BUTAMUWHBI
HcTopuueckue cBeaeHust

B 1816 r. Maxke-Hau BBEJ METOJA KOPMJICHHUSI MIOJIOJBIX >KUBOTHBIX PAllMOHAMU, COCTOSILIUMU U3
OYMIIEHHBIX BEIISCTB, JUIi TOTO YTOOBI HAONIOAATh BJIMSHUC TAKHX .pAlMOHOB Ha uxX pocT. OH
YCTaHOBUII, YTO <«OKUBOTHBIE HE MOTYT OCTaBaThCs 310POBBIMH, €CJIM OHHM MOJYYalOT TOJbKO OCHOBHBIE
OIICPIKUBAIOIINE K “M3Hb BelllecTBa—(caxap, .MacliooOpa3Hble M aJbOyMUHOWIHBIC BEIIECTBa». B
1906 1. @. I'. XonkuHc paccMaTpHBal LUHTY M PaXUT Kak «3a00jeBaHMs, O KOTOPHIX B TEUYEHHE
AMHOTHX JIET U3BECTHO, YTO UX PA3BUTHUEC CBSI3aHO C TUCTUYCCKUMU (PakTopamu». B 1912 r. XonkuHc 1
OyHK BBIIBUHYIU BUTAMUH-*HYIO TCOPHUIO, & IMCHHO OHHU TIOCTYJIMPOBAIIN, YTO HEKOTOPBIC CIICIU(H-
yeckue 3a00JIeBaHusI, TaKKHe, Kak Oepu-Oepy, IHra U PaxXUT, BOSHUKAIOT M3-32 OTCYTCTBHUS B PALMOHE
OTNEeIU(pUYCCKUX THIIECBBIX (PAaKTOPOB.

CBsI3b XapakTepa paoHa ¢ HEKOTOPBIMU 3a00JIcBaHUAMU ObLIIa OTMEUYCHA 3HAUYUTEIBHO PaHbIIIE.
l'ummmokpat yka3pIBa Ha JedeOHOE ACUCTBHE 'TIeUCHH TPU KypUHOU ciierioTe. JKup U3 MeYeHu TpecKu
npumensiu 1y tedenus paxuta ¢ X VIII B. B kaure «Tpaxrar o uunre» xeitmc Jlung B 1757 r.
OTMEYall, YTO TOJIEKO CBEXKHUE (HPYKTHI M OBOIIH «3((EKTHBHEI KaK (PaKTOPHI, IPEAOXPAHSFOIIIEC
OpTraHU3M OT 3TOTO 3a00JICBAHUS; TIOJICTOJICTUS CITYCTS B OPUTAHCKOM BOEHHO-MOPCKOM (PIIOTE CTAJIO
OOBIYHBIM 00ECIICYNBATh MOPSKOB JITMOHHBIM COKOM. 'Koppemnsius Mexay 3al0oneBaHueM meiniarpoi
U TIUTaHUEM KYKypy30#i '0bi1a oTMeueHa B Mtamuu 175 net Tomy Hazax Map3apu, KOTOPHIA
KOHCTaTHPOBAJ, YTO 3TO 3a00JICBAHUC SBISICTCS PE3yIbTaTOM KaKOH-TO (DOPMBI HETIOJTHOIICHHOCTH
muetsl. B 1887 r. Takaku ycranoBmi1, uTo 3a0oeBaHe Oepu-0epH y SIMOHCKUX MOPSKOB MOXHO
MIPeIOTBPATUTh, YMEHbBILAS B PAllMOHE KOJUYECTBO MOJIUPOBASHOTO pUCa U YBEINYUBAs 'KOTUIECTBO
Msica, oBoulel U Mostoka” CIycTs AecsATh JeT, CKapMIIMBas IONIMPOBAaHHEIHN pH'c KypaM, DiKkMa'H
BBI3BAJI y HUX 3a00JIeBaHue, M0100HOE Oepr-0epH, U OTMETHIIL, UTO .TIOJIMHEBPUT HE Pa3BUBACTCS y
IITHII, TIOJTyYaBIINX HEOYHUIIICHHBINA PUC, U YTO AKCTPAKT U3 PHCOBBIX OTPYOCH U3JICUHBACT
PA3BUBIIMICS Y ITHII 'TOTUHEBPUT. DTU HAOIIOACHUS MTO3BOIIIHN [ pHSOKUA'HCY YTBEPIKAATh, UTO
3aboneBanue Oepu-Oepy SABIACTCS CIICJICTBUEM HEMOJTHOIICHHOCTH JUETHI. [1010KeHMs, BEIIBUHYTEIC
XonkuHcoM 1 DYHKOM, SIBISUTUCH Pa3BUTHEM ATOU KOHIICTILINH.

KonnenTpar BemectBa, 3()(HEKTHBHOTO TapH JiedeHUH Oepu-Oepw, ObUT TONYYeH W3 PHCOBBIX
oTpybeit dyHKOM; 3T0 OBUT MEpBBI 3((GEKTUBHBIA Ipenapar, coAepXKalinuii He3aMEHUMBIH (hakTop
nuTaHus. [10-TOKOBKY HEOOXOMUMBIA NI JKM3HHM aKTHBHBIA (pakTop sBsUICS amMuHOM, DyHK BBEN
TEPMUH eumamur (vitamine). DTOT TEPMHH COXpAHICTCS B HACTOAIIEC Bpems I 00O3HAYCHUS
JIOTIOJTHUTENBHBIX THIIEBBIX (PaKTOPOB, HE SBIAIONINXCS AMUHOKHCIOTAMH WM HEOPTaHWYECKUMHU
BemecTBa.MHu. [TOCKONBKY HE BCE 3TH JONOJIHUTEIBHBIC (DAKTOPHI SBISIFOTCS aMUHAMU, (TIOCIICTHSSA
OyKkBa «e» B Ha3BaHMHU Vitamine OblIa OIMyIeHa.

IlepBbic abopaTopHBIC JaHHBIC, IOKA3aBIIUC HAJIWYHE JPYruX (IOMUMO aHTHOEpU-OepH)
JI00aBOYHBIX THINEBHIX (HAKTOpPOB,—OTO OoOHapyxkeHue 'B !1913 1. >xupopacTBopuMoro ¢axropa B
CIMBOYHOM Maciie U simyHoM kentke (Mak-Kommym w JleBuc) W JAByMsl ToJaMH  TO3KE
Tep IMOCcTaOMILHOTO  BOAOPAcTBOpUMOro (akTopa B MIIEHUYHBIX 3epHax; oba QaxTopa ObLTH
HEOOXOMUMBI JUISI POCTa .MOJOABIX Kpbic. OHM OBUTH HA3BaHBI JHcUpOpacmeopumvii gakmop A M
6o0opacmeopumslil “paxmop B cOOTBETCTBEHHO.

XoTs mo3ke OBLIO OTKPHITO MHOTO JPYTHX JOMOJHUTCIBHBIX (PAKTOPOB, IMEPBOHAYAIBHOC
pa3zereHne Ha TPYIITHI )KUPOPACTBOPUMBIX M BOZOPACTBOPHMBIX BUTAMUHOB COXPAaHMIOCH, TOCKOJIBKY
YIIEHBI KKAOH W3 TPYII MMEIOT ONpe/eiieHHbIe oOmme cBoiictBa. Hampumep, KupopacTBOpUMBIE
BUTAMHHBI BCACBIBAIOTCS W3 KHIIEYHWKA BMECTe C JUNUAAMU MHIIH, TaK YTO IPH CTeaToppee
BO3HHUKACT HEIOCTATOK XHPOPACTBOPUMBIX (HO HE BOJOPACTBOPHMEIX) BHTAMHHOB. B0O3MOKHO, 4TO
BCJIEICTBHE PACTBOPHMOCTH B JIMIHIAX 3HAYUTEIBHBIE KOJIMYECTBA >KHPOPACTBOPHMEIX BHTAMHHOB
COXpPAHSIOTCS B MEYEHU. 3arachl k€ BOAOPACTBOPUMBIX BUTAMHHOB B OpPraHM3ME UYeJOBEeKa HE3HAuU-
TeNbHBL. MOXXHO  TO3TOMY  OJHOKPaTHO BBECTH 03y  JKHPOPACTBOPUMBIX  BHUTAMHUHOB,
00CCIICUNBAOIYI0 MMOTPECOHOCTH OpPTaHM3Ma B TEUYCHHE HECKOJIBKUX HEMETb, BOJOPACTBOPHMEIC KE
BUTAMHHBI HEOOXOIMMO BBOIUTH 3HAYUTEIHFHO YaIlle.

B mepBbie roapl Mmpu KCCIEIOBAaHHMM BUTAMHUHOB BO3HUKAIU HEJOPA3yMEHHsI B CBS3M C YHCIOM U
TIPUPOJIOH BOJIOPACTBOP.MMBIX BUTAMHHOB Tpymiel B. Korma Obu1 M3BECTEH TOMBKO OJWH BUTaMUH B,
MPOTUBOIMHTOTHEIN (akTop ObUT 0003Ha4YeH Kak BuTaMuH C, a MPOTHBO-PAXUTHBIA (PaKTOp—Kax
putaMuH D. Tlo3gHee OBIIO OOHapyXeHO, YTO «BHTaMWH B» mpeacTaBiseT co0Oi KOMITIEKC
KOMIIOHCHTOB; OBLJIO BBIJICIICHO HECKOJIBKO (haKTOPOB, 0003HAYCHHBIX KaK BUTaMHUHEI B3, B3, B4 u T. 1.
BonpmmHCcTBO M3 0003HAYCHNUH HE COXPAaHWIOCH; 3TO 00YCIOBIIEHO JTUOO TEM, YTO aKTUBHBIN (PakTop
ObUT WACHTH(UIMPOBAH U TOIYYWI COOCTBCHHOE Ha3BaHHE, JIMOO TeM, 4TO ObLa YCTAHOBJCHA €ro
TOXKIECTBEHHOCTh OJHOMY .M3 paHee , oOHapyKeHHBIX (akTopoB. TepMUH KOmMIeKC 8UmMamuHos B
MPOJOJIKAET, OJIHAKO, HAaIoJb30BaThCs, .IOCKOJbKY KOMIIOHEHThl 3TOTO KOMIUIEKCa HEPEIKO
BCTpEYAIOTCS B MpHpojae BMecTe. [IuimeBble mpoayKThl, 6oratble (Miau OeAHbIE) OJHUM W3 BUTAMUHOB
KOMILIEKCa, SBJISIOTCS OOBIYHO OOTaThIMU (MU *OCHBIMI) HEKOTOPBIMH JAPYTHMMU BUTAMHHAMH 3TOTO
KoMmIuiekca. [1o3ToMy HEIOCTaTOK y 4YemoBeKa TOJBKO OJHOTO M3 BUTAMHHOB KOMIUIEKca B sBisercs



BECbMa pPEAKUM. Bonee TOTO, IIPU3HAKH, XapaKTCPHBIC [UIA HEAOCTATKAa OTIACIBbHBIX BUTAMHWHOB
KOMILJICKCa, B HU3BECTHOM MEpe

*TIepeKphIBAlOTCA. Tak, y cO0aKk HAOIIOAaeTCsI TIIOCCUT ¢ aTpodueii COCOUKOB sA3bIKA MPH .HEJIOCTATKE
OJTHOTO U3 CIICAYIOIIUX BUTAMUHOB: HHAIIWHA, puOO(IIaBUHA, '"TTHPUIOKCHHA, TA'HTOTEHOBOH KHCIOTHI U
(hOITHEeBOI KUCIOTHI.

