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NEHETUKA METABOJIU3SMA ®O0OJIATOB

donueras kucnota u ponatbl (BuTaMuH B9) — rpynna BogopacTBOPUMBbIX
COEeAUHEHUIA, KOTOPas UrpaeT BaXKHYHO poJib BO MHOTMX GUOSIOrMYECKUX
npoueccax:

= CTUMYNMPYeT 3pUTPONOa3;

= y4acTByeT B CUHTE3€ aMUHOKUCIIOT (B T. 4. METUOHUHA, CEPUHa, FJ'IVILl,VIHa),
HYKNTEUHOBbIX KUCNOT, NypUHOB, MTMPUMNONHOB, BUTAMUHOB;

® yyacTBYyeT B OOMeHe XOJIMHa, TMCTUANHA;
= ABNsieTCs BaXKHbIM hakTopom MeTunuposaHusa OHK n PHK;
© Cnoco6CTBYET pereHepaLmm MbileYHOM TKaHW;

= B/IUSIET HA pPasBUTKE BbICTPOPACTYLLUX TKaHel (Koxa, 060/104KK
YKenyao4YHO-KULLIEYHOro TPaKTa, KOCTHbIN MO3r);

© BbINONHAET 3alWUTHYIO d)yHKLIMPO npu 6epeMeHHOCTI/I MO OTHOLUEHUIO K
OEeNCTBUIO Ha NJIOA TepaTOoreHHbIX 1 noBpexaaroLwmnx CbaKTOpOB;

= CMOCO6CTBYET HOPMabHOMY CO3PEBAHMIO U PYHKLMOHMPOBAHMIO NALEHTbI;

= GonaTbl UMEIOT 3CTPOreHoNoA06HOe AENCTBME, YTO NO3BOJIAET CHUXKATb
npuemM ropMOHOB MpW 3aMeCTUTESIbHOW FOPMOHaJIbHOW Tepanuu.

B nonHoit Mepe pyHKUMK GonaToB peanusytoTcs Npu Ux MeTabonmsme,
KOTOPbI1 COCTaB/sSIET OCHOBY (hONIaTHOMO LMKIIA.

MdonaTHbIi LMK — KaCKafHbIA NPOLECC, KOHTPONUpyeMbli pepMeHTamu, B
KauyecTBe KOhepMeHTOB KOTOPbIX ABAAIOTCA ponatbl.

KntoyeBbIiM aTanomM B faHHOM MpoLecce ABAAETCS CUHTE3 METUOHMHA U3
roMoumcTenHa. 370 AOCTUraeTcs B npouecce npespalleHus honaTos:
BoccTaHoB/eHus 5,10-mMeTuneHTeTparugpodonata (5,10-MTr®) go
5-meTunteTparugpoconata (5-MTI®), HecyLero MeTUbHYO FPynmny, KOTopast
Heob6xoAMMa 4519 NpeBpaLleHnsi rOMOLUCTEMHA B METUOHMH. BoccTaHoBNEHNE
dhonaToB MPONCXOAUT NpU yyacTumn pepmeHTa MeTUneHTeTparugpodonar-
peaykTa3bl (MTHFR). MeTunbHas rpynna nepeHocuTcst Ha B12, KoTopblii 3aTeM
OTAAET ee roMOLMCTeNHY, 06pa3ysi METUOHMH C MOMOLLbIO hepMeHTa
MeTuoHUHcUHTa3bl (MTR). OfHaKo B HEKOTOpPbIX cryyasix B12 moxeT
OKMCNATbCSA, YTO NPUBOAMUT K MNOAaBAEHNIO METUOHUHCKHTa3bl. [1ns
noaAepXaHus akTUBHOCTU hepMeHTa HEO6X0AMMO BOCCTaHOBUTESIbHOE
METUIMPOBaHKWE C NOMOLLbIO hepMeHTa MeTMOHUHCUHTa3apeayKkTasbl (MTRR).



HapyLueHMe d)OJ'IaTHOFO UuKna npueBogunT K HaKOMJIEHUKO roMounCcTenHa B

KneTKax 1 NnoBblLEHNIO o6u.|,ero YPOBHA rOMOLUUCTENHA B N1a3Me.
[omoumcTenH o6nap,aeT TOKCUYECKUM, aTepPOreHHbIM n TpOM60d)VII'IVI‘-IeCKVIM

LeNncTBueM, YTO NPMBOAUT K MOBbILWEHUIO PUCKa pa3BUTUA psfa natosornye-
CKUX npoueccos:

OCNOXHEHUs 6epPeEMEHHOCTH 0CTeonopos;
(beronnauerTapHas KaHLueporeHes (KoJlopekTasibHas
He[O0CTaTOYHOCTb, Hep P

npexgeBpeMeHHas oTc/lonKa
HOPMaJIbHO PacrosIOXKeHHOM
nnaueHTbl, NO34HUI recTos);

fLedekTbl pasBuTUA Nioga
(HesapalleHne HepBHOW TPY6KY,
aHaHuedanus, gedbopmaumm
NIMLEBOrO CKeseTa);

npeHataJibHaa CMepTb nioaa;

JKTONMA XpyCcTasiuka,

afeHoMa, pak MOJIOYHOM Xene3bl
N SIMYHMKOB);

ycuneHme noboyHbIx addekToB
npu xumMmnoTepanuu;

CepleyHO-CoCyanUCTbIe
3a6oneBaHusa (MWwemMnyeckas
60ne3Hb cepaua, MHbapKT
MWOKapAa, aTeEPOCKIIEPO3,
aTepoTpom603).

TeTparuapodonat

510-MTro

5-MTro

rOMOUNCTENH

4

A

TpaHcnopTep donatos

donatbl

METUOHUH

L 5-afleHO3UIMETUOHNH ‘—J

cuHTes IHK n PHK
06MeH 6enKoB
06MeH NIMNMA0B

meTunmposaHue [HK



1.1. FEHbl ®ONATHOIO LLUKNA

Ha ypoBeHb (honatoB B K/ieTKe BAMAET Hannuyme ogHOHYKNEOTUAHbBIX
3ameH (NoIMMOpPdHbIX BapuaHTOB) B reHax GponaTHOro Lukia.

Hanpumep, 3ameuieHune uuTtosunHa (C) TummuHoM (T) B nosuunm 677 reHa
MTHFR npuBoguT K 3aMeHe aMUHOKMUCIOTHOrO ocTaTka aflaHuHa Ha ocTa-
TOK BasjiMHa B KaTaJIMTUY4ECKOM y4yacTKe pepmMeHTa. ITO caMblil U3BECTHbIN
nonumopdusm reHa depmeHta MTHFR. [laHHOe n3MeHeHWe nocrenoBa-
TeNbHOCTU reHa o6o3HavyaeTcs 677C> T n NpUBOAMUT K CUHTE3Y TepMona-
6unbHoro depmeHTa (1).

OT 20 #o 53% nrogen aBNAOTCA HOCUTENAMU OAHON Konuu annensa T
(reHoTun 677C/T), a oT 3 fo 32% MoryT yHacnefoBaTb Be Konuv annens T
(reHoTun 677T/T) reHa MTHFR (20).

