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lomoumereun (Hcey), cepoconepxkaiuas, He yda-
CTBYIOLIas B pubOCOMaIbHOM CHHTE3€ aMHMHOKHUCIIOTA,
npeacTaBaseT co0ol METHOHMH, AEMETHIMPOBAHHOE
TNIPOU3BOAHOE HE3aMEHUMOW aMHMHOKHCIIOTHI, SBJISIO-
1ieHcs y moaeH U )KMBOTHBIX €IMHCTBEHHBIM MeTalo-
JNMYECKNM npenuiecTseHHUKoM Hey (cMm. pucyHok).
[TuieBsie NPOYKTHI B YCIOBUAX OOBIYHOM AMETHI CO-
nep:xar npeHeOpexumo manoe komudectso Hey. He-
06X0OAMMO HH3KOE COAEpIKaHHWE 3TOW MOTEHLMABHO
LIMTOTOKCHYHOM aMUHOKHMCIIOTHI B KJIETKax obecneyuu-
BAETCH 32 CUET PEMETHIUPOBaHHUS 10 METHOHHHA, Ty-
TeM TpaHccynb(GUpPOBaHUA [0 LHCTEMHA WIIH
00pa3oBaHus OKUCIEHHBIX (OPM, MPEUMYILECTBEHHO
aucynbunos [1,2,3.4,5]. Pemerunuposanue Hey o
METHOHMHA OCYILECTBAsAETCA ABYMs myTsaMu. B mep-
BOM M3 HHX B KauecTBE IOHOpPAa METWIILHOH rpymnrbl,
HeoOXxomMmoii s npeBpaineHus Hey B METHOHUH, HUc-
none3yerca S-metunrerparuapodonar (5S-MTI'®) —
akTuBHas (opma tonmueBoit kucnotsl. Katanusupyer
JaHHYO peakLiyio pepMeHT S-meTunterparuapodonar-
rOMOLIMCTEMH-MeTUNTpaHc(hepa3a (METHOHHUH-CHHTETa-
3a).B kauecTBe kodepMeHTa MPH 3TOM BBICTYNAET
ButamuH B ,. Bo Bropom cnyuae B kayecTBe JOHOpa
METHIBHOH TPyl UCTONB3YeTes OETaHH, H peakLUIo
npeBpatueHus Hey B METHOHMH KaTanusupyet (pepMeHT
OerauH-romouucTenH-meTUNTpaHcdepasa. Kiiouesi-
MU perynaTopamu metabonusma Hey siensiores S-aje-
Ho3uImMeTHOHUH (AdoMet), KOTOpPbIH aKTHBHpYET
peakLuto TpaHceynbhupoanus Hey u 3amenniser ero
peMeTUIUpOoBaHUe M S-aJleHO3MJITOMOLIMCTEHH
(AdoHcy), 3amenisroLMii TpaHCMETHITHPOBaHUE Me-
THoHuHa [1,3,6-10]. PemeTunupoBanie no nepeomy,
(honar-3aBUCHMOMY, ITyTH MIPOMCXOUT BO BCEX TKAHAX
opraHu3ma 4eynoBeka, B TO BpeMs kak (hepmeHTsI Oe-
TaMH-3aBUCHMOH pEeaKLMM COCPENOTOUYEHBI TIOUTH HC-

KJIFOYMTENIBHO B MIEYEHM M Moukax. B npouecce TpaHc-
cynbdupoBaHus hepMEHT LUCTAaTHOHUH-0eTa-cUHTeTa-
3a KaTaJu3upyeT HeoOpaTtumyro KoHaeHcaumio Hey u
CepuHa B LIMCTATHOHKH, KOTOPBIH 3aTeM MOABepraeTcs
ruaponusy ¢ obpa3oBaHHEM LIMCTEHHA U allb(a-KeTo-
OyTupara nox BIUSHUEM (epMeHTa LucTaTHoHasa. [Ipu
3TOM B KauecTBe KodepmeHTa B 00eux peakuusx uc-
nonb3yeTcs BUTaMuH B, Manuiek LucTenna okucs-
eTcs 0 TaypuHa U HeOpraHu4ecKuX cynb(haTtoB WU
BbiAesseTcs ¢ Mouoil. MertabGonusm Hey ¢ onpene-
JIEHHBIMHM YTIPOLIEHUAMMU MpPEACTAaBIIeH Ha cxeme 1.
Bnepsele Ha posib THNEProMOLIMCTEHHEMHUH B Ia-
TOTECHE3€ apTeprockiiepo3a Obu10 obpalleHo BHUMA-
HHE NP U3yHEHHH MATOJIOMHU CEPAIEUHO-COCYIMCTOM
CHCTEMBI y JIeTeH, MMEIOLUX BPOKIACHHBIE Ae(EKThI
(epMeHTOB, y4acTBYIOLUMX B META0OIH3ME rOMOLLH-
crenna. [Ipy roMOLIMCTHHYPHY, BEI3BAHHON HELOCTA-
TOYHOCTBIO (PepMEHTa LMCTaTHOHHH-0eTa-CHHTeTa3a,
YTO NPUBOMIIO K BECbMA BBIPAXXCHHOMY MOBBILLIEHUIO
obmwero Hey nnasmer (150-300 mkmons/n), oTmeya-
JIUCB, B JIONOJTHEHHUE K Pa3BUTHIO Map(aHOUIHOrO CHH-
ApoMa, OTYET/IMBbIE COCYAUCTHIE AUCHYHKUHUU H
yacThle TPoMOO03b! apTepHit U BeH. Takue 60nbHbIE, Kak
npaeuso, morubanu B Bo3pacre j10 20 net oT TpomM603a
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PucyHoK. CTpYKTYpHble hopMynsl METUOHWHA, LUCTenHa, ro-
MouucTenHa, 1- METUOHUH; 2- LUCTEWH; 3- rOMOLIMCTENH.
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DocdoramTaHONAMHH Hcy, roMmoumncTenHoBas KHCIoTa,
I'yaunguuanerar i

A ——— OGUOXUMHYECKUH TPe/LIeCTBEHHUK
(monamut 1 2p.) tocdoaneHosun docdocynbdara,

Benxu (Muenus 1 ap.)