KO®EPMEHTBI
Bsenenue
depMeHTBI, Oyaydn OeKaMu, COJIEPKaT OONIBIIOE YUCIIO PA3TUIHBIX
(bYHKIMOHATIBHBIX TPYIII, 00J1AAI0NUINX KUCIOTHBIMU, OCHOBHBIMU HITU
HYKJI€O(DUIbHBIMH cBOMcTBaMu. OJHAKO B O€IKaX OTCYTCTBYIOT MHOTHE
cneun(pruyeckre rpynnupoBKY, HEOOXOJUMBIE [T OCYILIECTBICHHUS TAaKUX PEaKIIHA,
KaK OKUC/IeHUe U 60CCMAHO8IeHUe, dNb00NbHAS KOHOEHCAYUs, MPAHCAMUHUPOBAHUE,
KOHOeHCayus AMUHOKUCIOM, MEMUTUPOBAHUE AMUHOS, MPAHCAYUTUPOBAHUE U
gocghopunuposanue. Bemecta, KOTOpbIe B COYETaHUH ¢ OETKaMHU 00€CIIeUnBaIOT
MPOTEKaHMUE ATUX PEaKIUi, HA3bIBAIOTCS KOPEepMEHTaMHU.
CymiecTByeT MHOXKECTBO (DEPMEHTATUBHBIX PEAKLUH, MPOTEKAIOUINX TOJIBKO B
NpUCYTCTBUH KopepMmeHToB. KaTanutnueckuii moTeHuuan KopepMeHTOB B ITOIHOM
Mepe pPacKphIBACTCA TOJIBKO B KOMIUIEKCE C COOTBETCTBYIOLUIUMH OelTKaMu
(anoghepmenmamu), XOTs 10 HEKOTOPOU CTETIEHU OHH CIIOCOOHBI MTPOSIBIISATH
KaTaJIMTUYECKYI0, aKTUBHOCTH JIaXKe B OTCYTCTBHE ano(h)epMEeHTOB.
Taxum 00pa3oM, B XuMHH KO(EepMEHTOB HanboJiee BaXXKHOE MECTO 3aHUMAET IpoIiecc,
OIMCHIBAEMBIN YpaBHEHUEM,

Ko(epMeHT + anoepMeHT == X0J10(pepMeHT
rze KopepMeHT, Kak IpaBuIIo, MPeICTaBIsAeT cO00il HEKOTOPOE OPraHMYECKOe
COeZIMHEHHE, B POJIM anodepMeHTa 0ObIYHO BBICTYIIAET MOJIEKYJIa Oelka, a
X0J10(epMEHTOM Ha3bIBAaCTCs 00pa3yeMblil IMU KOMILIEKC.

Bce xoepMeHTBI MOKHO pa3euTh Ha JBE TPYNIbI—O0JIaJa0Iie U He
o0J1azaromue OKUCIUTENbHO-BOCCTAHOBUTEIBHBIMH CBOMCTBAMH.

Tabmuua 1. KoMIIOHEHTBI aKTUBHOTO IIEHTPA, yYaCTBYIOIIUE B KATAINU3E»
KodepmenTsi

OKHCINTENBbHO-BOCCTAHOBUTEIbHbIE KOQ)EPMEHTBI

e HUKOTHMHamMuAaJAeHUHAUHYKIeoTua (NAD)
HUKOTUHamMuAaieHuHAnHYKIeoTuadocdar (NADP)

¢ (praBUHOBBIC HYKJICOTUBI, TaKue, Kak GraBuaMoHoHyKiIeoTu] (FMN)
dbnasuHanennHauHykIeotus (FAD)

e MeTaIoNop(UPUHOBBIE KOMILJIEKCHI, KaK, HallpUMep, IPUCYTCTBYIOIINE B
IUTOXPOMaX, KoOaMuJie, MEPOKCUIa3e U KaTana3e

® aCKOpOMHOBAsI KUCIIOTA

e JunoeBast (THOKTOBAs) KUCIOTA

e xodepmeHT Q (YOMXUHOH)

® HOHEI METaJIOB, Takue, Kak Cu2+

KogepmenTsl, He 00/1a1a101He OKHCINTEIBbHO-BOCCTAHOBUTEIbHBIMH

CBOliCTBAMH

THaMHuHIIIpodocdar

nupuaokcambpochat

¢donueBas (nTeponi-L-riryraMuHOBas) KHCIOTA



OMOTHH
TIIyTaTHOH
S-aneHo3uIMEeTHOHUH
KopepMeHT A
aJICHO3MHMOHO-, T1- U Tpudochat (AMP, ADP, ATP)
ypunuHpochat
MOHBI Pa3JIMYHbIX METAJJIOB, MpeXxe Bcero Zn2+, Mn2+, Mg2+, Cu2+, Co2+, 4'-
docdomnantorenH
DYHKIHOHAJIbHBIE TPYIINBI 0eJIKA

HyxkJeoguisl

® MOHHM30BAaHHAs KapOOKCHUIIbHAS IPYIINA acTIapariHOBOM WIM TIyTaMUHOBOU
KHCJIOTHI

® TUAPOKCHIIbHAS IPYIIa CepUHA WIM TPEOHUHA

e SH-rpynna nucrenHa

OO0mme KucJI0THI (OCHOBAHMS)

e KkapOOKcHIIbHAs Ipyma (MOHW30BaHHAs KapOOKCUIIbHAS TPYIIA) aciaparuHOBOM
WX TIyTAMHUHOBOW KHUCIOTHI

e ruApoKcHiIbHas rpymnmna (GeHoKcHI-uoH) (GEeHOTBLHOr0 OCcTaTKa THPO3UHA

e aMMOHHUEBas (aMHMHO-) IrpyMIna JU31Ha

e MMHa307MeBast (MMHUIA30JIbHAS ) TPYIINa TUCTHINHA

e TryaHUIWHHUEBas (TyaHUIHMHOBAs) IPyIa apruHUHA

IIpoune

MHJIOJIBHOE KOJIBLIO TPUNTO(aHa

SCH3-rpynna MeTHoHIHA

NEeNTHIHAS UM aMUJIHAs TpyIa

° W3 xuuru: Bender M. L., Encyclopedia of Polymer Science and Technology, Vol. 6,

John Wiley and Sons, New York, 1967, p. 1.

OKHCINTEIbHO-BOCCTAHOBUTEIbHBbIE KOGEepMEHThI

MHuorue GhepMeHTHI MPOSIBISIIOT KATAIUTUIECKYI0 aKTHBHOCT TOJIBKO B IPUCYTCTBHH
OKHCIIUTEIbHO-BOCCTAHOBUTENBHBIX KO(AKTOPOB, B YHCIIO KOTOPHIX BXoAIT NADH
(HuKoTMHAMKIAIeHUH IuHYKIeoTHa) NADP

(HMKOTMHAMUJAACHUH IMHYKIeoTHA(ochaT);hIaBUHOBBIE HYKICOTHIBI, TAKUE, KaK
FMN (¢mnaBuamononykieotun) u FAD (¢raBuHaeHUHAMHYKICOTH);
METAJIONOPPUPHUHBI; METAJUIONOP(OUPUHBI, B KOTOPBIX UMEETCS
METaJJIOOpPraHuvecKas CBsi3b, HalpuMep KoOaMuaHbIe KOQEPMEHTHI (IPOU3BOIHBIC
BuTaMuHa B12); ackopOMHOBast KMCIIOTA; TUTIOEBas (THOKTOBAs) KUCIIOTA; KOhepMeHT
Q (YOUXWHOH); MOHBI PA3IMYHBIX METAJUIOB, CIOCOOHBIE H3MEHSITH BAJICHTHOCTD;
(beppHUIOKCHH.

HuxoTHHOBAasE KHCJ0TA, WA HUALMH

[Tenmarpa 6pu1a pacnio3nana emie B 1735 r. acmapom Kazane.m, BpauoMm ucnanckoro kopodist @umurmma
V. Jlo XX B. oHa Oblia noutu HeusBecTHa «B CoenunenHbiX [lTaTax, ogHako ¢ 1910 mo 1935 r. B 1oro-
BOCTOYHBIX paiioHax ObuT0 3aperucTpupoBano a0 170000 ciaydaes 3aboseBanus. [lemtarpa Opua
oTHeceHa ["onpoeprepoM K 60J1€3HAIM, 00YCIIOBICHHBIM HEIOCTATKOM HEOOXOAMMOTo (hakTopa
nuTtanus; ['ompadeprep YCTAaHOBUI TAaKXKE €€ CXOJICTBO C «UEPHBIM SI3BIKOMY CO0aK. ITO HAOIIOICHHE
MTO3BOJTUIIO DIIBEXbEMY, Bynu v X COTp. MASHTUPHUIMPOBATH B 1937 . HUIKOTHHOBYIO KHCIIOTY KaK
HeoOxoMuMBIH (hakTop nuTaHus. BapOyprom u DitnepoM coorBeTcTBEHHO B 1935 1 1936 rT. O6BLTO
YCTaHOBJICHO, YTO HUKOTUHOBAs KHcloTa siBsieTcss KoMrmoHeHToM NADP u NAD. Takum o6pazom,




MeTaboJIMuecKast poJib HHIKOTHHOBOW KHCJIOTHI OblIa BBISICHEHA JI0 TOTO, KaK OBUIO YCTaHOBJIEHO €€
3HaueHHe B nuTaHnd. OQUIMANBEHO IPUHATOES HAa3BaHUE PACCMATPUBAEMOT0 BUTAMUHAa—HHAIHH.
Buorene3 n MeTa60,IM3M HHAIMHA