MTHFR kaTtanuaupyet npespatieHue 5,10-MTIrd B 5-MTI ®. MocnepHwuin
ABNSETCS HEO6XOAMMbIM ANt 06pa30BaHUs METUOHWHA U3 FOMOLMUCTENHA.
AKTMBHOCTb MTHFR 3HaunTeNnbHO CHUXaeTcsa y reTepo3nroTHbix 677C/T
(-30%) 1 romo3uroTHbix 677T/T (-65%) HocUTENel NO CPaBHEHUIO C NHOABMU
¢ reHoTunom 677C/C (21). FTomosurotHoe coctosiHue (677T/T) cBaA3aHo C
60n€ee HU3KUMU KOHLeHTpaumammu ¢honaTtoB B apuTpoLuTax u 6osee BbiCo-
KVMW KOHLIeHTPaL MMM roMoLucTemHa B Kposu (2, 3).

F'EH SYHKLUA NoIMMOP®U3M

MTHFR Koaupyet 5,10-MeTMﬂeHTeTparm,qpomonarpe,qywafy - 677C > T (A222V)
(hepMeHT (onaTHOro LMKIIa, BOCCTaHaBVBaOLLWIA

METUEHTETPArnapPoO- - g

d)onane/:lyK['Jra3a p 5,10-MTT® 8o 5-MTI®, Heo6X0AMMOro Anst 1298A5C (E429A)

npespaLleHna roMmouncTenHa B METUMOHUH

MTR KoaupyeT hepMeHT, OCYLLECTBASIOLLMI METUIMPOBAHWE

Y p Y
B12-3aBrcUMas romoumcTenHa (o6paTHoe npespaLLeHne roMmoLycTerHa 2756A>G (D919G)
METHUOHUH-CHHTa3a B METMOHVH)
MTRR KoaupyeT hepmeHT, HeO6XOAVMbIN AN MOAAEPXKaHUS
METUOHUH-CUHTa3a AKTVBHOCTWU METUOHWHCUHTa3bl MyTEM BOCCTaHOBUTE b~ 66A>G (122M)
penykTasa HOrO METUMPOBAHUSA
SLC19A1 KoaumpyeT 6eok, KoTopblit o6ecneynsaeT TpaHCnopT 80A>G (H27R)
TpaHcnopTep honaTos B KNETKU
donatoB 1



Kaxabinn 13 ncecnenyemblx I'IOHMMOpCbeIX BapunaHTOB reHOB NpMUBOAUT K
CHUXKEHWNIO aKTUBHOCTU COOTBETCTBYHOLLEro dJepmeHTa UNn TpaHcnopTepa.
9TO MOXeT NPpUBECTU K HapylweHnam d)OJ'IaTHOFO LuKna U noBbILEHUIO
KOHUEeHTpauunn roMouncTenHa, a Takxe cnoco6cTBOBaTh pa3BUTUIO NaToN0-
rMYECKUX COCTOSTHUMN.

BJIMAHUE NOJIMMOP®U3MA F'EH MTHFR HA AKTUBHOCTb ®EPMEHTA

MTHFR MTHFR MTHFR

677CC 677CT 677TT
FEHOTUN

OO ce [ 1

s GO OO-00O OO-Ce OO-00

100% akTUBHOCTY depmenTa 66% aKTUBHOCTM (hepMeHTa 25% aKTUBHOCTM (hepMenTa

1o O®  O0-0@ 000 0000

83% aKTUBHOCTH epMmeHTa 48% aKTUBHOCTW hepMeHTa HeT JaHHbIX
MTHFR

120800 @@ 00-O0 000 00 00

61% aKTMBHOCTM ()epMeHTa HeT AaHHbIX HeT AaHHbIX

MpuunHbI HapyleHus ponaTHOro LMKa:

. reHeTuuyeckue gedekTbl GepmeHTOB honatHoro umkna MTHFR, MTR,
MTRR n SLC19A1;

- peduumnt GoNneBoit KUCIOTbI U/MUNK NULLEBbLIX (ONaTOB B paLMoHe
MUTaHNS;

e neduumnt BUTaMmMHoB B6 1 B12.

AHanms nofiMmMophunsMoB B reHax honaTHOro LuKa nos3sosseT onpenennTb
reHeTUYECKYHo NPeApPacrofioXEHHOCTb K YKa3aHHbIM BblLLE NaTO0rMYeCcKUm
rpoLeccam v faeT BOSMOXHOCTb CBOEBPEMEHHOTO MPUHATUS Mep
(HasHaueHMs KOPPEKTUPYIOLLLEN Tepaniin).

3ABUCMMOCTb AKTUBHOCTU ®EPMEHTA MTHFR OT FEHOTUNA

6e3 3amMeH 100%
reHoTmun 1298 A/C

reHotun 677 C/T

reHoTun 1298 C/C

reHoun 677 C/T v reHotun 1298 A/C

reHotun 677 T/T

0% 50% 100%



Moka3aHus K reHeTUYeCKoOMy aHanusy:
= MOBbILLEHHbIV YPOBEHb FOMOLMCTENHA B KPOBU
(runeproMouucTenHemus);

= HeBblHalLMBaHWe 6epeMeHHOCTH, r’Mbenb nnoga Bo 2 U 3 TpUMecTpax
6epeMEHHOCTY;

= pOXAeHue pebeHKa C U30IMPOBaHHbIMU MOPOKaMM HEPBHOW TPY6KH,
cepALa Unu yporeHMTanbHOro TpakTa;

© nJlaHoBad noaroToBka K 6epeMeHHOCTVI;

= Hanuuue UBC, apTepuanbHOM rMnepToHUKY, aTepockiieposa unm
aTepoTpomM603a;

° TpoM603MbONUs;

= aHTUPOCHONUNUAHBIN CUHAPOM;

= ceMeliHas NpeapacronoXeHHOCTb K OHKOIOrMYECKUM 3a60/1eBaHNAM;
° HasHa4yeHue xumuoTepanuu;

° HasHayeHWe opasibHblX KOHTPALENTUBOB U FOPMOHasbHOM
3aMeCTUTE/IbHON Tepanuu.

MeTopa aHanuM3a reHeTU4YecKux ﬂOlWIMOpd)M3MOB

Kax bl N3 reHoB hepMeHTOB (OonaTHOro LMKa BCTpeyaeTcs y nofien B
Tpex BapuaHTax:

5 R

[OMO3WroTbl — HOCUTENM ABYX KOMUA  [€TepO3UroThbl C ABYMS PasnniHbiMU  [OMO3UrOTbI= HOCUTENN ABYX
reHa 6e3 HyK/IEOTUAHBIX 3aMeH BapuaHTamu reHa (annensmu) KOMUI reHa C HyKNIeOTUAHOM 3aMeHO
1 4aCTO CHUXKEHHOW aKTUBHOCTbIO

hepmeHTa

TexHonorus MLUP no3sonset ugeHTMdMLMpPOBaTb BCE TPU BapuaHTa
HOCUTENbCTBA KaXA0ro U3 uccnegyembix reHoB. [ 3TOro npoBoAnNTCS:

® Bbigenenue [JHK 13 kneTok 6ykkanbHOro

-

3NUTENUS UK KPOBMY; o -
ST
T
| — -
* AMnnudbuKaLus nocnesoBaTeNbHOCTH e HHHHHH Z
1CCNeAyeMoro reHa;
\ -
HHHHHHHHNA