ABNISIETCS MOILHBIM (haKkTOpOM po-

Terparugpodonar

1Bz pepasa
R |
ToOMOLMCTEHH <—p S-aJeHO3MITOMONUCTEHH
3 2udponaza
S-metunTI'® + Bg 6

Mernonus . S-a1eHO3HIMETHOHHH

CTa y KPBIC C YAAJE€HHbIM THIO(H-
3oM [9]. Hapyiuenue cTpyKTypsl
NPOTEOTNTMKAHOB ¥ H30BLITOYHBIH
pPOCT TNIaIKOMBIIIIEYHBIX KIJIETOK
MoryT obycnaBnuBaTh pa3BUTHE
aTepOCKJIEPOTHYECKHUX Onslrex.
Takoke ObITO MOKA3aHO, YTO FOMO-
LMCTEHH SBJISETCS MOBPENKAAIOLIMM
(hakTOpOM KyJIETYpPbI 3HAOTE/IHAS b~

4 I semiren T -pedyxmaza

HBIX KJIeTok. [ToBpesknatoniee jei-

DochaTHUIxonHH
5,10-meTHnes TT D ITHCTaTHOHHH Kpeartuu CTBHEC TOMOLMCTEHHA Ha KIICTKH
T l MBTHJ’[HpOBaHHHB HMHTHMBI COCYIOB CBA3AHO C OKCH-
HEHPOTPAHCMHTTEPEL JaTHBHBIM CTPECCOM, MPOAYKLHEN
Jurugpodonar 1ucrenn MeTHnupoBaHHEIE P A
Genxu HCPCKHCH BOOOPOAa U CYINEPOKCH-

domiesas KHCI0Ta

Cxema 1. MetaGonuam romoumnctenHa. 1,2- pemetTunMposaHue (NepeHoc akTMBHOM
MeTUALHOM rpynnbl). 3- TpaHccynbGUpoBaHUe (YMeHbLUEHWE MyNa roMouncTenHa u
MeTHUOoHWHa). 4- o6pasoBaHue aKTUBHOM MeTUNLHOM rpynnkl. 5- noTpeGneHue akTms-

HbIX METW/BHLIX TPYNN B MeTaBonnMYeckux NyTax.

MO3rOBBIX WJIM KOpOHapHEIX apTepuii [9,11]. B 1968 r.
6w omKcaH ciydai, korma y 2-MecsuHoro pebeHka ¢
penxoi (opMoii roMOLIMCTUHYPHH, BBI3BAHHOM Ae(DUIH-
TOM METHOHWHCHHTETA3bl, MPOUCXOAUNO KpaiiHe Obic-
TpOe mporpeccUpoBaHHe apTepuockieposa. Ha
OCHOBAaHMM 3TUX U NOA0OHBIX HabmoneH#H OBIIO BbIC-
Ka3zaHo npennonoxeHue, uto Hey cnocobetByer 06-
pPa3OBaHHUIO aTEpPOCKJIEPOTHHECKMX Ouslex
MOCPEACTBOM TPSIMOrO BO3JEHCTBHS Ha COCYANUCTYIO
creHky. OTkpeITHE TOro (hakTa, YTO M TPeTHH Bapu-
aHT BPOXK/EHHOM (PEPMEHTHO# MaToNnoruu, NPUBOAs-
e K moBelLeHuIo ypoBHs Hey nnasmsl — geduuur
metunenrerparuapodonarpenykrazst (MTIOP), tak-
Ke TIPUBOAUT K YCKOPEHHOMY Pa3BUTHIO apTepHOCK-
jiepo3a, MOATBEPKAAN0 aTeporeHHyro poab Hey.
Arteporennoe neticteue Hey 6b110 mokazaHo U B 9Kc-
NEepPUMEHTaxX ¢ MapeHTepaNbHON WM anuMEeHTapHOH
Harpy3koi roMOLIUCTEMHOM KpPOJMKOB U 00e3psH, a
TaloKe 00BACHANIO YCKOPEHHOE Pa3BHTHE aTepockJie-
po3a y ofe3bsiH ¢ UCKYCCTBEHHO BbI3BaHHBIM Jedu-
LINTOM BUTAMHHA B6 [9,11,12].