CuHTe3 HMAIMHA TPOMCXOJUT TMOYTH Y BCEX OPraHM3MOB—OT pacTeHHid a0 dYesjoBeka. IlyTb
npeBpalieHnst TpuntodaHa B MOHOHYKIJICO-TH.l HUKOTHHOBOM KHCJIOTHI Y >KHBOTHBIX OOCYKmaics
Beime '(paznm.  23.2.15). O¢@eKTHBHOCT, STOrO MpPEBpallleHWs Y pasHbIX BUJIOB JKUBOTHBIX
HEOJMHAKOBa. Y KOUIEK, HalpHuMep, MPOUCXOAUT OBICTpast Jerpafanus TpunrodaHa 10 MPOIYKTOB
MEHBIIEro pa3Mepa; MpH 3TOM MPOLECC MPOTEKAET HE 110 TEM METa00JIMYECKUM MyTSIM, KOTOpBIE NPH-
BOJST K OOpa3sOBaHMIO XMHOJMHOBOM KHCIOTHI (paszd. 23.2.15), .mo3TOMy KOIIKHM HYXIAIOTCS B
MOCTYIUIGHMM HUKOTUHOBOHM KHCIIOTBHI C THIIEH. Y 3€JeHBIX pacTeHWi M MHOTUX MHUKPOOPraHW3MOB
(YHKIMOHUPYIOT ajbTEPHATUBHBIE CUHTETUUECKHE IYTH, JIETANIW KOTOPHIX HE BBISCHEHBI; U3BECTHO
TOJIBKO, YTO HMCXOJHBIMHM COCAMHEHHSMH SBILSIIOTCSI aomapTaT M IPOM3BOAHBIC TpHO3bl. ONBITHI €
MEUEHBIMU COEAUHEHHUSAMU ToKa3anu, yTo UCTOYHUKOM N-1 u C-2, C-3 u C-7 HUKOTHUHOBOH KHUCJIOTHI
SIB JIAIOTCSL COOTBETCTBEHHO a30T U C-2, C-3 u C-4 acmaparnHOBOM KHUCIOTHL. DTOT IyTh BEIET K
00pa30BaHUIO XMHOJIMHOBOW KHCIIOTHI, KOTOpAs Jlajiee UCIIONIB3yeTC s TaK ke, Kak npu cuarede NAD n3
Tpunro-¢pana (pazx. 23.2.15).

Cunre3 u Metabomueckue npespamieHnss NAD n NADP 6butn yxxe paccMoTpens! padee (ri1. 24). B
pe3ysbTaTe peakiuy, KartanmsupyeMmon NAD-enukozudponaszou (NAD-a3oui), paspsiBaeTcst
'TIIMKO3M/IHAS CBSA3b C MUPUIMHOBEIM KOJBIOM M 0'Mpa3yloTcst HIKOTHHAMUJL M a1eHO-
suHaudocdarpnodosa. Janee HUIKOTHHAMUA MOXKET THAPOIU30BATECS *HUKOMUHAMUIA3ZOU',
00pa3yrolasicsi HIKOTHHOBAs! KMCJIOTa BHOBB HcIoIb3yercst it cuate3a NAD. Benenue 60sbimmx
J103 HUKOTHHAMU/1a IPUBOJIUT K 3HAYUTEIIFHOMY YBEJIIMUCHHIO KOHIEHTp a.iui NAD B .neyenu.
BBeznenne TpaHKBIIIM3aTOPOB (HAIPHMED, pe3epMHa WM ITPO-Ma3HHa), a TaKkKe TMMo(u3d, KTO MHUs
MPEISITCTBYIOT TOCTEAYIONEMY CHIKEHHIO coaepxkanust NAD 10 HOpMansHOTO YpOBHS; MEXaHU3MBI
9THX 3P (PEKTOB HE BHISICHEHBI.
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Meta0oanvecKkue NpeBpaleHnss HIKOTHHOBOM KHCJIOTHI.

HuxotnHamua mozaBepTaeTcst B MEYCHW HEOOPATUMOMY METHIIH-POBAHUIO; B pe3ynbTaTe
oOpazyercst N'-meTmnHUKOTHHAMUA (pa3n. 22.3.2)—riaBHBI NPOAYKT Meraboiu3Ma HHa.IMHa,
9KCTPETH-PyeMBIii ¢ MouoH. [Ipm BBeneHMM B pPALUOH KPBIC HEOOBIYHO OOJBIIMX KOJINYECTB
HUKOTHHAMU/a HaONIONAIOTCST OXHMPEHHE IEYEH.W W 3aJepKKa pOCTa, BEpOSATHO, B pE3yJbTaTe
WHTCHCUBHOTO HCIIONBb30BaHUA Me-THibHBIX Tpynlll s obpasoBanus N'-METHIHMKOTHHAMHIA.
BBenenue MeTHOH.MHA MPEAOTBpAIaeT 0>KUPEHUE NIEYEHU U HOPMalIU3yeT CKOPOCTh POCTa; BBEJCHUE
XOJIMHA TAKXK€ NPEJOTBPAIacT OKUPEHNE MIEUCHN, HO HE BOCCTAaHABIMBAET IpoLecC pocTa. B meuenn



MHOTHX BHIOB MJICKONUTAONIMX (BKIIOYas dYenoBeKka) N'-METWIHHKOTHHAMHUJA  OKHCIIACTCS
anpaeruokcsanazoi (pasa. 13.6.2) ¢ oOpasoBaHueM coOTBeTCTBYIOIIEro 6-nupumona (puc. 50.3),
KOTOPBIH Jlajiee SKCKPETHPYETCS ¢ MOUOH. MBIIIN SKCKPETHPYIOT TAKXKe 2- U 4-IUPUTOHBI.

BBenenne HumagmHAa ~— coOaka'™M — MPUBOAMT K  OKCKPEIMM  HUKOT.MHYPO-BOM  KHCIIOTHI
(HUKOTHHOWJITIIMITIHA); y YeJIOBeKa TaKoe MpEeBpalleHHe He MPOUCXOoAWT. lIpy BBeAECHHHM HHA.IMHA
ITHIEI YKCKPETUPYIOT TUHU-KOTUHOWIOPHUTHH, 'MOJOOHO TOMY KaK MOCie 'BBeICHHS OCH30MHOW KHC-
JIOTBI OHU 3KCKPETHPYIOT OPHUTYPOBYIO KHCIOTY (pa3m. 22.1.3).

TpuronemmH, HAXOAAIIHUNCS B CEMEHAX MHOTHX PAaCTCHUH, HE CITOCOOEH 3aMEHATh HAAA.MH 1
KOJIMYECTBEHHO SKCKPETHPYETCS IPH BBEICHUH cOOaKaM, a TakxKe JTIoAiM. TpUroHeIITHH 00pasyercs B
PacTeHMAX B pe3yibTaTe MepeHOca METHIIBHBIX TPYILI OT S-aIeHO3MIMETHOHINHA Ha HUIKOTHHOBYIO
KHCIIOTY. B mepron mpopacTtanus ceMsSH TPUTOHEIUTHH IEMETWIIPYETCS ITyTeM OKUCIICHHS €T0
METHJIBHBIX TPYHI (peak-Ius aHAIOTHYHA OKHCIUTEIFHOMY AEMETIIINPOBAHUIO CApKO3UHA; .pas .
22.3.2). HekoTopble m.peBpaineHus, MPOUCXOIAIINE B X0/ MeTa-00113'Ma HHAA. ITMHA U POJCTBEHHBIX
'coeTMHEeHNI, CYMMUPOBaHbI Ha puc. 50.3

. Hemocrarounocts

3abosieBanue nesuarpoii 00yciIoBIeHO, BEPOSTHO, HEOCTATKOM B PAIlMOHE HE TOJILKO HHaJAWHA, HO
U psga JApyrux KommoHeHTOoB Komn-A'eKca BuramuHOB B, a Tarke OenkoB. 3abosieBaHue
XapaKTepU3yeTcsl NepMAaTUTOM Ha YYacTKax KOXH, JOCTYIHBIX COJHEYHOMY CBETY; CTOMATHTOM;
arpodueli, OOJNE3HEHHOCTHIO S3bIKA, KOTOPHIM WMeeT (PYKCH-HOMOMOOHBIN IIBET, HapyIICHUEM
MUIIeBapeHHs; Auappeeil. B TshkemnbIx ciydasx MOTYT HaOIOIaThCsl TeMOPPArky Ha MPOTSHKEHUH BCETO
KEJTyIOYHO-KUILIEYHOTO Tpakra. YacTto HaOmiomaercsi HapylieHHe (QYHKIUH IIEHTPaJbHOW HEPBHOU

CHCTEMBI, IPUBOJSIIEE K CTab0yMHIO.
OCHOBHBIE CHMIITOMBI «UEpHOTO S3bIKa» y co0aKk, HAaXOAWBIIMXCS Ha paJWOHE, COCTOSBIIEM W3
KYKypy3bl, CBSI3aHBl C HapyIICHHAMH QYHKIUHA SKEITyJIOYHO-KHUIIEYHOTO TPAKTa; y >KUBOTHBIX
HaOJIOAAI0TCS CTOMATUT, THHTUBHT, BBIJICJICHNE TYCTOH, JTMIKON CIIFOHBI; CHIIbHAsS 1uappest (C KpOBBIO)
1 3HAYUTEIbHOE 00€3BOXK.NBaHHUE. TSIKECTh ITOTO CHHAPOMA MOXKHO 3HAYUTEIHHO YMEHBIINUTH ITyTEM
MIapeHTEePAILHOTO BBEJICHUS OONBIINX KOJMYECTB (PU3MOJIOIMYECKOTO pacTBOpa. B 3THX ycIOBHAX Y
co0ak B Te4eHHE HECKOJBKHMX MECSIeB HaOMIomaeTcs moTepsl Beca, pa3BUBACTCS BBIpaKEHHAs] aHEMUS,
H OHHM TOrubaroT, He OOHapyXuBas, OJHAKO, XapaKTEPHBIX IPHU3HAKOB «UEPHOTO s3bIKa». B
SKCIEpUMEHTaX Ha KpbIcaX HE TONBKO OemHblid OenmkoM KyKypy3HBIH pagwoH, HO |
HecOaJJaHCHpPOBaHHAsl CMECh aMHUHOKHCIOT WM OOJbIIOE KOJWYECTBO TJIMIMHA TAKXKe BBI3BIBAIOT
OCTaHOBKY POCTa WJIM YMEHBIICHHE Beca; dTH HapyIICHHS HE Pa3BUBAIOTCA NPH BBEICHHUH B PAIOH
HuanyHa win Tpunrodana. Takum oOpa3oMm, Mo KpaifHell Mepe OTYacCTH pa3BUTHE HHAIMHOBOW
HEJOCTaTOYHOCTH CBS3aHO C MOTpeOieHneM HecOalaHCHPOBAaHHON CMECH aMHHOKHUCIIOT, COIeprKareit
HeaJeKBaTHOE KOJIMUecTBO Tpunrodana. JeicTBuTeIbHO, XOTS NesuIarpa BlepBble Obuia oOHapyXeHa y
Jofel, B panroHE KOTOPHIX TIIABHBIM 3JIaKOM SABIIUIACH KyKypy3a, 3TO 3a0ojeBaHue HaOmmogaeTcs
TaKke B TeX olOmacTsax Muamu, rae KyKypysa He ymoTpeOisieTcs, a TJIaBHBIM XJICOHBIM 37ma'k B
MMUTaHUI—COPTro. bBBUIO BBICKAa3aHO MPENNOIOKEHHE, YTO BBICOKOE OTHOIICHHE JeHnnHa K
N30JICH.IIMHY B OSTHX 3JlaKax SBISIETCS CYIIECTBEHHBIM (DaKTOPOM, YCHIIMBAIOUIMM IIPOSIBICHUS
HeJoCcTaTOYHOCTH. [IpuHATO cuuTaTh, uTo 60 M'T TpUNTodana B paauoHe SKBUBAICHTHHI | MI HUAIIMHA.
OcHoBHas (yHKOMs HHanMHa—y4acTue B oOpazoBanun NAD m NADH. Opnako cepbe3HBIX
HapyIICHWH OKWUCIWUTENBHBIX PEaKNWid B TKAaHAX JKMBOTHBIX C HEJIOCTATOYHOCTHIO HHAIMHA HE
HaOJII0aI0Ch, ¥ B HACTOSIIIEE BPEMs HE IIPE/ICTABIISICTCS] BO3MOKHBIM YCTAaHOBUTH KOPPEIISILIMIO MEXKITY
CAMIITOMAMH HEJOCTATOYHOCTH W M3BECTHBIMH METa0O0IMYECKUMU (QYHKIUSIMH KO'GepMeHTOB. Y
MJICKOTIUTAIOIINX He OblM Noka3ansl yyactie NAD B permkanmu n penapanun JJHK (pasn. 25.3.2), a
TaKxKe poib MOHOHYKJICOTHIA HUKOTHHOBOM KHCIIOTHI B o0pa3oBaHNH
JTUMETIIOCH3UMUAA3' OJIHYKICOTHIAa, BXOJIIIETO B cocraB BUTamuHa 812 (pasm. 50.9.1); NAD
SIBJIIETCS, OJTHAKO, cyocTpaTtom ans peakium cuHTe3a n'OAH-ADP-pn603bi, nmporekaromeii B TKaHIX
Miekonuratomux (pasa. 25.3.5). OTH naHHBIE CBUAETENBCTBYIOT O TOM, YTO HHALMH WIH €Tro
MIPOU3BOIHBIE MOTYT yYacTBOBATh U B IPYTUX .IIEOKUCIUTEIBHBIX PCAKIIHAX.