® [leTekuus cneunpuyeckux Ans Kaxmnoro e . T
annens aMnanKoHOB Npy MOMOLL \. -
dnyopecLeHLmuu. ~



leHeTMYeckune hakTopbl pucka HapyLlleHus honaTHOro Lmkia

MTHFR

MeTuneHTeTpa-
rugpodonar
pepykTasa

MTR

B12-3aBucumasn
METUOHWMH-
CUHTa3a

MTRR

MeTunoHuH-
CUHTa3a-
pepykTasa

SLC19A1

TpaHcnopTep
donatos 1

nonu-
MOP®U3M

677C>T
(A222V)

1298A>C
(E429A)

2756A>G
(D9196G)

66A>G
(122Mm)

80A>G
(H27R)

FEHOTUN

c/C

Cc/T

T/T

A/A

A/C

c/C

A/A

A/G

G/G

A/A

A/G

G/G

G/G

G/A

A/A

SOOEKTbI

Be3 ocobeHHocTei

CHMWXXEHUe aKkTMBHOCTU hepmeHTa A0 60%.
[Hedunumt MTHFR crnioco6eTByeT
TepaToreHHOMY W MyTareHHOMY IECTBHIO.
CBfi3aH C NOBbILEHHON KOHLeHTpaLuen
rOMOLIMCTENHA B KPOBU

Be3 oco6eHHocTe

CHWXEeHMe aKTUBHOCTU hepMeHTa A0 35%.
Ledvunt MTHFR cnoco6etByeT
TepaToreHHOMY U MyTareHHOMy [1eiCTBUIO.
CBsi3aH C NOBbILLEHHOW KOHLeHTpaLuein
roMoLucTenHa B KpoBU

Be3 oco6eHHocTel

CHWKeHWe aKTUBHOCTY (hepmeHTa.
Pa3BuBaeTCs yMepeHHasi CTeneHb
runepromoucTenHemmi. bonee BbipaxeHHoe
CHWXEHWe YPOBHS rOMOLMCTENHa B Nnasme B
OTBET Ha NoBblLLeHKe GonaTos B NuLLe

Bes ocobeHHocTei

CHWXeHUe aKTUBHOCTU hepMeHTa.
YcunusaeT runepromMoLycTenHeMuIO,
BbI3blBaeMyto nonnmopdusmom 677C>T B
reHe MTHFR

Be3 ocobeHHocTel. Ho ycunveaeTt BnunsiHue
natoreHHoro annensaT (677C>T B reHe
MTHFR).B koM6uHaLum ¢ reHoTunom MTHFR
677 T/T NpUBOAUT K MOBbILLEHMUIO YPOBHS
rOMOLICTENHA N CHUXXEHUIO KOHLIeHTpaLum
tonaTos B apUTpOLMTaX

anIBO,CLMT K MOBbILUEHUIO YPOBHA
rOMOUMUCTENHA N CHMXKEHWUKO KOHLEHTpaUnn
bonatos B apuUTpoLmTax

YACTOTA
B nonynauum

51%

39%

10%

47%

41%

12%

75%

23%

2%

23%

42%

35%

28%

58%

14%
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HAPYLUEHUE ®ONTATHOIO LIUKJIA
M PUCK 3ABOJIEBAHUN

@ & 2

He6NaronpuATHbIe cepAie4Ho-cocyamncTble pak 60ne3Hb Anblirelivepa
MCXOfbl 6epEMEHHOCTH 3a60/1eBaH1s 11 KOTHWTVIBHbIE HapyLLeHNS

2.1 HEBNATONPUATHbLIE UCXOA4bl BEPEMEHHOCTMU

DedeKTbl HepBHON TPY6KHU

PocT 1 pa3sBuTMe nnoja CcBA3aHO C YacTbIM AiefIeHUeM KNeTok. [loctatouHoe
KONMYecTBO (OnaToB MMEET peluatollee 3HadeHre ansa cuHtesa JHK n PHK.
[edekTbl HepBHOM TPY6KM (LHT) BO3HUKAIOT M3-3a HEBO3MOXHOCTM 3aKPbITUSA
3MOpUOHANbHON HEPBHOM TPYOKM Mexay 21-M 1 27-M AHAMM NOcne 3a4aTus,
KOrAia MHOTME XKeHLLMHbI AaXe He Nof03peBatoT, YTo OHM 6epeMenHbl (1). AHT
NpYBOAAT K PasfiMyHbIM BPOXAEHHbIM MOPOKaM pasBUTUS, TaKUM Kak Nnopaxe-
HWS rONTOBHOro Mo3ra (HanpuMmep, aHaHuedanus, sHuedanouene) unm nopaxe-
HWS1 MO3BOHOYHMKa (CMMHaNbHbIN anspaduram)(2). PesynbtaTbl paHLOMU3UPO-
BaHHbIX UCCNeAOBaHUA NPOAEMOHCTPMPOBanu CHmkeHune cnyvyae JHT ot 60%
[0 100%, Korpa XeHLWuHbl ynoTpebnsanu nuwesble ponatbl n honnesyro
KUCNOTY B OKOJI03a4aTouHbIi Nepuog (MpuMepHo 3a MecsiL, 10 1, Mo KpalHen
Mepe, Mecsil, nocne 3a4atus) (3, 4).

HecmoTpsi Ha fokasaHHyr Nonb3y npuemMa $GonarTos, OKasblBaeTCs, YTO
ToNbKOo 30% XXEHLLUMH, KOTOpble 6EPEMEHEIOT, CIeAYOT 3TOW peKOMeHAaL MK, 1
cyliecTByeT Hekasi 03a604YEHHOCTb, YTO MOJOAbIE XXEHLUHbI U3 6011ee HU3KUX
counanbHO-3KOHOMUYECKUX FPYNN HAMMEeHee BEPOSITHO ByayT CriefoBaTb 3TUM
pekomeHgauuam (5,6).

Monumopduam 677C> T reHa MTHFR v pyrue reHeTM4YecKue Bapuauum MoryT
YBENUYUTb NOTPEBHOCTL B honaTax u puck paseutua OHT y nnoga. KoHueH-
Tpauusa $honaToB B 3pUTPOLMUTAX U CbIBOPOTKE 3HAUYUTENBHO HUXKeE Y 6epemeH-
HbIX XXeHLWWH ¢ BapnaHTamu T/T 1 C/T no cpaBHEHUIO C HOCUTENIEM reHoTuna
C/C (7), uTo yKasbiBaeT Ha HEAOCTaTOYHbIN MeTabonnaM GonaToB cpeau
MaTepen-HocuTenen reHotunoB T/T n C/T. MeTa-aHanua 25 uccnenoBaHui,
rokasasn NosoXMTeNIbHYO CBSA3b MeXAY MaTepUHCKMUM NOIMMOPGU3MOM
€.677C> T reHa MTHFR v IHT (8).

[Opyron BapuaHT MTHFR, 3ameHa A Ha C B no3unummn 1298, Takxxe 6bln CBA3aH
C NMOHWXKEHHOW aKTUBHOCTbIO (hepMeHTa M MoBbILEeHHbIM puckom OHT (9).