Wzyuenue kynsTypbl GuOpoO1acToB KOXKH, B3ATHIX
y neTei ¢ nedeKToM LIMCTATHOHUH-CHHTETA3bl, OTKPhI-
J10 u30BITOYHOE CYNb(GaTHPOBAHUE MPOTEONTUKAHOB
BHEKJIETOYHOTO npocTpaHcTsa. CynbdarHble rpynms
GepyT Hauasio U3 GHOXMMHUECKOH LEMOUKH, B KOTO-
po¥i aHrUIpU/I rOMOLIMCTEHHA, FTOMOLIUCTEUH-THONAK-
TOH, TIpeBpaLaeTcs B Cyb(aTupyiomuii KopepMeHT,
docdoanenosun pocdocynbdar. Oxucnernas gopma
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Jla, MHaKTHBaLMeH okcuza a3ora u
HHrUOMpPOBAaHHEM AKTHBHOCTH M
CHHTE3a MIHOTATHOH NMEPOKCHAA3bl
[9,13]. UmeroTcs gaHHbIE O TOM,
YTO B KJIETKAX 9HJIOTE/INA COCY/IOB
MeTabo/M3M rOMOLIMCTEHHA Orpa-
HHUYEH TOJILKO IyTEM PEMETHIIUPO-
BaHUs C MOMOILBIO METHOHUH-CHHTETA3bl. DTO MOJKET
CBHICTENBCTBOBATH O MOBBILIEHHOH YYBCTBUTENBHO-
CTH 3THX KJIETOK K BBICOKMM KOHLeHTpaLusam Hcy.
[ToBeimeHHas CKIOHHOCTD K TPOMOO3aM MpH rUmnep-
rOMOLIMCTEMHEMHUH CBsA3aHa ¢ BausHuem Hcey u ero
MeTaboNIMTOB Ha Uenblii psal (GaKTOPOB CBEpPTHIBA-
HH$, BKJIIO4as TPOMOOLIMTEL, TKAHEBOH (akTop, rpo-
Teun C, TpomOomMonynuH, TpoMOOKcaH, a Takxke
¢axtopsi V, VII u XII. KapGouunbHas rpymia romo-
LUCTEUH-TUOJIAKTOHA CIOCOOHA pearupoBaTh CO CBO-
OOJHBIMHM KOHLIEBBIMH aMHHOTrpynnamMu Oenkos,
HapyLas Npy 3TOM HX MPOCTPAHCTBEHHYIO CTPYKTY-
py. JlunonpoTerHbl HU3KOH MIIOTHOCTH MO/ BITHSHU-
€M TOMOLIMCTEWH- THOJIAKTOHA 00pa3yioT MeJiKue
IJIOTHBIE YaCTHLbI, CKIIOHHBIE K arperaliu, KOTopbie
TMOMIIOIAIOTCs MaKpodaraMu ¢ 0Opa3oBaHHeM NMEeHHU-
CTBIX KJIETOK, YTO NMPUBOJHMT K MOBPEKIEHHUIO HHTH-
MBI, OTJIOKEHUIO B HEi XOJECTEpPHHA U JIMITHIOB,
TpoMOOreHe3y U MOBPEXKACHUIO COEMHHTENbHOM
TKaHHU C MOCIEeAYIOIUM (HOPMUPOBAHUEM aTEPOCK-
nepotuyeckoit 6nawku [9,13].

MHOro4Hc/IEHHbIE KITMHHYECKHE H MO ISIMOHHBIE
HceeJOBaHM MOKA3alI|, YTO THITEProMOLICTEHHEMHUS
ABJIAETCS MOIUHBIM HE3aBUCHMbIM (aKTOPOM pHCKa
Pa3BHTHA aTepOCKIepO3a, CPaBHUMBIM C THIIEpXoiec-
TEpHUHEMHEH, KyPEHHEM M apTepHasIbHON rUINEPTEH3H-
€. 310 npuBeno K BO3HUKHOBEHHIO FOMOLIMCTEHHOBOH
TEOPHH aTepPOCKIIEPO3a, COMIACHO KOTOPOi aTeporeHes
00yClOBNEH rMNEProMOLIICTENHEMHEH, BEI3BAHHOM, Kak
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NIPaBMITO, COYETAHHEM psja (GaKTOPOB: HENOCTATKOM
B MHILIE BUTAMUHOB rpynrsl B v ponaTos, renernyec-
kumu aedexramu metabonusma Hey, TOKCHYECKMMH
BO3AEHCTBUAMH, CBA3aHHBIMU C KypeHUEM, CTapeHH-
€M, TOJIOBBIMH M TOPMOHAJIBHBIMH OCOOEHHOCTAMH,
JnabeToM, NoYeyHOH HelOCTATOYHOCTBIO. XOeCTepHH
1 tunonporerHbl HUu3Ko# nnotHoety (JITTHIT) yuacTsy-
10T B aTeporeHese, COMacHO 3TOi TeopuH, Kak nepe-
Hocuuku Hey B dopme JITTHIT-Hey-arrperaros [9].

CymMMHupys BBbIlIECKAa3aHHOE, MOXKHO BBIAENIUTH
ClIelyIOlIHE BEPOATHBIE MEXAHU3MbI ATEPOTeHHOTO
JIeHiCTBHS TOMOLIMCTENHA:

- PSIMOE NOBPEXKACHUE KJIETOK SHAOTEIHS;

- TMOBBILUEHNE COJEPIKAHUSA TTPOAYKTOR MEPEKUC-
HOT'O OKHCJIEHHS JIUITONPOTEUHOB;

- MOBBILIEHHE TPOMOOKCaH-3aBUCUMO# arrperalmiu
TPOMOGOLMTOB;

- M'HrU6UpPOBaHKE IKCITPECCHU TPOMOOMOAYTHHA U
aktuBauuum C-npoTerHa;

- MOBBILLIEHHE CBA3bIBAHMS JIUTIOTIPOTEHHOB C ubd-
PHHOM;

- ycKkopeHue nponaudepanuy raakoMbILEYHbIX
KJIETOK;

- MHaKTHBAL¥s OKCHAA a30Ta.

KonnenTtpauus Hey B nnasme 310poBoro yenoge-
ka o0bIYHO He mpeBbiwaet 10 Mkmons/n. [pu Hapy-
LUEHWH 110 TOM WJIH HHOH NPUYKHE BHYTPUKIIETOUHOTO
merabonu3ma roMouucTenHa «MHKUA» Hey BbiBo-
JIUTCA U3 KJIETKH BO BHEKJIETOYHOE MPOCTPAHCTBO U
Jlanee B KpOBb, NMpEeAOTBpallas TEM CaMblM TOKCH-
yeckoe BausHue Hey Ha kneTky, HO cnoco6eTBys BO3-
HHMKHOBEHHIO TMIIEPrOMOLIMCTENHEMHH U BO3JIEHCTBHIO
Hey Ha knetku 3nporenys. 3HauMTeNbHOE MOBBILIE-
Hue ypoBHs Hcy rasmbl, He CBS3aHHOE € MOYEYHOM
HEN0CTaTOYHOCThIO, BCTPeYaeTcs peako U obycios-
JIEHO MOYTH UCKITIOYMTENIHO N'eHHOMH nartonoruei (ro-
mouuctunypus; y TT romosuror npu C677T myTtauun
reHa, KOAMpPYIOLLEro MeTuieHTeTparuapodgonarpe-
JYKTa3y; NP1 HaCIeACTBEHHbIX HapyLIeHUsX meTabo-
nusma kobanamwuHa). Bonee nerkue ciaydau
THTNIEProMOLMCTEHHEMHH CBA3aHBI, KaK MpPaBUIio, ¢
thakTopoM nutaHus (AePpULUT BUTAMUHOB rpynsl B,
Harpyska MeTHoHHHOM). [Ipu 3TOM IuMeTHUeckue Ha-
pYLIEHHS MOTYT CIIOCOOCTBOBATH MPOSBICHHIO CKPbI-
ThIX JI0 TOrO FeHeTUUECKHX Ae(deKTOB, Hanpumep, y
rerepo3uror. CornacHo AaHHBIM, MONYHEHHBIM
C.J.Boushey u coarr. [14], He MeHee NOIOBHHBI B3pOC-
noro Hacenenus CIIIA ucnbITEIBAIOT HEAOCTATOK (ho-
JIMEBOMH KMCIOTHI, B CBA3M C YEM CTABUTCA BOMpoc 06
oboraweHnu ¢onatamu (M koOaIaMHHOM, MOCKOJBKY
MOBBIILIEHHOE MOTpebsieHne (ONaToB MOXKET MACKH-
poBaThb Ae(pUIMT BUTaMUHa B ,) MyK# 1 36pHOBBIX NPO-
JykToB. YBenuueHnue conep:kanus Hey cpiBOpoTkH Ha
Kaxapie 5 MKMoJb/N cBeite 10 MKMONB/M MPUBOAUT