IMMoTpedHOCTH

YcTaHOBUTH .MOTPEOHOCTh B HHUAIMHE BeChbMa TPYAHO. IIpH olleHKe MOTPEOHOCTH HEOOXOAMMO
YYUTHIBATh COCTAB AUCTHI, 8 UMCHHO COJICP-. KaHHe KyKYpY3bl, COACpIKaHIe TpUunTodaHa s psaa Jpyrux
KOMITOHEHTOB. be3 3TUX JaHHBIX BEIHMYUHBI, IPUBEACHHBIC B Ta0J. 49.2, cieqyeT paccMaTpuBaTh Kak
JI03b1, 00eCIeynBaIOIINe «Oe30MacCHOCTD.

Hwuamus mmpoko pacrpocTpaHeH B TKaHAX PaCTeHHUH U KUBOTHBIX; Hanbosee 00raTbiM HCTOYHHUKOM
SIBJISIFOTCSI MSICHBIE TIPOAYKTBI, OCOOEHHO IedeHb. MOJIOKO U sila HOYTH HE COJEep)KaT HUAIINHA;
AHTUIIEIUIArPUUCCKOC JEUCTBUE ITHX MPOIYKTOB 00YCIOBIICHO, BEPOSTHO, OTHOCUTEIIFHO BHICOKUM
conepxanneM tpunrodana. [Ipu nomose 3epHa B nporecce MoayueHus: 0esoi MyKH yaamseTcst
OosibIlast YaCTh HUAIMHA; OTY MOTEPIO BO3MEIIAIOT, JOOABIIsAs CHHTETHYECKOE COSIMHEHHE. 3epHa
371aKOB, B TOM YHCJIE KYKYPY3bl, COJEPKaT HEUACHTU(UIIMPOBAHHEIE BELECTBA, KOTOPHIE IPU
00paboTKe IeJIOYbI0 PEBPAILAIOTCS B HUALMH: 3TO 00CTOATENHCTBO UIMEET 3HAUCHNE B IUTAHUH
HaceJIeHUs paja pailoHoB, Hanpumep Mekcuxu u [lenTpansHO# AMepHKH, B KOTOPBIX KYKypy3y IO
Tpaauy 00pabaThIBalOT N3BECTHIO, NIEPE]l TEM KaK BBIMCKATh U3 HEE JICTICIIKH.



Hukornnamuaaaeunuanuykiaeorua (NAD)

B xommiekce ¢ coorBercTBytomuMu amnodpepmentamu NAD+ (wmm NADH)
KaTaau3upyeT caMmble Pa3HOOOpa3HbIC OKUCIHTEIbHO-BOCCTAHOBUTEIHHBIC PEAKIIUH:
OKHCJICHUE (BOCCTAHOBJICHUE) CIUPTOB (KETOHOB), a-THAPOKCUKAPOOHOBBIX KHUCIOT
a-KETOKHUCJIOT),  a-aMU-HOKHCIOT  (Ct-UMHHOKHCIOT) ¥ JUTHIPO(DIAaBUHOB
I$naBHHOB), a Takxe okuciieHue 3-ruapokcuariii-CoA. Panpiie mig 0003HaueHUS

AD+ ucnons3oBasioch cokpamenrne DPN (mudochonupuanHHyk-1€0THI), a A0
toro Col (kopepment 1). DTOT KOdepMEHT, 00IATAIOIMIK IPOTUBONEIIAPTHIECKUM
MPOQUIAKTUYECKUM JIEHCTBUEM, UMEET BBICOKYIO MUIIEBYIO IICHHOCTh U COACPKHUTCS
BO MHOTMX MPOJIYKTAaX MUTaHHUS.

Mornekyna okucneHHoU Gopmbl (NAD+), cTpykTypa KOTOpOil M300pakeHa HUXKE
Ha cxeme 8.1, COIEpX UT OCTaTKM HUKOTHMHAMHUJIA U aJeirHa,a TakKe JIBa OCTaTKa
pu003bI U 1Be ochaTHbIe TPYIIIHI.
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Huxomunamud Junykneomud adenu

Oxwucnenne staHona noj aevicreueM NAD+ (B mpucyrcTBuu (hepMeHTa
AJIKOTOJIBJICTUAPOTEHAa3bl) MPUBOIUT K 00pa3oBaHuio aneraibaeruaa 1 NADH, npu
3TOM OT 3TaHoja Ha Mosiekyiny NAD+ nepeHocsaTcs ABa 3J€KTpOHA U IPOTOH. B
ypaBHEHUHU CUMBOJIOM R 0603HaueHa ocTanbHast yacTh MOJeKyinbl NAD,
n300pakeHHOM Ha cxeMe. BuaHo, uro NAD+ npuHUMaeT HeOCPEICTBEHHOE yUacTHE
B PEAKIUH, PACXOAYSACh CTEXUOMETPUUECKH, IPUUEM UMEET MECTO NPAMOU NEPEHOC
npomona. Nzyuennio NAD+-3aBUCHUMBIX ()epPMEHTOB MOCBAIIEHO OIPOMHOE
KOJINYECTBO paboT, 4TO 0OYCIOBICHO HE TOJIBKO BaAXKHBIM 3HAUEHHEM ITHX
(bepMEeHTOB, HO M ITPOCTOTON METOAOB CIICKEHUS 32 MPOTEKAHUEM KaTaIH3UPyEMBIX
MU peakiuil. OKHCINTENBHO-BOCCTAHOBUTENIBHBIE peakluu ¢ yuactueM NAD+
COIIPOBOXAAIOTCS] CUJIbHBIM U3MEHEHUEM ONTHYECKOI0 IOTJIONICHHSI Ha JUIMHE BOJIHBI
340 HM, CBSI3aHHBIM C BOCCTaHOBJIEHUEM MUPUIMHOBOIO IIUKJIA B MojeKkyiae NAD+ no
OUTUIPONUPUINHA.
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Bcenen 3a peakiueid npoucxoaut noBropHoe okucienue NADH 1,3-
mudochorIiiepruHOBON KHCIOTOM, KaTanu3upyeMoe (hIaBUH3aBUCUMBIM (DepPMEHTOM
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JUJ1st alKOT0JIbJIETUAPOTEHA3I, IPOTOH MEPEHOCUTCS] HEITOCPEICTBEHHO OT CyOCcTpaTa
K Ko()epMEHTY, a IepEeHOC MPOTOHA OT PACTBOPUTEIS OTCYTCTBYeT. [pu
ucnoib3oBannu u30s1Tka CH3CD20H nmpoucxoaut crnienupuieckoe BKIIOYSHHE
OJTHOT'O aToMa JieiiTepust B MoJieKy 1y kopepmenTa ¢ oOpasoBanuem NADD. Oto
O3HayaerT, 4To (hepMEHTATUBHAS PEAKLUs SBJIAETCS CTepeoCTenupuIecKoil mo
otHomeHn0 K NAD+ (umu NADH), B Moniekyiie KOTOpOro CofepKUTCS
aCUMMETPUYECKHI aTOM yriaepoaa.

PudopraBun

Tpu HanpaBneHus UCccIeJOBAaHNI IPUBENH K MICHTH(QUKAMU puOOogIIaBiHA: BEIJICIICHUE
(IryopecuMpyIOIIero BeIecTBa U3 CHIBOPOTKH' MOJIOKA, (BBIIEJICHUE N3 TTOCIIETHEH HEOOX0AMMOTO JUIs
KpbIC (hakTOpa' MUTa.HUsl, HA3BAHHOTO NIEPBOHAYAILHO BUTAMUHOM B2, 1 BbIIeIeHHe-KOpepMeHTa
xenToro gpepmenta (pasz. 13.2) U3 SpUTPOIHUTOB.

