HELOCTaTOYHOCTH.

[IpyumHOIL osiBNeHus feduLiMTa TMaMyHa Y ITalyeH-
TOB ¢ 3a6oneBanusiMu JKKT mMoskeT 6bITh MaIbabCOPOIIVST
(npu 60one3nu KpoHa) uan HemoCTaTOYHOE IMOCTYyIIeHMe
BUTAMMHA B, M HeYKpOTMMas pBOTa (MPU KUILEUHOJ
Hernpoxopumoctn) [9, 55]. IlanyeHTsI OCIE 6apuaTpuiec-
KUX Ollepalnii oAgBepskeHbl pUCKY pa3BuTHs OB Buienct-
Bye JeduuuTa BUTaMMHa B, BOSHMKAIOLIETO M3-3a Hefl0-
emaHus, Manbabcopbuum u pBOTHI [56]. Heykporumas
pBOTa TaKkxke SBJsIeTCS NMPUYMHOI BO3HMKHOBEHMS THA-
MIMHOBOI He#oCTaTOUHOCTU mocie omnepaunit Ha JKKT u
IIpY OCTPOM IaHKpeature [55, 57, 58].

OHKojorMueckue 3abo0jaeBaHMsI, OCOGEHHO COIMpo-
BOXJaoIyecss OBICTPBIM KJIETOYHBIM POCTOM (HAIpU-
Mep, JielikeMust U Jaumboma), TPUBOIAT K YCKOPEHHOMY
MCIIOb30BaHMIO 3anaca TuamuHa [59, 60]. HegoctaTouHoe
MOCTYIIEHNME BUTaMMHA B, IIpK 37I0KaUYeCTBEHHbIX HOBO-
06pa30BaHMSIX MOKET GbITh KaK MPSIMBIM IOCIEICTBYEM
3a60eBaHMSI ¥ BO3HMKATD 13-32 HU3KOTO AIIIeTUTa, TaK
Y Pa3BMBATbLCS BTOPUYHO BUIENCTBME XYMUOTEpaNIuy UIn
pBOTBL. HekoTOpble XMMMOTEpaneBTMYEeCKMe pernaparsl,
Hanpumep 5-dropypaunn u mdbochammz, MHAKTUBUPY-
10T TMaMMH U (pepMeHThbI TPOMEKYTOYHOTO YITIeBOLHOTO
o6MeHa, UTO MPUBOAUT K PasBUTHUIO Kaxekcuu [61].

'mneprtypeos BbI3bIBaeT THAMMHOBYIO HeENOCTaTOY-
HOCTb BCJIEACTBME TUIIEpMeTabonn3Ma, KOTOPbIi MPUBO-
JMT K IOBBILIEHHOJ ToTpe6HoCcTy B BuTamMuHe B, [11]. IIpu
XPOHMYECKOM TeMOJuaa3e MOXKeT ObITh IOBbIIIEHHAS
9KCKpels TMaMMHa, IOCKOJIbKY OH BBIBOAMUTCS B AVaIN-
3aT [62]. Bce pacTBODBI [i7151 TapeHTePaJbHOTO IUTaHUS He
COZepKaTr B CBOEM COCTaBe BUTAMMHBI ¥l MYMKPO3JIEMEHTBI.
[Toaromy y nalieHTOB, JJIUTEIbHOe BPeMsl HaXOAsAIMXCS
Ha MapeHTepaJbHOM MUTaHUM, MOKET Pa3BUTbCS TMAMM-
HOBas HeJJOCTaTOYHOCTD M3-3a HeJOCTATOUHOTO MUV T10JI-
HOT'O OTCYTCTBUS €ro NOoCTyIuleHys [63]. [Ipu AnuTenbHOM
(6ormee 5 cyToK) M 0COGEHHO MOTHOM MAPEHTePaTbHOM
MMATAaHUY BCeM TIallYieHTaM TpebyeTcsl HOMOTHUTENIbHOe
BBeJleHVe BUTaMMHOB ¥ MMKDPO3JIEMEHTOB, OCOOEHHO TTPU
UX M3HAYAIbHOM JepUIINTE.

KIMHWYECKUE NPOABNEHUSA SHUEDANOMNMATUNU
BEPHUKE KAK CNEACTBUE AEDOULUTA TUAMUHA

Hedbuuut TMaMMHa B TOJTOBHOM MO3Te IPUBOIUT K
LUTOTOKCUYECKOMY OTEKY U YBeIMUEHUI0 00bEMA acTpo-
LUTOB B TeueHue 4 nHeit. Yepe3s 7-10 nHel CHUKeHMe
aKTMBHOCTM TPAHCKETONAa3bl BBI3bIBAET IMUCHYHKINIO
SHZIOTENMANbHBIX KIETOK, BBIPAOOTKY OKCMIA a30Ta U
BBICBOOOXKI€HME BHYTPUKJIETOUHOTO TJTyTaMara BO BHe-
KJIETOYHOe TPOCTPaHCTBO. TakuM 06pa3oM, HapylieHue
OCMOTMYECKUX TPaJMEHTOB U BbIPabOTKA CBOGOMHBIX
pasyKaaoB MPUBOILAT K Ba30TeHHOMY OTEKy M Hapyllle-
Huio nipoHuniaemoctu I'DB. Cryerst 14 mHeit dpparmeHTa-
uust JHK HelipoHOB M JIaKTOALMA03 BbI3IBAIOT HeoOpa-
TUMOE CTPYKTYpPHOE TMOBpexAeHue U rubeinb HepBHBIX
K1eTok [16]. Hamnbonee ysa3BMMBIM y4aCTKOM T'OJIOBHOTO
Mo3ra Mpu OB sBASIOTCST COCLieBUIHbIE Tena, OBpexke-
HMe KOTOPBIX 110 gaHHbIM Victor M. et al. (1989) BbisiBIeHO
B 100% cnyuaeB [64]. [IprunHa TaKkoii M3O6MpATETbHOI
HejipofereHepanuyy MaMMWISIDHBIX TeJl, a TakKe KpbIIIN
CpelHero Mosra M OKOJIOBOZOIPOBOAHOTO BellecTBa B
HacTosiIee BpeMsl He U3BeCTHa [65].
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B pesynbraTe BO3HMKHOBEHUSI Je(pUINTA BUTAMMHA
B, Ha ()oHe BBIIIEONCAHHBIX MEXaHM3MOB €r0 Pa3BUTHS
MIpY pasaIUYHONM NaTONOTUM, KTMHMUYeCKM OB mposBiseTcs
paccTpoiiCTBOM CO3HaHMSI, TA30[BUTATEIbHBIMU Hapy-
meHusIMM M aTtakcueit. OgHAKO Kiaccuueckasi Tpuaaa
CUMIITOMOB BCTpedYaeTcs Aullb B 16% ciydaes, y 29%
Mal/eHTOB BBISBISIIOT [Ba IpU3HaKa U3 Tpex, y 37% —
onuH, a B 18% cjyuaeB He OMarHOCTUPYIOT HU OJHOTO U3
JaHHBIX CUMIITOMOB [66].