K BO3pacTaHUIO pHUCKa KOpOHApHOH naronoruu Ha 60%
y My>k4uH U Ha 80% Yy JKEHIIMH, a TaKXKe K BO3pacTa-
HUIO pucka LiepebpoBackyspHoi naronoruu Ha 50%
Y My>X4MH U keHUuH [14,15]. MHTepecHbIM K 00 cux
MOp He BMOJIHE O0BACHUMBIM (PAKTOM SBJISETCS pes-
Koe CHuKeHUe ypoBHs Hcy y GOnbHEIX ¢ HIleMHuec-
KHUM UHCYJTETOM.

ITposenenHoe B Havyane 90-x rr. 8 Hopeeruu o6-
wpHoe uccnemosanue (The Nordaland Homocysteine
Study) BBISBUIIO MONOXKHTENLHOE B3aUMOJIEHCTBHE
MEXIYy rMNEeproMOLUCTEUHEMHEH, Aake JIETKOH cTe-
NeHH, U TPaJULIMOHHBIMU (PaKTOPaMH pUCKa Pa3BUTHS
CepIEeYHO-COCYIUCThIX 3a0oneBaHuii. B yacTHoCTH,
OTMEUEeHO B3aUMHOIOTEHLMPYIOLLEe BIUIHUE TUMep-
rOMOLMCTEMHEMHH U KypeHus. OTMeueHo, UTo Kype-
HHE NPUBOIMT K MOBbIIIEHHIO yporHs Hey. [Tpu stom
y KypuibILMKOB ¢ ypoBHeM Hcy mmasmer Gonee 12
MKMOJIB/J PUCK CEepJIeYHO-COCYAMCTOMN MaToNOTHH B
12 pa3 BbllLE, YeM Y HEKYPALIMX C TEM XK€ YPOBHEM
roMoucTerHemuu [16,17,18]. MexaHu3Msl Takoi cu-
HEPTUM HE BITOJIHE NOHATHBI, OTHAKO U3BECTHO, YTO Y
KYpSLUMX JTIofel UMeeTcs TEeHAEHLUs K CHUKEHUIO
YpOBHEH BUTAMHUHOB rpynnel B, B T.u. (onaros, a Tax-
e, YTO KypeHHe TIPUBOIMT K MOBBIILEHUIO COAEPIKa-
HHUSI MapKepOB OKCHAATHBHOTO CTpecca.

3aboneBaemMoCTb ¥ CMEPTHOCTb OT CEpPAEHHO-CO-
CYAMCTBIX 3200/IeBaHHi PE3K0 BO3pacTaeT y 60MbHbIX
C MOYEYHOH NMaTONOrHeH, MoNyHaroLMX JIUEHHE JHa-
JIM30M M MocTe nepecaaky mouku. Puck cmeptu ot
UBC pns nuanusHeix 60nbHBIX B 22 pa3a BbIlle, 4eM
B 001iell Monyysiyy U CPABHHM C TAKOBBIM Y G0Jib-
HBIX, NIEpeHecLIX nepBbii MHpapkT Muokapaa [19].
Jons cepaeuHo-cocyaMCTRIX 3aboneBaHuil B obuien
CTPYKTYpE JIETILHOCTH Ha JMAJIM3e COCTABIAET, MO
JaHHBIM pa3HbIX aBTOPOB, oT 36 g0 60% [20,21].B no-
JiaBnsouieM OONbIIMHCTBE CTYYaeB B OCHOBE JIETalb-
HBIX CEpJeYHO-COCYAUCTHIX OCJOXKHEHHMH JIEKHUT
aTrepockiiepos. DToT (GakT NPUBEN K NOSBIEHHUIO MU0~
Te3bl T.H. YCKOPEHHOTO aTepoCKIepo3a», COracHO
KOTOPOM pa3BUTHE aTepocKiiepo3a U TPOMOOTHYECKHX
OCJIOYKHEHHH y IMau3HbIX OONbHBIX HE MOXKET OBITh
00BACHEHO C MOMOILBIO TOJIBKO TPaUIIMOHHBIX (haKTo-
pOB pucka (TUrepTeHsus, AuabeT, KypeHue, IUCIUTIH-
nemuu). OtmeueHo, uto 75-85 % (mo HeKoTOpBIM
gandbiM, 10 100 %) nuanusHeiXx O0JILHLIX UMEIOT T10-
BhIIEHHbIH ypoBeHb Hey [7, 13, 22-27]. CyiuecTBeH-
Hoe rnoBelleHre Hey ormeuaercs y:ke Ha HauyanbHBIX
CTaoUsAX XPOHUYECKOM MOYeYHON HEeN0CTaTOYHOCTH
(XTIH), u runeproMoLKXCTEMHEMHS HAPACTAET B CTPO-
T'OM COOTBETCTBHH CO CHHIKEHHEM (DYHKLIMHU MOYeK, Ma-
paJUIesIbHO HapacTaHMIO KpeaTWHHMHA CBIBOPOTKH. Y
HonbuuHcTBa G0MbHEIX ¢ XITH ypoBeHs obuero Hey
[1a3MbI TTOBBIIIIEH MUHUMYM B 3 pa3a 1o CPaBHEHHIO CO
CpeHETIONYJISILIMOHHBIM YPOBHEM, KOTOPBIH COCTARIISET,
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10 IaHHBIM Pa3IMYHBIX aBTOPOB, oT 10 10 15 MKkMouTB/
11 [22,29-30]. B Hacrosiiee BpeMs NPUHATO AeNeHHe
TMNEepProMOLIMCTEHHEMHH Ha YMEPEHHO BbIPAXKEHHYIO
(conmepxanue Hcy B chiBopoTKke KpoBH oT 16 g0 30
MKMOJTB/JT), cpeHel BeipaxkeHHOCTH (31 — 100 Mxmonb/i)
U Toxenyto (Hey 6onee 100 mxmons/i) [31].