[Tpu 06yueHnu xearoro pepMeHTa B LIEJTOYHOM PacTBOpE yAbTpadUONeTOM 00pazyercs
IIPOM3BOJIHOE JKENTOTO ABETa Jiomughrasun. I10cKoIbKy oMH(pIaBUH ObLI ITOJYYEH B TEX .JKE
YCJIOBHSIX U3 BBIICJICHHOTO .IIPUMEPHO B TO JKE€ BPEMsl BUTAMHHA, TO CTPYKTYPHOE POJCTBO BUTAMHHA U
PO,CTETHYECKO IPYNIIBI (PepMEHTA CTAIO0 OUEBUIHBIM. [Ipy 00sIy4eHHH B KUCIION cpelie BMECTO
momuduia'BUHa 00pasyeTcs somMuxpom, odIalarolui CHIIbHOO! roiy0oi duryopeeneHue. Jtu
NpeBpalleHHs 110,Ka3aHbl Ha cxeMe. Takum obpazom, kodepmeHTHast pyHKIMs prubodiaBuHa Oblia
YCTaHOBJIEHAa OJTHOBPEMEHHO C WACHTU(HKAIMEH ero Kak He00X0AUMOro (hakTopa IMUTaHUsL.
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Buorenes u MmeTaboa13M

Cunrte3 pubodiIaBrHA OCYIIECTBISCTCS BCEMHU 3CIICHBIMH PACTCHUSAMH, a TaKKe OOJBIITMHCTBO.M
OakTepuii 1 TpHOOB, OJJHAKO, HACKOJIHKO M3BECTHO, OH .HE MPOMCXOAUT B OpraHU3Me KUBOTHBIX. J1Jisi
cuHTe3a .pubo(IaBUHA HCIIOJIB3YIOTCS BCE ATOMBI YIJIEPOa U a30Ta T'yaHO3MHa (3a uckiroueHueM 'C-S
JIy.pPUHOBOTO KOJIBIIA).

Ha puc. 50.2 mokaszan myTs cuHTe3a prOO(hIaBrHA, KOTOPHIH OCHOBAH HAa TaHHBIX OMOXUMHYECKHIX
HCCIIeIOBaHU, IPOBEACHHBIX HA PA3JIMYHbIX IIECHEBBIX IPHOax, U FTeHETUYECKUX HCCIIeIOBAHHH,
OCYILECTBIICHHBIX Ha Apoxokax. CtemeHs GochopumnpoBanns IPOU3BOAHOTO ryaHo3nHa (1)
HemsBecTHaA. (CleayeT OTMETHTD, 9TO B CXOIHOM IpoIIecce 'pacKphITHS KOJIbIIa IPH 00pa30BaHUU
NTEPUINHO'B U (OJMEeBOM KUCIOTHI (pa3f. 50.8) cydbcrpaToMm, n3 koToporo yaaisercs atom C-8, Bcerna
SIBIISICTCA TyaHO3UHTpH(DOCchaTt.)

IIpupona R, B mpomsBomHOM *6-0KcH-2,4,5-TpuamuHonu'pumuauaa (11) HemssectHa. [Ipm 3amene
aMHHOTPYIIBI Ha -KeTorpyramy oOpasyercs S-amuHO'-2,6-nuokcu-4-(*-O-pruOuTuiaMuHO M-pUMHIUH
(IV): mocnennuii, Tak k¢ kak u III, HakamMBaeTCsl B KyJbTypax, HYXTAIOIMUXCS B puOOhIaBUHE
MYyTaHTOB jpoxoked. Cragus WM craany, Bexymiue K oOpa3oBaHHMIO  6,7-IU-MeTHII-8-



pubutH.IoMasuHa (V), HEM3BECTHBI, HO MOTYT, BEPOSTHO, BKIIOYATh PEAKIUIO C COCIAUHECHHSAMH,
COOTBETCTBYIOIMMH N0 ypoBHIO okucienus auanerwiy (CH3—CO—CO—CH3) wimm a.netouny
(CH3— —CO—CHOH—CH3). Ilocnemnuii o0pa3syeTcsi HEKOTOPBIMH MHKPOOpPTaHM3MaMH B
pe3ysbTaTte peakiud 2-OKCHITHIBHOTO IPOM3BOAHOTO THaMmuHmupodocdara (pasnm. 12.2.1) ¢
areTanbIETUIOM.

O6pa3zoBanne pudodIaBuHa 3aBepiiaeTcss pPUOOQIIABHHCHHTA301, KOTOpas HMMEET CBS3BIBAIOIINE
YYACTKH JUIs ABYX MOJICKy’ JromasuHa (V). B Xo1e HCOOBIYHOW peaknuu TUa3HHOBOE KOJBIIO OJHON
MOJIEKYJIBI PACKPBIBACTCS, W YETHIPEXYTICPONHBIN (parMeHT MPUCOCAUHSACTCS KO 'BTOPOU MOJIEKYIEe
JIIOMa3uHa, KaK 3TO cleAyeT U3 pac'mipenesne umust ~C, yka3aHHOTO 3Be3m0YKamu. J[pyroi MpOIYyKT peakIuu
av)

*COXpaHAETCS U BHOBB HAIOJIb3YeTCs I '00pa3oBanus momazuna (V).

Cunre3st FMN u FAD u3 puGodnaBuna .mpuseneHsl B pasn. 24.1.9. Bce m3BectHple Omoiormueckue
¢ynkuun pubodraBiHA OCYIIECTBIIIOTCS MMEHHO 3TUMHU JBYMSI KO(EepMEHTaMH. Y UelloBeKa IOCTYIUBIIHNH
numed proogIIaBUH SKCKPETHPYETCST B OCHOBHOM JIMOO B HEM3MEHCHHOM Bupe, mbo B Buae (ochoproro
sapupa—pubodasun-5"-pocdara.

He Bce Oakrepun MOTYT CHHTE3HPOBATh PHOOGIIaBHH, OH SBJIIETCS HEOOXOAUMEIM (haKTOpPOM pocTa JUIs .psijia
'BUJIOB MUKPOOPTaHU3MOB, B IIEpBYI0 ouepens Lactobacilli. 3aBUCIMOCTD CKOPOCTH 00pa30BaHUS STUMHU
OpraHM3MaMH KUCIOTHI OT KOJIMYECTBAa BUTAMUHA B CPEJIE SIBISICTCSI OCHOBOH KOJIMYECTBEHHOTO METO/A
omnpeneneHus pudodaBrHa. B npocTeiimemM MeTo e onpeneneHus n3MepsIoT (GIyopecleHIHIO pacTBOPOB
pubodnaBuna.
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[Ipenmomaraemas cxema OwocuHTe3a puOodnaBuHa. B wucxomHom mnpousBomaHoM TyaHoszuHa (1)
coctosiane  GocopmwmpoBanus 3amectutens (R;) HemsBectHo. B coemmnenmm  (II) He
oxapakTepu3oBaH octaTok caxapa (R,), He ycraHoBimeHO Takxke, (ochopwnupoBaH i OH. B
npom3BogHBIX  [[I—VI—s10 D-pubutmi. B  o6pasoBanmm puboduiaBuHa, KaTaIU3UPYEMOM
pubo(hIaBUHCHHTA30H, y4acTBYIOT JBe MoJieKysnsl romasuHa (V). 3Be3godykaMu  MTOKa3aHo
pacnpenencuue *C B npemmectenHuke (V)

u npoxaykre (VI).

Henocrarounocrn

XOTS HEeT JNaHHBIX O TOM, YTO HEJOCTATOK pHOOQIAaBHHA SBISETCS OCHOBHBIM 3THOJOTHYECKMM (hakTopom
TSKE:JI0'TO 3a00JI€BaHMS YEIOBEKA, OJHAKO Yy OOJBHBIX MeJUIarpoil, Oepu-0epu W KBAaIMOPKOPOM HalOroAaeTcs
TaKkKe HepocTaTok pudboduaBuHa. HeocnoxHeHHas HEJOCTATOYHOCTh puOOdIaBUHA Y UeNoBeKa XapaKTepH3yeTCs
(yKCHHOHO-TOOHBIM LIBETOM $3bIKa, 0'0pa3'oBaHue,M TPEILUH B yIilaX pTa U Ha rybax (keisiosuc), *ce'00.ppeiHbIM
JIepMaTUTOM, OCOOEHHO B 00J1aCTH HOCOTYOHBIX CKJIQIOK, U BacKyJsipu3aiueil po'ro'Bunpl. [lo cymecTsy., ;Bce 3Tn
NPU3HAKA MOTYT HaONIO#aThCsd ¥ IPU JPYTHX COCTOSHUSAX HEJOCTATOYHOCTH, OCOOCHHO TEX, KOTOpbIC
00YCIIOBJICHBI HEAOCTATKOM SIMaJIMHA M KEeNe3a; TPYIHO I0ITOMY YCTaHOBHTb, B KaKOH Mepe HI-OJroJaeMble y
YeJIOBEKa CHMIITOMBI 00YyCIIOBIEHbI HIMEHHO HEAOCTATKOM pubodiaBuHa.

Hecmotpst Ha GyHIaMEHTaNbHYIO poJib (IIaBUHOBBIX ()EPMEHTOB, HEIOCTATOK pHOOGIIABUHA HE NPOSBISETCS
B KaKMX-JIM0O XapaKkTepHbIX XUMHYECKMX M3MEHEHUSX, KOTOpble MOXHO ObUI0 OBl HCIOJB30BaTh IS
nuarHocTukd. OObuHO KoHueHtpamus FMN camxaercs Obictpee, yeM FAD, u koHUeHTpauuu 0OOUX
KO(EPMEHTOB CHMXXAIOTCSA OBICTpee B IEYEHH M MOYKaxX, YeM B CepAle M Mo3re. V3MeHeHHe KOHLEHTpaluu
pubodiaBuHa B 3pUTPO.LUTAX SABISETCS, BEPOIATHO, HAMOOJIee YyBCTBUTENIBHBIM II0Ka3aTelleM HEA0CTATOYHOCTH.
B HOpMe KoHIIEHTpalws *prbodaBuHa B LeabHON KpoBH coctasisiet 20 Mxr/100 M.

PexomenmoBaHHasi exeqHeBHas [go03a puboduaBuHa ObLIa paccyu-Ta.Ha ,IO0 KOJWYECTBY pubo¢IaBuHa,
HOTPEOIAEMOr0 M BKCKPETHPYEMO-TO JIFOJbMH, HAXOJS.IMMHCS Ha IOJIHO.LeHHOW nuere. Kpome Toro, pacuer



JIO3BI IS 4eoBeKa ObUI MPOBENCH ITyTeM JSKCTPAIOJALNH, YIUTHIBas COOTHOIIECHUE pudodIaBiHa U THAMUHA B
pauuoHe kpsic. Hapymienus, o0yclIoBIeHHbIE HEIOCTATKOM pHOOQUIaBHHA, HAOIIONAINCH Y B3POCIBIX JLIomeit
(106pOBOIIBIEB), KOTOPBIE MOIydYald PalyoH, coxepxkamuid 0,25 Mr (wm MeHsme) pubogiaBuHa B pacuere Ha
1000 xxan paguoHa.