10



Y ntofen, reTepo3nroTHbIX No 06eMM U3 aTux BapuaHToB (677C/T + 1298A/C),
HabntofatoTca 60nee HU3KMeE KOHLeHTpauum gonaToB B niasme u 6onee
BbICOKMWE KOHLIEHTPaLM1 rOMOLMCTENHA, YEM Y NaLMEHTOB ¢ KOMBMHaLWeN
677C/T + 1298A/A (10).

KOM6BMHMPOBaHHOE HOCUTENBCTBO 3TUX FTEHOTUMOB (KOMMNayHA-TeTepo3nroT-
HOCTb) C FOMO3UrOTHbIM reHoTunom G/G nonumopdusma 80A> G reHa TpaHc-
noptepa donatoB 1 (SLCT9A1) elie 60/1ee NOBbILLAET PUCK BO3HUKHOBE- HUS

OHT (17).

CteneHb pucka JJHT Tak)xe NoBbILAETCs y HOCUTeNen annenemn pucka
nonuMop@uamMoB apyrux GepmMeHToB GoNaTHOro LMKIa, BKIKOYas METUOHWH-
cuHTasy (MTR 2756A> G) (12), MeTMOHWHCUHTa3apeaykTasy (MTRR 66A> G) (13)
u MeTuneHTeTparnapodonataerngporeHasy (MTHFDT 1958G> A) (14).

2.2. CEPAEYHO-COCYAMUCTDIE 3AB0JIEBAHUA

FoMoumcTeunH n cepgeuHo-cocyaucTble 3a6onesaHuns

PesynbTaTbl 60nee 80 nccnenoBaHuii MOKasbIBakoT, YTO AaXe YMEPEeHHO
MOBbILLEHHbIEe KOHLEHTPaLuy roMOLMCTENHA B KPOBYW MOBbILIAKT PUCK
cepfiedHo-cocyancTbIx 3abonesanuii (CC3) (15). BoaMoxkHble Npeapacnono-
YKEHHOCTW K OCTPbIM COCYAUCTbIM PAacCTPOMCTBAM TaKXXe CBA3aHbl C reHeTuYe-
CKMMU aeduuutaMmm B MeTabonmame romoumcTenHa (16). MexaHuam, ¢ nomo-
LLibtO KOTOPOIO FOMOLMCTENH MOXET YBE/IMYUTb PUCK Pa3BUTUS COCYANCTbIX
3a60n1eBaHNI pasnyeH: 0TMeYaloT HeraTMBHOE B/IMSTHUE FOMOLIMCTENHA Ha
CBepTbiBaHMe KPOBK, apTepuasibHyto Bazoaunataumio 1 yTonlleHne aptepunab-
HbIX CTeHOK (17).

donaTbl n roMouucTeunH

BoraTbI honaTtamMu paumMoH NUTaHUS CBA3aH CO CHUXXEHHbIM PUCKOM
CcepAeYHO-cocyANCTbIX 3ab6osieBaHWi, BKIKOYas UWLEMUYECKYHO 60/1e3Hb
cepaua, MHhapKT MrMokapaa 1 nHcynbT. MiccnegoBaHue, B KOTOPOM BENOCH
HabnogeHve 3a 1900 GMHCKUMU MyXXUMHaMu B TedyeHue 10 neT, nokasano, 4To
y Tex, KTo ynotpe6nsn Hanbonbluee KOIMYeCcTBO NULLEBbIX h0NaToB, pUcK
KOPOHapHbIX 3ab6onieBaHmnin 6bin Ha 55% HUXKE MO CpaBHEHWUIO C TEMU, KTO
ynoTpe6nsin HauMeHbLLEe KOJIMYECTBO NULLEBbLIX donaTtos (18).

Bbino gokasaHo, 4YTo He feduumnT BUTamMmumHa B12 nnv ButammHa B6, a UMeHHO
AedrumT NULeBbIX GONaToOB CHMXKAET KOHLEHTpaL Mo romoumcTenHa (20).

MeTa-aHanus 25 paHAOMU3NPOBaAHHbIX KIIMHWYECKUX UCMbITaHWU, C y4acTueM
noyTtn 3000 nauMeHTOB, NOKasars, YTo fo6aBKU (GOIMEeBON KUCOTbI B KONnYye-
ctBe 800 MKr/aeHb 1 60n1ee MOXET CHU3UTb KOHLLEHTPALMIO rOMOLIUCTENHA B
nnasme Ha 25%. A exxegHeBHble f03bl 200 MKr 1 400 MKT GosineBo KUCNOTbI
6b111 cBA3aHbl ¢ cOOTBETCTBEHHO 13% 1 20% CHUXEHWEM roMmoLucTenHa B
nnasme (21).

AMepuKaHcKas Kkapamosornyeckas accoumauus nogaepXxmnsaet pekoMeHaa-
uuto no npuemy 400 MKr ponmneBow KUCNOTbl, 2 MI BUTaMuHa B6 n 6 Mkr
BUTaMuHa B12, ecnu nepBoHavanbHas NonbiTka JOCTaTOYHO MOHU3UTb
KOHLIeHTpaLMIo rOMOLMCTEMHA C MOMOLLbIO ponaT-oboraleHHON AneTbl He
yBeHuaeTcs ycnexom (22).
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BapuaHTbl reHoB hepMeHTOB (HONaTHOrO LMKIa MPUBOAAT K MOHMKEHUIO
KOHLIeHTpaLMy roMoLMcTeEMHA B KPOBU (23). B YacTHOCTU, BNUAHME BapuaHTa
677C>T reHa MTHFR 6b1510 nccnefjoBaHo Nogpo6HO: aHann3 paHAOMU3MPOBaH-
HbIX UCCNELOBAHUM, B KOTOPbIX NPUHANM yyacTme 59 995 naumeHToB 6€3
nctopum CC3, nokasan pasHuLy B KOHLIEHTpaLun roMoumncTemHa Mexay
HocuTensamu reHoTunoB T/T n C/C B pernoHax ¢ HU3KNUM CofepXKaHneMm
tdonatos(24).

2.3. PAK

Pak BosHuKaeT n3-3a noepexxaeHnin IHK, kotopbie TpebytoT 60/1bLUEro
yucna ucnpasneHu N/Mnmn HeCOOTBETCTBYHOLLLEN IKCNPECCUN BaXKHbIX FEHOB.
M3-3a BaxxHon ponu ponatos B cuHTede JHK n PHK n meTunuposanum,
HefZocTaTo4HOe noTpebneHune honaToB CNOCO6CTBYET HECTAOUIBHOCTU
reHoma 1 NoJsIOMKe XpOMOCOM, KOTOPble YacTo NPUBOAAT K Pa3BUTUIO paka. B
YacTHOCTW, penankauna n penapauua AHK nMmetroT pellaroee sHavyeHne gns
NOAAEPXKAHUS FeHOMa, @ HexBaTKa HYKJ1e0TUA0B, BbI3BaHHbIX Ae(pULUTOM
dhonaToB, MOXET NPUBECTU K HECTABUIBHOCTU reHoma 1 MyTaumsam OHK.
CHuxeHwne 5,10-MTI® moxeT nocTaBUTb NOJ Yyrpo3y NpeBpaLleHne Ae30KCHy-
puanHMoHodocthata(dUMP) B gesokcutuMmmanHMoHodocoat (dTMP)
bepMeHTOM TUMNANIATCMHTA30M, U BbI3BaTb HaKOMJIEHWE ypauusa u uctolle-
HMe TUMUHA. DTO MOXET NPUBECTU K OLLMOOYHOMY BKJTHOUEHMIO ypauuna B
JHK Bo Bpems pennukaumm nnu penapauuv 1 BbidasaTb nospexaeHve JHK
(25).