Bo3smoxkHb! iBa moaxosa k 0ObICHEHMIO TPUYHH
runepromouncrenHemuu npu XITH. CornacHo nep-
BOMY, MEPBUYHBIM ABJIAETCS CHHIKEHHE TIOYEYHOro
KknupeHca u metabonusma Hey. CornacHo Bropomy,
HMEIOT MECTO HapylieHus metabonuzma Hcy He
TOJIBKO HEMOCPEACTBEHHO B MOYKaX, HO U BO BCEM
OpraHM3Me B LieJIOM. OTH fBa MOAXOAa, B MPUHLIM-
e, He MPOTUBOpPEYAT APYT APYTY U BO3MOXKHO MX
codeTaHHe.

ITouku urparoT CylecTBEHHYIO posib B MeTabo-
mu3me Hey. Oxono 30% Hcey nnasMel HaxoauTes B
cBOOOJHOM, HE CBA3aHHOM C OelKaMH, COCTOSHHUHU.
Jannas csobosnas dpaxuus cocrout u3 Hey, romo-
uucTuHa (okucnenHoro nuMepa Hey) n nncrenn-Hey
U Jierko (GunsTpyercs uepe3 GasanbHyI0 MemMOpaHy
KJTyOOUKOB CO CKOPOCTBIO 0K0JIO 550 MKMOnb/cyT [4,
31, 32]. bonee uem 99,5% Hcy peabcopbupyercs u
NoJIBEpraeTcs MPEBpallieHHIo B KJIeTKaX KaHalbLeB B
OCHOBHOM I10 ITyTH TpaHccynb(hHpoBaHus ¢ obpa3oa-

. HUEM LIMCTaTHOHHMHA. BeposTHO, MMEET MECTo U npo-
Lecc peMeTUIMPOBAHUSA, UYTO MAOKA3LIBAETCH
obHapy)KeHHeM B MOYKax yenoBeka hepMeHTOB 3TO-
ro mytu: 6eraun-Hey-metunrtpancdepasst v S-meTun-
teTparuapodonar-Hey-meruntpancdepassl. C
Mo4o# BeIBOAMTCS JUb 3-10 MxkMons Hey B cyTkH,
4To cocTapiseT okono 0,3% ordunsrpoBarHoro Hey
[3, 33]. Cumxenwue sxckperu Hey npu XITH, Takum
obpa3om, He MOXeT 00BACHUTE MoBbilIeHus Hcy.
MO0>KHO NPEATONOKHUTh, YTO NPH YMEHbLIEHHH KITy00u-
KoBO# ¢uneTpaumu Hey He monasaer B novyeuHble Ka-
HaJblibl, T.€. B MECTO aKTHBHOTO KaTabonusma Hey, a
TaKKe HE NO/IBEPraeTcs NPEeBpaLleHHIo U3-3a AUChyH-
KLMH KJIETOK KaHaJblieB Ha no3aHux craguax XITH.
ITo aTomy BOMpoOCY B IMTEpPaType UMEIOTCS MPOTHBO-
peuuBbIie JaHHbIE.