Cpenu 00BIMHO yHOTPEeOIIIeMBIX IMUIIEBBIX MPOJYKTOB JHIIIb HEOOIbIIOE YHUCIIO0 60raTto pubo(IaBHHOM; B IIEPBYIO
ouepenb ClieyeT OTMETUTh IIe4eHb, IPOJOKH U MIIEHUYHBIE 3epHa; oHaKko B quete xxureneid CIIA Gonbimas
9acTh pubo(IaBiHa MOCTYyIAeT 3a cueT MoJoka U .KypuHbIX M 11]. Uctounukom pubodraBuna s
MPENapaTUBHOTO HOIYIEHHs] OOBIYHO SBIISCTCS KyIbTYPAJIbHAS XKHUIKOCTh HEKOTOPBIX *IUIECHEBHIX IPHOOB,
KOTOpBIE IPOAYIUPYIOT OOJIBIIOE KOJTHIECTBO BUTAMUHA.

@D1aBUHOBbIE KODEPMEHTHI

CymecTByroT 1Ba OCHOBHBIX (1aBUHOBBIX KopepmeHTa—pha-
BHHMOHOHYKJIeoTua (FMN) u dnaBunaneanaaunykineotun (FAD). Crpoenne 3Tux
COCIMHEHMI MOKa3aHo Ha cxeMmaX. DraBuH3aBUCUMBIC ()EPMEHTHI MOKHO Pa3/ICIHTh
Ha TPU TPYIIIHI B COOTBETCTBUHU C BHIMOTHAEMBIMUA UMU (PYHKIIHSIMHU:
1. Buonoruueckoe neruipupoBaHuE.
2. AKTHBamUs MOJEKYISIPHOTO KHUCJIOpPOJa ¥ TEPEeHOC OJHOT0 WU JABYX
KHCIIOPOJHBIX aTOMOB OT 0, na MOJIEKYITy CyOCTpaTa.
3. DNEKTPOHHBIN TPaHCTIOPT.
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HecMoTtps Ha 60mb1110€ 9KCIO paboT, MOCBAIICHHBIX (DJIaBHH3aBUCUMBIM (pepMEHTaM
Y MOZCTHHBIM ()JIABUHCOJICPKAIIIM CUCTEMaM, YCTAaHOBJICHBI JIUIIIb HEMHOTHE U3
PEaKIMOHHBIX MeXaHN3MOM. OCTaHOBUMCSI HA HEKOTOPBIX M3 HUX. OKHCIICHUE O
CTIIHPTOBOM IPYIIIEI 10 KapOOHUIBLHON, KOTOPOE HAOII0IaeTCsl, HAIPUMeEp, B X0JIe
MIpeBpaIleHHs] MOJIOYHOW KUCIIOTHI B ITMPOBHHOTPATHYIO O] IEHCTBHEM
(raBuH3aBUCUMOTO (PepMEHTA OKCHIa3bl MOJIOYHOW KHC JIOTHI, TPOTEKAET B JBE
CTaJIH:
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Ha nepBoii craguu nox aedcTBUEeM (HepMEHTATUBHOTO OOIIETO OCHOBAHUS JIAKTAT
MPEBPAILAETCS B COOTBETCTBYIOLIMIA AHUOH, KOTOPBIM 3aT€M OKUCIIAETCS 10
MMUPOBUHOTPATHON KUCIOTHl. MeXaHU3M CTaluH OKUCIIEHUS OCTAETCS HESICHBIM. B
KauecTBE OOBSICHEHHS OBbLIT MPEUIOKEH OJHOAICKTPOHHBIA IEPEHOC, OTHAKO
BO3MOXKEH TaK)K€ MEXaHU3M C MIEPEHOCOM THAPUI-HOHA 0€3 ydacTHus paJuKaoB.



Ecnu MexaHu3M OKHCIIEHUS a-CIUPTOBOM TPYMIIBI 10 KApOOHMIIBHOM e111e BO MHOTOM
HESCEH, TO MEXaHU3M OKHCIICHUs THOJIOB IPEICTABIISACTCS OYEBUIHBIM:
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Peakuust mpotekaer mo MexaHu3My OOIIEero KUCIOTHOTO KaTanu3a. OOpazoBanue 4a-
MOCTHKOBOTO THOJOBOTO aJAyKTa ObLIO JOKAa3aHO CIEKTPOCKOMHYECKH Ha MpUMepe
peaKuru, KaTaJIu3upyeMOon JINMO-aMUAAETHIPOTEHA30M.
Kak u B ciydae oKuCIeHHs CIIUPTOB, MEXaHU3M aKTUBAIMU (hJIa-BHHA U OTIIETUICHUS
KHUCJIOpOJa 10 KOHLIA HE YCTaHOBJIEH. M3BECTHO, OHAKO, YTO KUHETUKA N°-ankun-4a-
TUAPONEPOKCUTHOTO OKUCIIEHHUS HyI[OBJIeTBOpHeT cxeMe:
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Cxema (HMXXHAS TOJIOBHHA) OTPa)KaeT COBPEMEHHBIE MPEJCTABICHUS O CTPOCHHUU
MIPOMEXYTOYHOTO COEIWHEHUs X M MEXaHH3Me, B COOTBETCTBUU C KOTOPHIM OHO
OCYILIECTBJISIET ~MEpeHoC Kuciopona. HemaBHO Ha OCHOBAaHUM  MOJENBHBIX
WcchenoBaHUN st epMeHTa TauoKcana3bl | ObUT MpeIoKeH EHAHOJIbHBIN
MEXaHHU3M.

[TupyBaTokcuaasa, KOTopast HICTIOIB3YyeT B KauecTBe kodakropa FAD u
TuaMuHnupodocdat, KaTalu3upys MpeBpaleHue MUPOBUHOTPAIHON KUCIOTHI B
YKCYCHYIO, KaTaJIM3UPYET PAEKILUIO C HYJEBBIM MOPSIKOM BIUIOTH J0 CTEHEHH
koHBepcuu 60%, 4yTo yKa3bIBaeT Ha BHICOKYIO 3((EKTUBHOCTH (IaBHHA MTPH
BHYTPUMOJIEKYJIIPHOM pEeaKIuu.

OxkwclIeHre HOHU3UPYEMBIX KapOOKHUCIIOT TOJT IEHCTBUEM OKHCIICHHON (DOPMBI
(b1aBUHa MPOUCXOAUT, COTVIACHO UMEIOIIUMCS JaHHBIM, 10 CBOOOAHOPAIUKATIEHOMY
MeXaHU3My. AKTUBALIMS MOJIEKYJISIPHOTO KUCJIOPOa BOCCTAHOBIEHHBIM .(hJIaBUHOM
OCYILIECTBIIsIETCS ITyTeM o0pa3oBaHus 4a-TuapornepokcudiaBiia, KOTOPBIN -B



3aBHCUMOCTH OT YCJIOBHI U MPUPO/IA CyOCTpaTa criocoOeH NepeHOCUTh OAUH WK 2
KHUCJIOPOAHBIX aTOMa.

[Tyrem KOBaseHTHOU MOJU(PHUKAIIMH THIPOIUTHIECKUX (EPMEHTOB aHAJIOTaMU
KO(hepMEHTOB MOKHO TIOJTYYHTh HOBBIE (DEPMEHTHI, 00JIaJA0IIIEe OKUCITUTEIIBHO-
BOCCTAHOBUTENBbHBIM JieiicTBUEM. Cpein N3yYeHHBIX K HACTOSILEMY BPEMEHH
MOJTyCUHTETUIECKIX (DEpPMEHTOB TaKOro THMa Hanbosee 3P PEKTUBHBIM SIBIISIETCS
KOBQJICHTHBIHN (pJIaBUH-TIANIANHOBBIA KOMIUIEKC, TOJIy4aeMblil IyTeM KOBaJCHTHOM
MoUbUKAIIK CyabGTUApIbHON rpymmbl Cys-25 B akTUBHOM IIeHTpe (pepmenTa 7-
opomarietun-10-meTnnn3oaiokcasuHoM. KuHetndaeckoe ncciae1oBaHue
KaTaJIn3upyeMoro ¢IiaBonananHoOM OKHCICHHS JETUAPOHUKOTHUHAMHUIOB MTOKA3aJIo,
YTO HACBILICHNUE JOCTUTACTCS IPU HU3KUX KOHIICHTpAIMAX CyOCcTpaTa, a BeTMYUHA
YCKOpeHus OoJiee ueM Ha MOPSIIOK BBIIIE, YeM B MOJCTBHBIX CUCTeMax. Pe3ynbpTaThl
CTEPEOXUMHUYECKOTO U3YyUEHHsI OKUCIIEHUS] MEUEHBIX Ipon3BoHbIX NADH
CBHUJIETEIILCTBYET O TOM, YTO OTPBIB IPOTOHA MO/ IcHiCTBHEM (hiiaBomananHa
MPOUCXOIUT MPEUMYILECTBEHHO U3 MoJIokeHHst 4A. Ha oCHOBaHMM 3THX JaHHBIX
MO>KHO 3aKJIIOYHTh, YTO BEChMa CyIIECTBEHHbIC M3MEHEHUS B AKTUBHOM LIEHTPE
(bepMeHTa MOTYT OBITH JOCTUTHYTHI 0€3 pa3pyLICHHUs €ro KaTaTUTUYECKH aKTHBHOM
KOH(popMaIuu.

BUTAMMWH B12.