Mockonbky 5,10-MTIr® asnaetcs cybecTpatom pepmeHTa MTHFR, BnonHe
BEPOSATHO, YTO CHMXKeHMNe akTuBHOCTU MTHFR BcnegcTteue 3ameHbl 677C> T
MOXXET YBEeNNUYUTb Ucrnonb3oBaHue 510-MTId ans cuHTesa TuMmnannaTa u
npepoTBpaTUTh NoBpexaeHne JHK. OgHako aTo MOXET NPOSIBUTLCS TOJIbKO B
cnyyae geduunTa donatos (26).

MoTpebneHue, N0 MeHbLLEN Mepe, NATY NOpLUuii HPYKTOB M OBOLLEN B Ai€Hb
MPUBOAMUT K CHUXEHUIO 3a60/1eBaeMOCTU pakoM (27). dpyKTbl 1 OBOLLM
OT/INYHbIE UCTOYHUKM (HONATOB, KOTOPblE MOTYT UrPpaTb ONPeAEeNeHHYo posb B
npodunakTuke paka.

MoHWeHHbI ypoBeHb (HONaToB aCCOLMUPYHOT C PaKOM OTAE/bHbIX JIoKanu-
3aumit. AHanus 13 NPOCNEeKTUBHbIX KOrOPTHbIX UCCNeA0BaHUN, KOTOpble
cneaunu B o6LLEN COXHOCTM 3a 725 134 naumeHTamm B TedeHune 7-20 ner,
rokasasn o6paTHYHO CBSI3b MexXay notpebdrieHnem Gponatos U3 MUK U [J06ABOK
N PUCKOM KOJTOpPEKTaNbHOro paka. lNokasaHo, YTo KaXable AOMNO/IHUTENIbHble
100 mKr/geHbdonaToB NpUBOAAT K 2% CHUXeHWe pucka paka(28). bonbuoe
nepcrnexkTuBHoe nccnegosaHue B CLLUA, B KOTOpOM Benocb HaboaeHMe 3a
525 488 naumeHTamu B Bo3pacTe oT 50 o 71 roaa nokasano, 4To nuuieBble
dhonatbl 1 fo6aBKK GoNNEBOW KACOTbI NMPUBOAAT K CHUXEHUIO pUcKa
KOJIOpeKTasibHOro paka (29).
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XoTs1 60/bLUMHCTBO 3NNAEMUONIOTMYECKUX UCCNIe[0BaHNI NOKa3biBatoT
npodunakTuyecknin acddekT GonaTtoB Ha pa3BUTUS paka, 6blSI0 BbICKa3aHO
NpeAnonoXeHne, YTo BbICOKMUE A03bl J06aBOK MMEHHO hOSIMEBOI KUCNOTbI
MOTYT YCKOPUTb POCT OMyXO/N y OHKOormyeckux 6onbHbix (30). B To Bpemsi
KaK BbICOKMI ypoBeHb (GoN1aToB B HOPMaslbHOM AWETUYECKOM AnanasoHe
CYMTAETCS 3alUMUTHBIM OT paKa, HEKOTOpble UCCNef0BaTENN NO-MIPEXHEMY
06€eCrnoKOeHbl TEM, YTO MOBbILLEHHOE NOTpebrieHne HoNNEBON KUCOTbl MOXET
YBENUYUTH POCT paHee CylllecTBOBaBLUNX HOBoo6pa3oBaHuii (30). MeTa-aHanus
TPex KpYnHbIX paHAOMMU3MPOBaHHbIX KIMHUYECKUX UCTIbITAHUI C y4acTUeMm
NauMeHTOB M3 IPpynMbl BbICOKOrO pUCKa He nokasas Kakoro-m6o yBenmyeHus
peunamnBa KOJIOPEKTaNbHOWM afleHOMbI Y NaLMEeHTOB, KOTOPbIE MPUHUMANN
no6aBku Gonuesoi kucnotbl B fo3ax 500 nnm 1000 MKr/geHb B TedeHue 24-42
MEeCSILiEB MO CPABHEHMIO C FPYNMoii, NpUHMMaBLLeit nnaue6o (31).

Kak 6b1110 cka3aHo paHee, reHoTun 677T/T reHa MTHFR MOXeT npefoTepa-
TUTb OLLMGOYHYO MHKOpNopauuto ypauuna B AHK v 3awuTTb LENOCTHOCTb 1
cTabunbHocTb AHK npu HM3KOM ypoBHe (onatoB. B nonb3y NpoTeKTUBHOMN
ponu reHotuna T/T roBopuT MeTa-aHann3 62 nccrefoBaHnin Cy4an-KoOHTpOsb
N [BYX KOFOPTHbIX UCCNEef0BaHWUIA: O6LLENPU3HAHHbIN «MaTOreHHbIN» BapuaHT
T/T CHMXaeT pUCK KONopeKTanbHOro paka Ha 12%. Ho cnepgyeT oTMeTUTb YTO
PUCK 3TOrO paka TakXXe CHUXaEeTCs,HO yxe Ha 30% npu NoTpebneHMn BbICOKUX
no3 ¢onatoB (348 -1,583 MKr/aeHb)He3aBUCUMO OT reHoTuna (32). Takum
06pa3oM NpoTeKTUBHbIN 3P dpekT T/T reHoTMNA oKa3bliBaeTCs MeHee 3Ha4YuMm
4YeM ypoBeHb NoTpebneHns GonaTos.

O YnoTpebneHune ankorosns npenaTcTByeT abcopbuun u

= MeTabonusmy donator (16). Bblio yCTaHOBMIEHO, UTO
N0 ¢ reHotunoMm T/T no nonumopdpuamy 3677C>T
reHa MTHFR nMetoT NOBbILEHHbIN PUCK paka B YCNOBUSX
nedvumTta ponaToB U/MNu Npu peryisipHoM NoTpebneHne
ankorons (33, 34).