Penkumu mposiBneHusimu OB SBASIIOTCS TUIIO- peske
rurnepTepMusi, CHIKeHMe clyXa BIUIOTh IO TJTYXOThI Ha
MO3IHUX CTAAMUSIX 3a00TeBaHUs, SMMUIETITUYECKUE IMPU-
CTYIIbl, apTepuasibHasg TUIIOTeH3Us, TaxuKapaus, CMHKO-
TaJjybHbIe COCTOSIHMS, NToNIMHeliponiaTus [67].

DHuedanonaTusi BepHuke MOXeET MPUBOIUTH K HEOO-
paTMMOMY TOBPEXIEHUI0 TOJIOBHOTO MO3ra, TSIKENOi
MHBamMau3auuu, a B 15-20% ciyyaeB — K CMepTeIbHOMY
ucxony [68].

OHiedanonatusi BepHuke — ocTpas cTaaysi CMHApPOMa
BepHuke-KopcakoBa, B XpOHMUECKOM I1eproze KOTOPOTo
pasBuBaetcst cuHapom Kopcakosa. Cungpom KopcakoBa
yale BOSHMKAET y HeJleueHbIX Mal[MeHTOB ¢ IB ajkorosb-
HOTO TeHe3a U BbI3BaH MOBPeXIeHNeM MaMWIISIPHBIX TeJl
u Tamamyca [67].

IOnsa cunagpoma KopcakoBa XapaKTepHbl Clleayroliye
KIMHUUEeCKMe CUMIITOMBI: aHTepO- U peTporpajHas
aMHe3usi, KOHMa6GYIIIuu, pacCTPOICTBO MCIIOTHUTEb-
HbIX QYHKLMI 1 SMOLMOHA/IbHBIE HapyLieHus [69].

EBpormeiickoii pemepariyeit HEBPOJIOIrMUYECKUX OOIIECTB
(2010) paspaboraHbl OMArHOCTUYECKUE KpuTepum OB
aJIKOTOJIBHOTO reHesa:

1. HEIOCTATOYHOCTH MUTAHUS, CBSI3aHHAS C YIIOTPeO-
JIeHVieM aJIKOToJsl.

2. VIa30ABUTaTeIbHbIE HAPYILIEHMSI.

3. HapylleHMs PaBHOBECHSI.

4. HapylleHue CO3HaHUS WX yMepeHHOe KOTHUTUB-
HOe CHIKeHHe.

i BepudmKkauuy guar{osa DB HeoO6XOmMMO Halu-
ynue OBYX U3 4 KputepueB. [laHHBIE KPUTEPUU TakxkKe
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RELEVANCE Wernicke encephalopathy (WE) is an acute life-threatening neurological disease caused by thiamine deficiency. Vitamin B1 is a coenzyme that is
involved in the process of maintaining the integrity of cell membranes, and, consequently, the normal functioning of the nervous system, muscles and heart. The
prevalence of WE in the population is 0.4-2.8%. In the absence of timely treatment, WE leads to the development of severe disability, and in 20% of cases — to
death.

AIM OF STUDY Systematization of data on the role of thiamine in the development of Wernicke encephalopathy.

MATERIAL AND METHODS To achieve this goal, the results of scientific research on WE were analyzed. The literature search was carried out in Scopus, eLibrary,
PubMed electronic search engines using the following keywords: Wernicke encephalopathy, thiamine, alcohol abuse, thiamine deficiency. Scientific articles
published between 1881 and 2024 were selected for analysis.

RESULTS The most common cause of WE is chronic alcoholism, which accounts for 50% of all cases. However, there are many other diseases and conditions that
can lead to the development of WE. Vitamin B1 deficiency plays an important role in the development of WE.

CONCLUSIONS Vitamin B1 deficiency can develop as a result of a malfunction at various stages of the metabolic chain, during various pathological processes in
the human body. Wernicke encephalopathy occurs not only in people who abuse alcohol, but also in pregnant women, cancer patients, patients with diseases of
the gastrointestinal tract, liver and thyroid gland, after bariatric and other abdominal surgeries, as well as in patients on long-term parenteral nutrition. Thiamine
deficiency, and, as a consequence, Wernicke encephalopathy, can lead to irreversible brain damage, severe disability and death.

Keywords: Wernicke encephalopathy; thiamine; alcohol abuse; thiamine deficiency; diseases of the gastrointestinal tract
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