[Tocne Toro kak YWIUI yCTAaHOBWI, YTO BBEICHHE IIEUCHHW B PAIMOH aHEMHYHBIX COOaK yCHIMBaeT
remornod3, Muao u Mepdu mokazamu B 1926 T., 4TO OONBIIHME KOJUYECTBA TIEYCHH SIBISIOTCS
Je9eOHBIM CPEJICTBOM TIpH TEPHUIMO3HONW aHemuu. B 1948 1. ObUT BBIIEIEH KPUCTATHYECKUN
ButamuH Bi2. [TonoxuTensHpIe TEMCIIOATHICCKHE PEAKIINH OBUTH TOTYyYeHBI TIPH CTOJb MAJIBIX 103aX,
kak 3 Mxr ButamuHa Bi2. KodbepmenTnas Gpopma BuTamuHa Oblia BriepBhie BhieneHa bapkepom. OqHa
n3 kodepMeHTHBIX (GopMm BuTammHA Bis (kobamuomnwiti xo-gpepmenm) mokazana Ha puc. 50.7.
IlentpanbHO# CTPYKTYpO# sIBIsIETCA
sopuprHOTIONOOHAS KOpPpUHOBAA KOIBIEBAasl CHCTEMa, B KOTOPOH OJHA Mapa MUPPOIBHBIX KOJIEI]
CBsI3aHA MEXAY co00il HemocpeaCcTBEHHEE. a He Yepe3 METEHOBBIM MOCTHK, KaK OCTaJIbHBIE TTaphl KOJIEI]
1 BOOOIIEe MHPPONBHBIE KObla B mopupruHax. KoOGamsT HaXOAWTCS B MOJOXKEHHH,. KOTOPOE B TeMe
3aHMMAaeT JKelle30. B TpUBENEHHOM KOOaMHUIHOM KO-pepMeHTe KOOambT JABYXBAJICHTEH. 3a
HCKITIOYEHHEM JIBYX, BCE CBA3M KOOAIbTa WMMEIOT KOOPAWHATUOHHBIN XapakTtep. OmHa W3 KOOpIUHA-
IIMOHHBIX CBS3eH 00pa3yeTcss ¢ a30TOM MOJEKYJBl 5,6-IMMeTHIO&H3U-MIIA301a, PACION0KEHHOTO
HaJ TUIOCKOCTBIO KOPPHHOBOTO KOJBIA, KOTOPOE CBSA3aHO a-TIIMKO3HIHOW CBS3pI0O C pHO030-3-
¢dochatom. Ilocmegnmii B CBOIO odepeab o00pa3yeT CIOKHOIQHUPHYIO CB3b C O-1-amHu-HO-2-
MIPO'TIAHOJIOM, a30T KOTOPOTro o0Opa3yeT aMUIHYIO CBS3b C KapOOKCHIILHOW TPYIIION MPOIMMOHOBOMN
KHCJIOTHI, SIBIAIOUICHCS OJHUM M3 3aMECTHTENeH KOPPHHOBOTO Koibmna. CHHU3Y, MOJ IUIOCKOCTBHIO
KOPPHUHO-BOW CHCTEMBI, HAXOIUTCS CBsI3aHHAS ¢ KOOAILTOM MOJIEKyJa 5-1e30K-
*CHaJICHO3WHA; CJICAYEeT OTMETHTh, YTO KOOANBT CBs3aH C S5"-yriiepon-HbIM aToMOM (3TO' peaKHit
ciIydail cpeiy MeTayuIo0praHnde.CKHX COCIMHEHHH, BCTPEUAIOMINXCS B OMOIOTHIECKHX cucTeMax). B
MEHBIINX KOJIMYECTBAX BCTPEUAIOTCS KOOAMUAHBIE KO(EPMEHTHI, B COCTaB KOTOPHIX BMECTO 5,6-
IMMETHIOCH3UMHIa30da BXOgAT JiMOO ajeHuH, au00 5S-ok-cuOensmmugaszon. KobamwuaHbre
KO(EpMEHTH MOTYT OBITh BBIACIICHBI TOJNBKO B CIEIMATBHBIX YCIOBHSX. B NpHCYTCTBHM aHHOHOB,
0COOEHHO
*IIMaHK/IA, U Ha CBETY KOOAIBT OKUCIISAETCS 10 TPEXBAIICHTHOTO COCTOSIHUSA, U 5\-1€30KCHaICHO3HH
3aMeIIaeTCs aTaKyIoNMM aHHOHOM. Peakius JIeTKO MPOCIeKUBACTCS .CIEKTPO(POTOMETPHUIECKH,
MTOCKOJIbKY IIMaHKOOAIaMUH XapaKTepU3yeTCs MMKOM TOTIOIeHUs ipu 360 M, OTCYTCTBYIOIIHM Y
koepmeHTHBIX Hopm. [{lnankobamaMuH—>3TO Ta hopma, B KOTOPOIl OOBITHO JOCTYIIEH BUTAMHKH Bis,
O/THAKO MOH IIMaHU/Ia MOXET OBITh 3aMeIIeH IPYTUMH aHHOHAMH, HAIPAIMEpP THIPOKCH-TIOM, HUTPUTOM,
XJIOPUIOM U cynbhaToM. Bee 3T mpon3BogHbIE OAMHAKOBO AKTHBHBL.

Hwu xuBOTHBIE, HU BBICIINE PACTEHUS HE MOTYT CHHTE3MPOBaTh BUTaMUH Bi2. Mcrounnkamu 3Toro
BHTAMHHA SBIIIOTCS TI0YBa, BOJAa M KHIIEYHBIE MHKPOOPTAIM3MBI; K UYHCIy Hambojee OOraThIx



HCTOYHHMKOB OTHOCSTCS OCaJ0K CTOYHBIX BOA (50 MKr/r), HaBo3 (0,1 MKI/T) M BBICYIICHHBIH PEYHOU WIT
(3 mxr/r). Buramun Bi2 HeoOxoauM [yt pocta 'MHOTMX MHUKPOOPTaHU3MO®B. JTO SIBISIETCS OCHOBOW
MHUKPOOHOJIOTHYECKOTO METO/Ia ONPE/ICICHUSI BUTAMHHA.
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Crpykrypa 5,6-muMeTiiioeH3nMuAa30ik00aMutHoro KopepmenTa. Toukol .nmokazansl CH3-rpymmel,
MOCTYNUBILKE B Ipoliecce OMOCHHTE3a OT S-aJeHO3MIMETHOHUHA

buocunres

Cunresupytomue ButaMuH B12  axmunomuyemov: o0pa3yloT KOPPUHOBYIO YacTh MOJIEKYJIbI
BuTamuHa u3 ypornopdupurorena I1I. Cemb METHIBHBIX TPYIII MOCTYIAIOT OT S-aJ€HO3MIMETHOHUHA
(puc. 50.7).

DKCIEePUMEHTBI C UCTIOIb30BAHUEM H30TOIMOB MOKA3aJIH, YTO HCTOYHUKOM BCEX YIIIEPOJHBIX aTOMOB
5,6-mTMMeTIIIOEH3NMU1a301a SIBIseTcs 7,8-muMeTHI- 1 0-puOnTHILTIOMa3HH—IIPEAECTBEHHUK
pubodaaBruHa

H,C 1

H,C o

5.6-1uMeTHIIO6EH3UMHUIA30JT

Hcrounnkom C-2-yrimepogHoro artoma ciykuT C-/° puOuTHIBHOTO (parMeHra JIIOMa3HHa.
PuboduiaBun  sBiseTCS,  MO-BHAMMOMY,  OOS3aTelIbHBIM  HWHTEpPMEIUATOM B  OHOCHHTE3E
TUMETHIOCH3NMUIA301a.

depMeHTaTHBHAsT peakuusi 00pa3oBaHMs IUMETHIOCH3UMUIA30JI-HYKICOTHIa HEOObIYHA B TOM
OTHONICHWH, YTO TIpH TepeHoce (Mo Tuiy 3amemieHus) pubo3odocdara OoT MOHOHYKICOTHIA
HUKOTHHOBOW KHCJIOTBI 00pa3yercst a-N-IITHKO3U/IHAs CBSI3b.

HUKOTHHOBAs KucyoTa-f-N-5'-MOHOHYKIEOTa T + TUMETHIOCH3UMHUIA3071 =P



=> HUKOTHHOBAS KUCJIOTA + TUMETHIOCH3UMU1a301-0-N-5'-HyKIICOTH T

OnbITBl ¢ MEYCHBIMH COCIMHEHUSIMH IMOKa3anu, uyto D-1-amuHO-2-mipomanon oOpasyercs u3 L-
TPEOHHUHA, 110-.BUUMOMY, B PE3yJIbTaTe AeKapOOKCHIMPOBAHHSI.
Ha 3aBeprraronux craausx cuaresa B12 npoucxoaar dpochoprnapoBanue 5°-
JIe30KCHaIeHo3WIKo'0amua 1 konaeHcauus ¢ GTP; B pesynbrate oopasyercs OOP-
(5”ne3okcuanenosmwn)kobrHamu . [locneaHuil cCoeqUHSETCS .C TMMETIOCH3NMHIA30IHYKIICOTHIOM C
oOpa-3oBanue:M 5°-ne3okcuaneHo3mkooanamuadocdara, npu arom ocBodboxaaercs GMP; 3arem
otmerusiercs pocdat n obpaszyercst kopepment B12
HenocratouHocTh

Ilo cpaBHEHMIO C TKaHAMH J>KHBOTHBIX BBICIIME DPACTCHHS SBIAIOTCS OEAHBIM HCTOYHHKOM
BuTamuHa. [IpuHIMas BO BHHMaHHE TOT (pakT, 9TO MOTPEOHOCTH B BUTAMHHE OYCHb HE3HAUMTEIIFHA
(IpuMepHO OKOJIO 1 MKT B CYTKH), a TAK)KE €r0 IMHUPOKOEe pa'CIpoCTpa.HEHHE B MUIIEBLIX 'TPOAYKTAX U
3aepKKy B OpraHM3ME >KHBOTHBIX, THIIECBAas HEJOCTATOYHOCTh, MO-BHIMMOMY, HE Halmromaercs y
3I0pOBBIX Jronel. Hemo-cTaTouHO.CTh HAOMIOMAMH, OJHAKO, Y JIOACH, KOTOPhIE BO3ICPKUBAIUCH OT
MOTpeONIeHNs] TPOIAYKTOB >KH.BOTHOTO TIPOUCXOKACHUS (ypoBeHb Biz B WX KpPOBH HaXOIWICS B
npenenax 40—200 nr/mut, B TO Bpe;Ms kKak B HopMe oH coctaBisieT 200—300 rr/'mut). UHorma y atux
JIMI pPa3BUBAETCSl T€MATOJOTUYECKUM U HEBPOJOTHUUECKUN CHUHIPOM, XapaKTEePHBINA AJIs IEPHUIIMO3HOM
aHeMHH, TIPH OTCYTCTBHHM HapyIICHWH (PYHKIHMM JKeryaKa, OOBIYHO SBIIAIONINXCS MPUYHHON 3TOTO
3aboneBaHus (cM. HUKe). [lepHuyuosnas anemus He SIBISICTCS CIEICTBUEM HEIOCTATOYHOTO
erioTpeOeHns BuTaMuHa Bis, oHa 00yClioBIIeHa «(HETIOJHOIICHHOCTHIO» JKEIYA0UHON cekpenuu (pasi.
32.5.3). Jns >ddexTUBHOTO BcachlBaHWs IIOCTYHAIOMIET0 ¢ THINeld BuUTamMuHAa Bi2 HeoOXomum
éHympennuti (HaKkTop JKEITyJOUHOTO COKa (€CIHM TOJBKO BUTAMHH HE ITOCTYIAET B YPE3MEPHO OOJIBIIOM
KoJm4uecTBe). JlelCTBUTENbHO, ()eKaaiy MAIMeHTOB C MEPHUIIMO3HOW aHeMHEH SBIISIOTCS «OOTaThIM»
HCTOYHUKOM BHTaMHHA;, 'KOOaTaMWH, .MPUHATHIA TaKUMH HalUEHTaMH MEPOPATbHO, MOXKET OBITh
KOJIMYECTBEHHO' BBIACICH W3 (DeKaiuid, ecii OONBHBIC HE MOJYYadl OJHOBPEMEHHO BHYTPEHHETO
(akTopa. ITO CIYXKHUT OCHOBOW JIsI Ba)KHOTO JWATHOCTHYECKOTO TeCTa Ha MEPHUIMO3HYIO aHEMHIO.
Medgennbiit ~Co koOalaMWH C TI€NBI0 JTUATHOCTHKH BBOISAT TIEPOPATLHO, Y TAIMEHTOB C
HEHApYIIEHHBIM .BCACBIBAHWEM, B YacTHOCTH npu cmupy (. 17.2.2), 'Gomee 12% BBeneHHOI
PaIHOaKTUBHOCTH JKCKPETHPYeTCs ¢ MOUoi B TeueHHe 24 4. OgHaKo y MalMeHTOB C TEPHHUIIMO3HOM
aHeMHeH 3a TaKoW e TEePHOJI ¢ MOYOH AIKCKpeTupyercs MmeHee 3% 'MedeHoro nuan-kobamamuna. Ecimmi
e ITHM OOJIFHBIM J1aBaThb MEUYEHBI NMaHKOOaja-.MHH BMecTe ,C BHYTPEHHHM (pakTopoMm, TO
BCACBIBaHHE MPOTEKAET HOP-

*MaJIbHO. YBENMYEHHNE IpHeMa BHYTPEHHETro (hakTopa HE MOJXKET CYIIECTBEHHO YCHWJINTH BCACHIBAaHHUE
BHTAMHHA B KHIICYHHUKE IO CPABHEHHIO C TEM, KOTOPOE 'TPOMCXOINT Y 3AOPOBBIX JIFOACH.