2.4. BONE3Hb ANbLrEAMEPA U KOTHUTUBHbBIE HAPYLLUEHUA

BonesHb AnbureiimMepa siBsieTcs Hanbosee pacnpocTpaHeHHon hopmoit
ZLleMeHUmMK, BcTpeyatoLeincs y 2% nogen ctaplue 65 net (35). bbina nokasaHa
CBSI3b MeXAy YBennyeHneM notpebneHus GpyKToB 1 oBoOLLe 6oraTbix ponata-
MMU, CO CHUXXEHMEM PUCKA Pa3BUTUSA AeMeHLMn 1 6onesHn AnbLreiimepa (36).
Bnarogapsi cBoe ponn B CUHTE3€e HYKJIEMHOBbIX KUCIOT 1 06ecneyeHnm
MeTUNNPOBaHusA, ponaTbl ABNAIOTCS XXU3HEHHO HEOOXOANMbBIM 4151 HOpMalb-
HOro pa3BuUTUS U QYHKLMOHMPOBAHMSA MO3ra He TO/IbKO BO BpeMsi 6epeMeHHo-
CTU 1 NOCJIE POXIEHUS], HO U BO B3POCIION XMn3HU (37).
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Heckonbko nccnepgoarenein onncanu accoumnanny Mexxay nosbileHHbIMU
KOHLIeHTpaLUMAMM rOMOLMCTENHA U KOTHUTUBHbBIMW HapyLUEHUAMM Y MOXUITbIX
ntofev (38), Ho B NepcreKTUBHbIX KOrOPTHbIX UCCNIef0BaHUAX He 6bIno
0b6Hapy>eHo, UTo 6osiee BbICOKME KOHLEHTPpauum GonaToB CBsA3aHbl C
yNy4YLleHHbIMWU KOTHUTUBHbIMM criocobHocTsiMM (39, 40). Bonee Bbicokue
KOHLEHTpaLMN roMOLMCTEMHA BbIN 0BHAPYXKEHbI Y NIOAEN, CTpajatoLwmnx
ZLeMeHUMel, BKtoyasa 60ne3Hb AnblLreiiMepa U cocygucTyto AemeHuto(41,42).
MeTta-aHanus 2016 roga nokasan OTYETAMBYHO accoLaLmio HOCUTENbCTBA
reHotmnoB T/T u C/T reHa MTHFR c NoBbIWeHHbIM PUCKOM pa3BUTUsSi 6051€3HN
Anbureimepa (T/T + C/T no cpaBHeHuto ¢ C/C OR=1.29, 95 % Cl=1.19-1.40)
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KoPPEKLUA HAPYLUEHUWA
®OJIATHOIo LUKNA

Oedunumnt donaTtoB MOXET NPUBOAUTL K YMEHbLUEHUIO CUHTE3a METUOHWUHA U
HaKoMJIeHNo roMmouncTenHa. NoBblleHHasa KOHLeHTpaLnus roMoLumcTenHa B
KpoBw siBnsieTcA akTopoM pucka AJ1sl HEKOTOPbIX XPOHUYECKMX 3a60N1eBaHNUI,
B TOM YuCIe CepLeyvHO-COCYAUCTbIX 3aboneBanunii n geMeHunn. Kpome Toro,
HapyLueHus honaTHOro LukKa ABAATCS GaKkTOPOM pUcka OHKOIOrMYecKmx
3ab6oneBaHWin U NaToNOrniA nioaa.

MeTa6on13M roMoumcTenHa NponucxoamnT 3 pasHbiMM NYTAMMU (2 U3 KOTOPbIX
OCHOBaHbl Ha NPeBpaLLEHNM FOMOLMCTEMHA B METUOHUH, @ OAMH B Npeo6paso-
BaHWUU rOMOLMCTENHA B UMCTeNH). [MepBblit MeTaboIMYeCKUii MyTb CUHTE3A
METMOHMHA peanusyeTcs Npu NoMoLLM pepMeHTa METUOHUHCUHTa3bl Npu
nomMoLuy BuTaMmHa B12 u 5-MTI®. Bropoii nyTb Npeo6pa3oBaHns rOMOLUCTEN-
Ha B METMOHUWH peannayeTcs ¢ MOMOLLb 6eTauH-TOMOLIMCTENH S-METUNTPAHC-
(epasbl M OCHOBaH Ha Npeobpa3oBaHuM 6eTavHa B AUMETUATNLMH. TpeTui
MyTb BK/HOYAET NpeBpaLleHns roMOLIMCTENHA B LUMCTENH U TpebyeT aBa B6
3aBUCUMbIX PepmeHTa. Takum 06pa3oM, KOHLLEHTPaLMsa roMoLMCTeNHa
KOppeKTUpyeTcs 60/bLLUNM KONM4YecTBOM (hakTOpoB, B YaCTHOCTW BUTAMUHAMM
B9 1 B12, a Tak)xe MeTabonnYeckn akTMBHbIMU popmamm GonaTos.

PEAKUWNA METUJTMPOBAHUA

f

TH4-ponat METUOHUH LAUMETUNTNULMH

5-metun TH4-ponat rOMOLMCTENH 6eTanH

LUUCTAaTUOHUNH
B-cuHTasa

LIMCTATUOHUH
Y- asa

UMCTAaTUOHUH UuncTenH

donatbi (B9)

donatbl (TakxKe HasbIBaOTCA ONALWHOM UK BUTaMUHOM BI) — rpyrina BoaopacTso-
PUMbIX BELLECTB, B KOTOPYIO BXOAAT (posmeBas K1CNoTa, NuLLiEBble honaTbl, KOTopble
coaepykaTcs B NpofyKTax MUTaHWs U METabonmyecku akTuBHble hopMbl Gonatos
(Takune kak TT® 1 MTT®). GonmeBasn KvicnoTa sIBAISIETCA CUHTETUYECKON HOpMON
(honaToB, 1 cofePXKMTCA B 0GOraLLiEHHbIX MPOAYKTaX NMUTaHUs 1 BUTAMUHHbIX JOGaBKaXx.
Bronornyeckas akTMBHOCTb (POMEBOI KUCIIOTbI MOSIB/IAIETCA TOMBKO Mocsie ee
MpeBpaLLieHsi B MeETabonM4eckn akTBHbIe honatbl B KIETKE(2).
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Mpu noBblWeHWUn [o3bl GonaTo., y HocuTenen T annens (nonumopdnam
677C> T reHa MTHFR) Habnto4aeTcs CHUXEHWE KOHLIeHTpaLuii roMoLucTenHa B
nnasme (3). BaxXHbIM He OTBEYEHHbIM BOMPOCOM O dosiaTax siBfifgeTcs To,
JOCTaTOYHO /I PEKOMEHAOBAHHbIX LHEBHbIX 4,03, YTOObI KOMMNEHCMPOBATb
MOHMXXEHHYH akTUBHOCTb hepmeHTa MTHFR y HocuTenen T annens, unm um
Heo6xoAMMbI 60/1ee BbICOKUE A,03bl PONaToOB, YeM B 06LLMX peKoMeHZauusax (4).

BuopocTynHocTb 1 nuLLeBol (honaTHbIN 3KBUBaNEHT (MPI)

KuweyHas abcopbuus nuweBbix ponaTtoB NpeAcTaBsieT cCO60M ABYXCTaANi-
HbI MpoLecc, KOTOPbIV BKOYaeT Npeobpa3oBaHune nonvrnytramatos ¢honatos
B MOHOrflyTamaTbl 1 fanee B TeTparungpodonat un 5-MTIo.

MocnepHwWiA ABNSIETCA OCHOBHOWM LMPKyupytoLLein popmoit honatos B OpraHus-
Me YenoBeka. CTeneHb BcacblBaHWs M MeTabosIM3ma nNuLLeBbIX GonaToB U
dhonneBor KUCNOTbI 3aBUCUT OT XapaKTepa NuLLmM 1 cnocoba eé NnpuroToBe-
HMA. 10 HEKOTOPbIM AaHHbIM, BUOAOCTYMHOCTb CUHTETUYECKOW honneBon
KucnoTbl Ha 20% Bblille, YeM Y GponaTo., Nosydaembix ¢ nuuei (5).