Bo3Hukaer nu runeproMouMcTeMHeMHUs BCIen-
CTBHE HapyILEHWH dKCTpapeHalbHOro meTabonu3ma
Hcy? Taxo#i BapuanT mMoxkeT ObiTh 00ycnoBneH ne-
(uLuTOM BUTAMHHOB, PEPMEHTOB U IpyruX cybcTaH-
LM, npuHUMaloIKMX yyacTHe B Merabonusme Hcy.
Conepxanue B rasme 6ombHbIx ¢ XITH ¢ponaros, ko-
OanaMiHa ¥ MUPUAOKCHHA CYLIECTBEHHO He OT/HYa-
ercs ot Takororo y nuil 6e3 XITH, onnako gokazaHo,
4TO Tepanus Gonatamu 1 BUTaMHHOM B, criocobHa
3HAUUTENBHO CHU3UTE yporeHb Hey y 6onbubix XTTH
(2,28, 34-37]. Buramun B, ahdexTHBEH TONBKO B TEX
clly4asx, Koraa MMeeTcs MCXOIHO HU3KHH €ro YpOBeHb.
MMeroTcst JaHHBIE O TOM, YTO Ha3Ha4Ye€HHE CepuHa
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(yposeHns kotoporo npu XITH 3akoHOMEpHO MOHM:KEH)
u berannHa Taioke HeaddexTusHo [7]. B HacTosiee
BpeMs HauboJiee pacnpoCTpaHEHHBIM ABJIAETCS Npe-
craByieHue o ToM, uto npu XITH Hapywatores, B nep-
BylIO ouepeab, mnpouecchl ¢osiar-3aBUCHUMOro
pemetunupoBanus Hey, B To Bpems kak TpaHCCyb(u-
pOBaHMe NMPaKTUYECKH He U3MEHEHO (CoziepiKaHue nmpo-
LYKTOB TpaHcCynb(UpPOBaHUA — LUCTATUOHHHA W
uucrenna — npu XITH 3akoHoMepHO noBbiLIeHo) [3, 7,
13]. B kauecTBe MpUYMHBI 3TOrO B MEPBYIO OYepenb
paccMaTpUBaOTCs HapyuieHus Merabomu3Ma honaTos:
y GoneHbIx ¢ XITH psimom aBTOpPOB 1MOKa3aHO CHMKE-
HHe TpaHcMeMOpaHHOro TpaHernopTa GonaTos, a Tak-
JKE CHWJKEHHE aKTHBHOCTH KOHBIOTa3, OTBEYAlOLINX 32
npeBpaiteHue $honaros B popMe NonurIoramara B 6uo-
JIOTMYECKH aKTUBHBIE OJINO- ¥ MOHOMMIOTamarsl [9, 35—
37]. Ceasp runepromouucrennemun npu XIIH c
HapyLieHusaMU MeTabonu3ma (onueBoit KUCIOTE! 10-
KasbIBaeTCs M 3PHEKTUBHOCTBIO Tepanuu (onatamu,
XOTA /IO HACTOSALIErO0 BPEMEHH HE JIOKa3aHO, HTO CHHU-
JkeHue ypoBHs Hey npu TakoM JieueHnn cBA3aHO0 UMEH-
HO C YTy4LIEHHEM NPOLIECCOB peMeTHIHpoBanus Hey.
He uckmoueno, uto npu XITH npoucxonuT Takke us-
MEHEHHE KOHLEHTPALUM MJIH aKTUBHOCTH (hepMEHTOB
nyTH pemeTunuposanus. Hapyienus 6etann-3apucu-
MOr0 PEMETHIMPOBaHHA B HACTOsALIEE BPeMsi He pac-
CMaTpUBAIOTCS CPel Hauboliee BepOATHBIX MPHUHH
runepromorcrerHeMun npu XITH, nockonsky cozep-
>kaHue 6eTanHa B cbiBOpoTKE GonbHBIX XITH 00b1un0
HE M3MEHEHO M Ha3HayeHHe GeTauHa He MPUBOJMT K
cHIKeHHUIo ypoBHa Hey. Hakonew, MoryT umers Mec-
TO PeryJsTOpPHbIE HAPYIIEHUS! METHOHHH-TOMOLIHCTE-
uHosoro Merabonuama. Ilpu XITH naGniopaercs
MOBBILICHUE COAEPIKaHUs KaK aleHO3UIIMETHOHHHA,
TaK 1 aJIcHO3HITOMOLIMCTENHA, OIHAKO KOHLICHTpaLUs
AdoHcy yBenuunBaercs Oonblile, T.e. CHUKAETCS 3Ha-
yeHue cootHomeHus AdoMet/AdoHcey [8,10,13], uro
MOXET CrocobCTBOBaTh MHIHOHPOBAHHIO peakLuid
TPaHCMETHIMPOBAHUA.

BaxkHoli reHeTuueckoii onpeaensiomed ypoBHs
Hcy nnasmel B obwei nonynsuun sensercs C677T
MyTalus resa, Haxopasuerocs B 21-i xpomocome u
Koupyiouiero obpazosanue 5,10-meTHIeHTETparK -
podonarpenykrassl. 3ameHa B mosiekysie JTHK uurtu-
JMHA Ha THMUZIMH MPUBOJMT K 3aMELIEHHIO alaHuHa
Ha BaJIMH B KOIMPYeMOii OeNIKOBO# MONEKy e U, COOT-
BETCTBEHHO, K MPOAYKLHH T.H. TEpMONaOUIbLHOM’, Me-
Hee aKTHUBHOH (opMmbl JaHHOrO (epmeHTa. Y
romo3uroT (TT) npu sTom HabogaeTcs CHUKEHHE
aKTMBHOCTH JlaHHOro depmenTa 1o 30%, a y retepo-
3urot (CT) — no 65% ot 06biunoro yporss. Hamuune
TT-renotuna BefIeT K 3aKOHOMEPHOMY MOBBILLEHHIO
yposHs Hey npumepHo B 2 pasa no cpasHenuio ¢ CC-
cybeexramu [22, 30, 31, 38, 39]. Yposens Hey y re-
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TEPO3UIoT HE MOBLILLCH. V GosbHBIX C

XTTH 4acToTa BCTpe4aeMOCTH JaHHO- 2
ro reHHOro MoNUMOopQHU3Ma TaKas ixe,
Kak B 0611eit nonyssuuu (oxono 10% ro-
Mo3urot u okoso 30% rerepozuror)
[22,31], noaToMy OOBACHHUTBH MOYTH
100% npeobnaganne runeproMoLucTe-
uHemuu npu XITH Tonbko reHernyec-
kuMu akTopaMu Henb3si. Umeiores
CBEEHHMS, UTO N0 MEHbILEH Mepe ele
OJIMH MONUMOP(U3M TOrO Ke reHa

Cepun
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(A1298C) moxeT BruATL Ha MeTabo-
nm3m Hey, TockomnbKy npu Hanu4uu Ta-

. 7

KOHM 3aMeHBI, 0COOEHHO B COYETAHUH C 1
C677T, 3Ha4nTENbHO NOHHUKEH YPOBEHD
(honaror rutazmel [38, 40].