Mo ApyrMm faHHbIM, honmeBas KUCoTa B OT/IMYME OT (hONaToB, B NULLEBAPUTENb-
HOW cucTemMe Nnoxo npeobpasyeTcs B akTUBHYto dopMy 5-MTI®. Mo HekoTo-
pbIM AaHHbIM, 0 80% (GonneBo KUCNOTbI MONagaeT B BOPOTHYHO BEHY NMEYEHM,
He npeo6pa3oBaBLmuch B 5-MTI d(6,7).

Taknm 06pa3om, Ha faHHbIM MOMEHT HET eAMHOr0 MHEHWUSI 06 ONTUManbHOWN
topme npuema donatos (8). Bce 60sblue faHHbIX TOBOPUT B MOJMIb3Y UCMOJIb30Ba-
HUs akTUBHMX hopma donaTtos, Takmx Kak 5-L-MTIr® un 5,10-L-MTr .

CnepyeT OTMETUTb, YTO PEKOMEHAALMM MO NpueMy GonaToB B HacTosILLLee
BpeMs onpefensieTcs C MOMOLLbIO CUCTEMbI NULLEBOrO hONaTHOro 3KBUBAseH-
Ta (Nd3), koTopas 6bina paspaboTaHa C y4eTOM pasHuULbl B BUOJOCTYNHOCTH
(honneBom KUCNoTbl, 6Mof06aBOK M NULEBbLIX GonaTos (9).

1 Mukporpamm (MKr) nuweBblx ponatoB obecrneynsaet 1 Mkr MO, MNpu aToM
1 MKr donueBol KucnoTbl obecneymBaet 1.7 mkr MOI. CneayeT 0TMETUTD, YTO
MNd3 onpefensanu B UccnefoBaHUsAX Ha B3POCIbIX, HO He 6b110 NccnefoBaHo
MOXeT N1 honmeBas KucnoTa B AETCKOW CMecH 6bITb 60nee 6UoLOCTYMHOMN,
yeMm (onaTbl B MaTepMHCKOM Moroke. Micnonb3osaHue MO ans onpegeneHns
NnoTpPebHOCTU MNaAeHUEeB B GonaTax 6b1510 6bl HeXXenaTebHbIM.

PekoMeHzyeMble AveTuyeckue Ao3bl HoaToB B NULLEBbIX GonaTHbIX 3KBUBaneHTax (Md3):

3Tan XusHu Bospact My>X4uHbI (MKr/AeHb) XKeHWwmHbI(MKr/aeHb)
MnageHupbl 0-6 mecsLeB 65 (Al) 65 (Al)

MnageHubl 7-12 mecsueB 80 (Al) 80 (Al)

LeTtn 1-3 roga 150 150

Letn 4-8 net 200 200

Jetn 9-13 net 300 300

MoapocTku 14-18 net 400 400

Bspocnble o1 19 net 400 400

BepemeHHOCTb BCe BO3pacTa 600

IpyAHoe BckapmnvBaHue BCe BO3pacTa 500



Muw,eBble ICTOYHUKU

3eneHble NIMCTOBbIE OBOLLM SIBAAIOTCA 60raTbIMU UCTOYHUKAMM GOIaToB, a Takxke
CnyXaT OCHOBOI ins ero Ha3BaHus (foliage =nucTtea). LiuTpycoBble dpyKTOBbIE
COKU, 6060Bble U 060raLLeHHbIe HONMEBOI KUCMOTOM NPOAYKThI TaKXKe ABNSHOTCS
OT/IMYHBIMU UCTOYHUKaMU donaToB (2). Psag NpoayKToB, 6oraTbix honatamy,
nepeyncrieHbl B TabnuLe BMeCTe C UX COAEPXKaHWEM B MUKporpammax (MKr).

Muwa Mopuus MKr Nd3
YeueBuLa (NpUrotoBneHHas, BapeHas) Y2 Yaliku 179

HyT (MpUroToBNeHHbIN, BapeHblit) Y2 Yaliku 141
Cnapxa (NMpurotoBneHHas, BapeHas) Y2 alku (~6 CTPY4KOB) 134
LnuHaT (MpMroToBMIEHHbIN, BapeHbiit) ¥ yaLlku 131
AnenbCUHOBBIN COK 180 mn 56
CnareTtut (060raLeHHble, MPUrOTOBEHHbIE) 1 vawka 167
Benblit puc (060raLeHHbIi, MPUrOTOBNEHHbIN) 1 vawka 153

Pué6odnaeuH (B2)

Tr® meTabonmueckn B3aumMogencTayeT ¢ pubodnasmHoM. PubodnasuH aBnseT-
cA npeflecTBeHHMKOM dbraBuHageHMHAMHYKkNeoTuga (PAL), kodbepMeHTa,
Heo6XOAMMOrO A5t aKTUBHOCTM hepMeHTa, MeTabonusupytowtero TFd — MTHFR.
®A[l-3aBucumbln MTHFR, B CBOIO 04epefb, akTUBMPYET peakLmto, KoTopas
reHepupyeT 5-meTuneHTeTparngpodonaTt. 3Ta akTuBHas Gopma dhonatos
Heob6xoAvMa A1 06pa3oBaHMst METMOHWMHA U3 roMoLmMcTenHa. Hapsigy ¢ apyrumum
BUTaMMHaMu B 6onee BbICOKME [,03bl pubodhnaBrHa CBA3aHbl C MOHMKXEHHOM
KOHLEHTpaLmei romoumcTenHa B nnasme (10).

Hau6onbliee BnusiHue pubocdnaBuHa Ha MeTabonmam ponaToB BbISIBIEHO
cpeAy roMO3UroTHbIX UHAMBUAYYMOB Mo o6wemy nonumopgusmy c.677C>T
(ntogm ¢ reHotunom T/T) B reHe MTHFR (11). Y aTux uHanBuAyyMoB (OKoJIo
10% HaceneHus) 06bI4YHO HU3KUIA ypOBEHb PONATOB, @ TaKXKe MOBbILEHHas
KOHLEHTpaL st roMoLMncTENHa, 0CO6EHHO KOorAa noTpebneHune honatos u/mnu
pubodnaBuHa ABNSETCA HELOCTATOYHbIM. [TOBbIWEHHas KOHLEeHTpaums
rOMOLMCTEMHA Y STUX NIIOAEN OYEHb YYBCTBUTESIbHA K CHUXXEHUIO NpuemMa
pnbodnaBrHa, NOATBEPXAasi BOKHOCTb B3anMopencTeus pubodnasuHa un
reHa MTHFR (12).