B Tepanuu runepromoumcTente-

Monormoramar ®K

5MITO «—— 5,10-MTI'®

| / P

MMM LEHTPalbHOE MECTO 3aHUMAET
dbonueras KucI0Ta U €€ NPOM3BOLHBIE.
ITpu HasHaueHUH (HONMEBOM KWUCIIOTEI
NIPOUCXOAUT CHIKEHHE H3HAYATLHO T10-
BbIlIEHHOro ypoBHst Hey Bo Beex city-
yasX, BHE 3aBUCMMOCTH OT MPHYMHbI
nanHoro nopeiiueHus [ 14]. HeobxoaumocTs JononHu-
TEJIbHOTO Ha3HauYeHHs npenaparoB (oJIUeBoi KUciio-
Tl (@ TaKOKe APYruX BUTAMUHOB rpymisl B) 6oibHbIM,
NOJTyHaloLUM JieHeHHe AUaNU30M, B HACTOsIILEE BpE-
Msl OYEBMZHA XOTA OBl TOTOMY, YTO BO BpeMs ceaHca
JMajn3a npoMCXONUT NMOTEPs BOJOPACTBOPUMBIX BU-
TaMHHOB. MHOrOYMCIEHHBIMM MCCIIEIOBAHUSMH 10~
Ka3aHo, YTO MPH Ha3HAYEHWM JTUAJIM3HLIM OOJIBHBIM
¢onnesoii kucnotst B 1o3e ot 1 xo 60 mr/cyT (06b14-
HO 5 — 15 mr/cyT) npoucxonut 3ameTHoe (Ha 40 —
50% ot ucxonHoOro) cHM>keHue ypoBHsa Hey rmasmei,
pedpakrepHoe K AanbHelleMy HapallMBaHUIO 1036l
¢onueoii kucnotel [28, 34, 35]. B GoibiuMHCTBE HC-
CIIe[IOBaHUIT He OTMEUEHO CYIIECTBEHHBIX pa3iuyuii
B 3()peKTUBHOCTH (hONTMEBOI KUCIIOTHI 110 CPABHEHHIO
C €€ NPOU3BOAHBIMHU ((PONMHAT KAJIBLUS, 5S-METHIITET-
paruapodonar — 5-MTI'®), B ToM umnciie BBOAUMEI-
MM BHYTPUBEHHO, OJIHAKO, MO JAHHBIM psla aBTOPOB
[2, 35, 41], neyenue ¢ nomotpio S-MTT'D Gonee on-
paBJaHO M MO3BONAET A00OUThCS JanbHEHIIero CHH-
’keHus ypoBHs Hey Ha done neuenus ponaramu. [Tpu
9TOM MPUHUMAETCS BO BHUMaHHe TOT (pakT, 4to ¢o-
JiMeBasi KMCO0Ta SBJSETCS NMPOBUTAMUHOM U MpO-
XOAMT AOCTATOYHO IMHHYIO MeTaboauyvecKylo
LIEMOYKY A0 MPEBpAlLeHHs B aKTUBHYIO (hopMmy, 5-
MTI'®. IIpunstas ¢ nuwei gonresas kucnora B op-
Me MONUINIIoTamMara B KJeTKaX CTEHKH KHIIeYHHKa
TNpeBpaLaeTcss B MOHOMIIOTAMAT C MOMOLbIO dep-
MEHTa MoTaMuIKapOOKCHNIENTHAA3bl. 3aTeM MOHO-
NIIOTaMar Mo NopTajibHOMY TPaKTY MOMaIaeT B NeYeHb,
rae rnojBepraercs JasnbHeliel TpaHcdopmauum cHa-

IMonurmoramarer GK \/

Cxema 2. Metabonuam cdonueroit 1 GONMHOBOM KMCNOT. 1-CTEHKA KULLEYHUKA,
2- nedeHb; 3- npoyve Tkaun. DK- donunesas kucnota; Ard- gurngpodonar;
Trt- TeTparngpodonar; MTI®- meTunteTparugpodonar.

/

®onuHOBas K-Ta
(5-0OTrd)

yaja B auruapodonar, 3areM B TeTparuapodonar u B
5 — 10-meTunTeTparuapodonat, KOTOpsIi Moa BO3AeH-
ctBHeM (epmeHTa MeTunTeTparuapodonaTpeaykra-
3a npesBpainaeTcs, HakoHel, B 5-MTI'®. 5-MTTI'®
BO3BpAlLaeTCs B [POCBET TOHKOIO KUILEYHMKA [TPU 3H-~
TEpOoreYeHOYHON LIUPKYISLIMK KPOBH U NOcsie 06paTHO#
abcopbuwmu nonanaer B Tkanu (cxema 2). [Tpu ypemun
TMPOUCXOAUT MHIHOUPOBaHKUE AaKTMBHOCTH KOHBIOT'a3, OT-
BEYAIOIIMX 33 TpaHC(OPMALMIO MONUINIIOTAMATA B
MOHOIJIIOTaMaT, a TaKyKe TPaHCMeMOpPaHHOrO TpaHc-
nopra ponuesoit kucnorst 1 MTI'® [6, 35, 41].

HeobxonMMbIM KOMIOHEHTOM TepariuM, Hanpas-
JIeHHOM Ha CHH)KEeHHUE ypoBHa Hey, aBnaiores BUTaMu-
Hbl B, ¥ B, 4TO BIOJIHE MOHATHO, YUMTbIBas POk
9TUX BUTaMHHOB B Metabonusme Hey. HecmoTps Ha
TO, YTO y OOJILIIMHCTBA AMANIM3HBIX OOJIBHBIX cofep-
’KaHHWe 3TUX BUTAMHMHOB B KDOBH He CHIXKEHO, 10M0J1-
HHUTENIbHOE Ha3HAYEHHe BUTaMUHa B, , Ha (oHe Tepanuu
(onuepoii kucnoroit obecneynBaer, Mo JaHHLIM paaa
aBTOpPOB, AalibHelee cHUKeHue ypoBHs Hey Ha 13 —
17% [2, 35]. Jlo3upoBky BuTamuHa B,, 06br4HO co-
craastoT ot 0,4 Mr B IeHb 10 2 MT" B JIEHb TIPH [epo-
panbHOM npumeHeHud. Dddekt ot Butamuna B, He
CTOJIb 3HAYMTENIbHBIA U NPOSABIAETCS TOIBKO MPU HUC-
XOAHOM AeuLMTe NMUPUAOKCHHA. Butamun B, naer-
cs 00bIYHO B f03upoBKax ot 50 Mr 3 pasa B Hezenio
no 50 mr exenHerHo [28, 29, 34, 35]. UmeroTes Tak-
e MPOTHBOPEYHBBIE CBEICHHS O MOMBITKAX JICUSHH
THIIEProMOLIMCTEMHEMUH aHTUOKCHAAHTaMH (00BIYHO
— BuTamMuH E B coueTaHuu ¢ onueBod KUCIOTOH U
BUTaMKHamu rpynnsl B) [42-44] .
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Xora copep:kanue Hey B KpoBH mnociie ceanca
CTaHJapTHOro remojuanusa cHukaercs Ha 30-50%
[19, 32, 36,45], obiuenpu3HanHa HeahheKTHBHOCTH AU~
aJIM3HOro JieueHus runepromouucrernHemMud. [To nax-
HeiMm H.Arnadottir et al. [45], umeercs npsamas
3aBHCHMOCTb Meskay noxasaresniem KT/V u ypoBHem
Hcy nnasmbl. BeposaTho, Takas cBs3b 00BACHAETCA
Gosnee BBICOKMM copiepicaHueM ans0yMHHa B KPOBH
DONBHBIX, MOTyYaIOIIUX aIeKBATHBIN JUaJTi3, TIOCKOIb-
Ky Gonbiuas yacTe Hey rutasmsl cBsizaHa ¢ Geskom.
B cyTku B opraHuzmMe uyenoBeka o0pasyeTcs OKOJIO
20 000 mxmouns Hey, u3 kotopsix okono 1200 MxMosb
NoNafgaeT B KPOBOTOK M TOJIBKO OKOJIo 10 MKMOJb B
CYTKH BBIBOAMTCS C MO4OM. 3a ceaHc Juanu3a BbIBO-
qutest ot 10 go 160 mxmons Hey [45], uero siBHO He-
JIOCTAaTOYHO VISl CYLIECTBEHHOTO YMEHbLICHHS Imyla
Hey B opranusme. IHTEpecHO OTMETHTH, YTO B OT-
JIMYHE OT KpeaTHHHHA ChIBOPOTKH, ypoBeHb Hey mnas-
MBI HE HAPaCTaeT HEMOCPEACTBEHHO MOC/Ie OKOHYAHUA
ceaHca Manu3a, a 0CTaeTcs NOHWKEHHBIM B TEYEHHE
npumMepHo 8 wacos. [IpuunHa 3TOrO HEsICHA, MOYKHO
NPeANONIOKHTE, YTO 3a CHET YAATICHUS YPEMHYECKHX
TOKCHHOB BO BpeMsl iMaJiu3a ociabeBaeT uxX UHrHOuU-
pyrouiuii 3¢pdekT B OTHOMEHHH (ePMEHTOB, peryiu-
pylomux merabonusm Hey. PacnipocrpaneHHocTs 1
BBIP&KEHHOCTb FUMEProMOLMCTEMHEMUH Y OOJIBHBIX,
NOJTyYaloIUX JICYEHHUE NMEPUTOHEATbHBIM INATM30M
(TT[1), B LleIoM HE OTIUYAIOTCS OT TAKOBLIX Ha IeMo-
JMaiu3e, XOTsS UMEIOTCS JaHHbIE O TOM, uTo 1pu [1]
yposeHb Hey B cpeiem Heckonbko Huxke [46, 47, 48].
370 npeAcTaBNseTCs JOrHYHBIM, MOCKOJIBKY MPH Jie-
yenud [1]] nporcxoauT 3HaunTeNnbHas noreps Genka
(B T.u. ¥ KOMnIekcoB Hey-npoTenH), yTo MOKET NMpH-
BOAWTH K pa3sBUTHIO runoansOymuHemun. Crnemyer
OTMETHTb, YTO MPH HCTOIB30BAHNH AOCTATOYHO LIH-
POKO pacnpoCTpaHeHHBIX B OC/IEHEE BPeMs pacTBoO-
pos ana IIJ[, comepxamuXx aMHUHOKHCIOTHI,
MPOUCXOAMT 3aKOHOMEPHOE M ObiCTpoe JanbHeidee
noseilieHne ypoeHsa Hey [49]. B nacrosiuee Bpems
CTaBHMTCS BOMPOC O CHHXKEHUM COZIEPIKAHWA WITH HC-
KJIKOYEHHH METHOHHMHA U3 TPOIMUCH TAKHX PacTBOPOB.

IMToxBozs uroru, cnexyer ckas3arh, YTO Ha CErof-
HSILIHKH JEHb HESICHOTO B MpobJieMe THneproMoLuc-
TEMHEMHUH Ha JManu3e ropaszo Gonelue, 4em SCHOro.
Hmeercs, no cyTH, Bcero Ba HEOCTIOPUMBIX (haKTa:
1) mpu XITH, B T.4. ¥ KOPPUTHUPYEMOii C NMOMOLIBIO
AManu3a, NMPOUCXOAUT 3aKOHOMEPHOE, 10 Mepe Mpo-
rpeccuposanus XITH, Hapactanue yposus Hey B kpo-
BH, U 2) NevYeHue BBHICOKMMH N03aMU (oJIMEeBOM
KHUCJIOThI W/WITY €€ MPOU3BOAHBIMU IIPUBOMT K CYIL[e-
cTBeHHOMY cHKeHHIo ypoBHs Hcey. Jlo cux mop He
HMeeTCH OTpeIeNIEeHHOro OTBETA Ha INIaBHbIH BOMpOC:
HACKOJIbKO HaJM4YHe U CTeNeHb F’HIIEproMOLIUCTEHHE-
MU BITUSIOT Ha MPOTHO3 JUAIU3HOTO 60NBEHOTO H, CO-
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OTBETCTBEHHO, HACKOJILKO OTPaBIaHHBIMH ABISAIOTCS
MOMBITKH KOppekuuu Bbicokoro yposHs Hey. locra-
TOYHO ONpeNeseHHbIH OTBET MOXET ObITh MoNnyveH
TOJIBKO NMPY NMPOBEAECHUH TIIATENbHBIX JOMONHUTEb-
HBIX UCCIIEZIOBaHHH.
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