Butamuu B6

fBnsietca kodakTopoM anst bepmeHTa SHMT, KoTopbI NnpeBpawiaet TFO B
5,10-MTTI'®, koTopbIi, B CBOO ovepefb, npeBpaiyaetcsa B 5>-MTI® depmeHTOM
MTHFR. ButamuH B6 o6ecneunBaeT paboTty dpepmeHTa SHMT garke npu ero
HU3KMX KOHLIEHTPaLUSIX U MOXET MOMOYb NPefoTBPaTUTb HaKonieHne Gona-
TOB B MOTEHLMANIbHO OMacHbIX A03ax.
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Bonee Toro, ABa pepMeHTa HEO6XOAMMbI AN1A NpeBpaLLeHns BpeLHOro roMouu-
CTenHa B aMUHOKUCOTY LIUCTEUH: LUCTATUOHUH-B-CUHTa3bl U LUCTAaTUOHUH
y-nrasbl. 06a aTux pepMeHTa TakKXKe UCMNOob3YHT BUTaMuH B6 B kayecTBe
KodakTopa. MoaToMy KopeKuus cTaTyca BUTaMuHa B6 MoxeT obecrneunTb
afieKBaTHbIN ypoBeHb 5,10-MTI®, n HopmannaoBaTb NpeBpaLLeHU FOMOLMCTEN-
Ha B uncCTeurH. Moaaep>kaHne HeobxoAMMOro ypoBHs B6 cTaHOBUTCA 0C060
aKTyasbHbIMAJ/A HOCUTENeN OfHOHYKNEOTUAHON 3amMeHbl 677T n 1298C B reHe
MTHFR.

Butamuu B12

fiBnsieTca KohakTopoM AN MeTMOHUHCKHTa3bl (MTR), koTopas npespallaeTt
roMOLMCTENH B METUOHWH, OfiHOBpeMeHHO npespaltas MTI® B TId. JobaBku ¢
BUTaMWHOM B12 MOryT noBnuATb Ha akTUBHOCTb epMmeHTa MTR, yTo npuBOANT
K CHUXXEHUIO YPOBHS romoLmcTenHa(21-22). Takum o6pasom, nogaepxaHme
Heo6X0AMMOro YpoBHSA B12 MOXeT oka3aTbCs MOME3HbIM AN1s1 HOCUTENen
annenei pucka 1298C n 677T reHa MTHFR (13).

betauH

depMeHT 6eTanH romouucTenHMeTUnTpaHcdepasa (BHMT) npespalyaeT
rOMOLIMCTEUH B METUOHWH, UCMOMNb3YS B 3TOW peakuumn 6etavH. [osTomy gonon-
HUTENbHbIN NpYeM 6eTavHa MOXET CHU3UTb YPOBEHb FOMOLMCTENHA, AaXKe NpK
CHWKeHOM akTUBHOCTU MTHFR (14, 15). Takum 06pa3oMm, 6eTavH MOXeT
oKasaTbCsl NoNe3HbIM AN HocuTenen annenen pucka 1298C n 677T reHa
MTHFR.

LUunHk

LinHk saBnsaetcs HE06X0AMMbIM KOMMOHEHTOM ANS npeo6pasoBaHMﬂ romouu-
CTeMHa B METUOHMH, B YaCTHOCTM, OH HEOBXOAMM ANS pa6OTbI d)epMeHTa
METUOHNHCUHTA3bl, @ TaK>XXe 6eTaVIH-FOMOLI,VICTEI/IH S-MeTmnTpchd)epaabl.
MccnepoBaHms nokasanu NON0XUTENIbHOE BANAHUE LIMHKA A1 MOHMXKEHUS
YPOBHA roMouUnUCTENHa B NMyiasmMe KpoBu.

ButamuH C

ButamuH C npenaTcTBYET pacLLenieHnto NuLeBbIX GonaToB 1 J06aBOK
(honveBoi KUCNOTbI B XXeNyaKe 1, TakuM 06pa3om, ynyyliatb 6MoA0CTYNHOCTb
tdonatoB (17). MokasaHo, YTO COBMeCTHbI npuem 5-MTI® (343 mr) u BUTaMuHa
C (289 Mr unu 974 Mr) npuBoAun K 60/1ee BbICOKUM KOHLIEHTpauusaM ¢honaToB B
CbIBOPOTKE B CPAaBHEHWU C BBEAEHWUEM NULb 5-MTId(17).

OAVMH 13 NoAX0A0B KoppeKLun hoaTHOro cTatyca - KOMMeHcawLms CHUXEHHOM
aKTMBHOCTY GepMeHTa WM TpaHcropTepa 3a CYeT NpuemMa COOTBETCBYHOLLLEro
KodakTopa. ATOT Noaxod npeanonaraer noTeHUManbHbin 4eduumnt KohakTopos
(hepMeHTOB (0/1aTHOrO LiMKa, KOTOPbI NoaaaeTcst KOppeKLum npu noMoLLm
HYTPUEHTOB.
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TEH NOJIMMOP®U3M AJUIENb PUCKA * HYTPUEHT

SLC19A1 80A>G A nuuiesble Gonatbl, honuesas Kucnota
MTHFR 677C>T T B2

MTRR 66A>G G HeaKTMBHas hopma KobanamuHa

MTR 2756A>G G B12, meTunupoBaHas popma donatos
SHMT 1420C>T T cepuH, B6

MTHFD 1958G>A A nuwesble donatbl, honuesas kucnota, B6
BHMT 716G>A A XOJIUH, 6E€TauH, UMHK

CBS 833T>C C B6

* KOMMOHEHT HEOBXOAMMBIN 15 OCYLLECTBIEHUS PeaKLuu, Npy AedpuLnTe KOTOPOro yCYry6IseTcs naTonornieckui
3t deKT 3aMeHbl B COOTBETCTBYHOLLEM TEHe.

-
~

\Q/ OOMNOJSIHUTESIbHBIE NoAxoAbl AJ19 CHUXXEHNA
FTOMOLMNCTENHA

CHU3UTb NoTpe6rieHre NpoAyKTOB, 60raTbiXx METUOHMU-
HoM. OCO6eHHO KpacHOro Msica U MOJIOYHbIX NMPOAYKTOB.
XOTsi METMOHUH IBNISIETCA HE3aMEHUMOWN aMUHOKUCIIO-
TOW, OH TaK)Ke KOCBEHHO CMOCO6CTBYeT POCTY aTepo-
CKJIEpPOTUYECKUX BIIAILLEK 3@ CUET YBESIMUYEHUS YPOBHEN
romMouucTenHa.

CHWXXeHue noTpebneHus: ankorosb, Kode, curapeThbl.
ANKOronb ABAAETCA MHTMOUTOPOM METUOHUHCUHTETASbI.
JItoaAM, C MOHMXXEHHOW aKTUBHOCTbLIO 3TOro hepmMeHTa B
pesynbTaTe 3aMeHbl 66A>G B reHe MTRR cnepyeTt
nsberaTb perynsipHoro notpeéneHus ankorons (19).

OnTUManbHbIW BEC: OXKMPEHUE CBSA3AHO C 60J1ee BbICO-
KUM YPOBHEM FOMOLIMCTENHA.

dusnyeckasa akTUBHOCTb: CnucteMmaTM4eckuin aHanms
nokasarn, YTO YMepeHHble CUI0BbIE Harpy3Ku, B OT/INYUU
OT @3pO6HbIX CMOCO6HbI MOHUXAaTb YPOBEHb rOMoLUCTE-
MHa B nnasme kposw (18).
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