BuyTtpennuii ¢aktop denoeka Obul ommcaH Beime (pasm. 32.5.3); oOKIagoyHBIC KIETKH JKEie3
JKEyIKa SBJSIFOTCS HICTOYHUKOM Kak BHyTpeHHero ¢akropa, Tak 1 HC1. Kommieke Bi2—sHyTpennunit
(hakTOp TOCTYmaeT B KJIETKH .CIM3WUCTON ITOAB3IOINHON KHINKH; 3aTeM Big MeIIeHHO mepexomuT B
KpOBb MOPTAJBHON CHCTEMBI, B TO BpeMs KaK BHYTPEHHHH (akTop IHOO THAPOIU3YETCs, MO0
BO3BpAIacTCs B MPOCBET KHUIEUYHUKA. TOYHAsI pOJbh BHYTPEHHEro (hakTopa B YCKOPEHHUH BCACBIBAHUS
B12 He sicHa. B TkaHM ManueHTOB ¢ NMEPHUIIMO3HON aHeMHel, OeqHbple BUTaMuHOM B12, mocnemnuit
MOCTyTAeT U3 IUIa3Mbl MEJICHHEE, YeM B TKaHHU 3AOPOBBIX JIIOJCH; MpemnapThl BHYTPEHHETO (akTopa
YCKOPSIOT TPAHCIIOPT BUTaMUHA Bi2 B KIIETKH Cpe30B MEYCHH in Vitro.

Buramua Bi2 moctymaer B KpOBb IMOPTaIbHOW CHCTEMBI B KOMIUIEKce C B12-cBs3bIBarommm
6enmkoM (TpaHckobamammaoM II, rmoOymmaoM ¢ M~35 000). Jlpyroit B12-cBsi3piBaromuii 6emok,
Tpanckobamamua 1 e(a-rnmoOymua ¢ M 121000), sBusercs mepeHOCYMKOM Oojbineld yactu Bi2 B
mra3Me. BpUTo BBICKAa3aHO MPEIIIONIOKEHHE, YTO TpaHcKoOamaMuH | BBITONHSAET (PYHKOHIO o,
ITOCKOJIBKY OH CBs3bIBaeT Bi2 Gornee mpouHo, yeM TpaHckoOamamuH I, ¥ IpH MOTHOM OTCYTCTBUH
TpaHCKO-0asaMiHa | TeMaTONOTHIECKUX HApYIICHNH He HaOmoaaeTcs.

TpyIHOCTH YCTAaHOBICHHS CKEIHEBHOH IOTPEOHOCTH B IIMAHKOOAT-aMHHE C OYEBHAHOCTHIO
BBITEKAIOT W3 TOTO OOCTOSATENBCTBA, YTO Y JIMIl, MOABSPTHYBIIUXCS OIEPAlWH IMOYTH TOTAJIBHOM
racTPIKTOMHH, Y KOTOPBIX HE MPOUCXOAUT, CIECIOBATENBHO, CEKPEINN BHYTPEHHETO (haKkTopa, camMble
paHHWE TIPU3HAKU MEPHUIIO3HOW aHEMHUH MOSBIIIOTCS TOJBKO depe3 3—5 yeT mocie oneparun. [Ipn
JIOCTaTOYHO BBICOKOM cojiepaHuu BUTamMruHa B12 B panmone (Hanmpumep, 200 MKT B CYTKH) OH MOXKET
BCACBIBAaThCS B KOJHMYECTBE, JOCTATOYHOM /ISl MPEAYNPEKICHUS Pa3BUTHA TEPHUIMO3HON aHEMUH
JTake B OTCYTCTBHE BHYTPEHHETO (paKTopa.

MeTaboanyeckasi poJib KOOAMUIHBIX KO(EPMEHTOB



Peaxuus, nporexatomas y Clostridium tetanomorphum, KoTopast npuBeiia K OTKPBITHIO KOOAMHIHBIX
KO(epMEHTOB,—A3TO 00pa3oBaHUE P-METHIacIapariHOBOM KUCIOTHI U3 TTTyTaMHHOBOM KHUCIIOTHI

COOH

| COOH
HCNH, |

g HCNH,
HCH >

[ HCCOOH
HCH |

[ CH,

COOH

rJ1yTAMHHOBAsT B-metunacnaparu-
KHCJIOTA HOBAsl KHCJIOTA

AHAJOTHYHOM peakIuen IBIseTCs B3auMonpeBpaiineHie cykiunHmI-CoA u 'Metunmmanonmwi-CoA (pasz.
17.5.9). B pesynbrarte npeBpamenns atom C-2 metumanoHmwi-CoA crtaHoButcst atomom C-3
cykmaII-CoA, clleIoBaTeIbHO, MUTPUpPYET He yriepos cBodoanoit COOH-rpymsl, a, kak
YKa3bIBaJoCh BhIIIE, (pasa. 17.5.9), nemikom rpymma —CO—S— —CoA.
KobamuHbie KOEPMEHTHI YUaCTBYIOT TAKKE B AUCMYTALMU BUIMHAIBHBIX HOJIOB, HAIPUMED
nponas-1,2-guona, ¢ 00pa3oBaHHEM COOTBETCTBYIOIIETO allbACTH/IA;

CH;CHOHCH,OH —— CH,CH,CHO

nponas-1,2-auoa NPOIMHOHOBHII
aJbJerua

Kaxcz[aﬂ H3 3TUX peaxum‘/i MMPOTEKACT 110 CXEeME
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PacCMOTPEHHBIX BhILIE peakuusix X MoxeT 0bITh coorBeTcTBeHHO :—CHNHZ—COOH, —CO—S—
CoA nnmu —OH. Hu B ojHOM U3 cilydaeB MUTpUpYIOLINI BOIOPO He 0OMEHUBAETCS C IPOTOHAMHU
Cpeabl; OYEBHIHO, YTO 3TOT BOAOPO] IEPEHOCUTCS CHavYajIa Ha KOpepMeHT, a 3aTeM BO3BpaIlaeTcs K
cyocrpary. Ecnu, HanpuMmep, MEUEHHBIN TPUTHEM NPOIAHANOI U HEMEUYCHBIH STHIICHTJINKOIIb
MHKYOHpOBaTh ¢ PEPMEHTOM U KOEPMEHTOM, TO TPUTHI PABHOMEPHO PACHIPEACIUTCS MEXKIY
00pazyomuMIcs IPONHOHOBBIM AJIBAETHAOM U alleTallbACIHAOM. BpeMeHHOH akienTopHoi rpynmon
SIBJISIETCSI, BEPOSTHO, A€30KCHPUON-TUIILHBIN ()parMeHT Jie30Kcuaeko3nuna. [10100HkIM jxe 00pazom,
HO-BHIHM.MO'MY, QYHKIIMOHUPYET KodepMeHT Bi2 B cucteme, B KOTOPOIl MPOUCXOIUT BOCCTAHOBJICHHE
puboHykineo3uaTprh0.0paToB 10 COOTBETCTBYIOIIUX JIE30KCUPHUOOHYKIe03uATpH(oChHaTOB;
oOpa3zyromuiics B peakuuy KapOaHHOH 3aTeM JIETKO BOCCTaHABJIMBAETCS THOPEIOKCU-HOM (pas.
24.1.7). Ilo coBepIICHHO IPYroMy MEXaHU3MY JOJDKHO I1.POUCXOIUTH OCYIICCTBISIOIICECS MPH
ydactuu KopepmenTa Bi2 emeTu-nmupos”Hue romonucTenta B MeTHoHuH (pasa. 20.4.1.4); B taHHOM
cily4ae peakTuBHast popMa KoepMeHTa 00pasyeTcs B pe3ylibTaTe IBYXdJIEKTPOHHOTO
BOCCTaHOBJIEHHsI, 00pa3ysl CTPYKTYpy, H3BECTHYIO KaK BUTaMUH Bi2s, B KOTOpOIt KOOQJIBT
OJHOBaJIeHTeH. B 3T0i1 (hopme BUTAMMH JIETKO aJIKWIIMPYETCSl TAKUMHU areHTaMH, KaK METHIIMOIHL,
o0pazys metun-B12. D1o e nponsBogHoe, o0pasyroleecs B COOTBETCTBYIOMINX ()EPMEHTHBIX
cUcTeMax B pe3ysbTare epeHoca MeTHIIbHOI rpynisl ot “-meTtmi-H4-¢onara, sBisercs
HEMOCPEACTBEHHBIM AJIKU-JIMPYIOLUIUM areHTOM i roMonucternHa (pasa. 21.4.29). Yyactue BuTaMuHa
Bi2 B 3TuX peakumnsx oObSCHAET CIIOCOOHOCTB KPbIC PACTH HA pallMOHaX, B KOTOPBIX HET METHOHUHA,
HO UMEIOTCSI TOMOLMCTENH (MJIM TOMOLMCTHH) U BUTa.MUH Bi2.

| 3 AN l v
Co* + RSH —> Co* + R—5 CHjy
/‘0\ / ‘ AN

CrenyeT OTMETHUTD, YTO B HACTOSIIIEE BpeMsl Y "MIIEKONUTAIOIINX U3BECTHBI TOJBKO JIBE PEaKIUH, B
KOTOPBIX y4acTByeT B12-ko(hepMeHT: METHITUPOBAHUE TOMOIIMCTEHHA U IIPEBPAIICHHE METAIMAIOHIII-
CoA B cykuuHuin-CoA. KonnuecTBo MeTUiIMalloHATa, IKCKPETUPYEMOTO C MOYO, SIBJISIETCS BA>KHBIM
MOKa3aTeIeM HeI0CTaTOYHOCTH BUTaMuHa B12



KobGaanbie u ko0anaMuHHbIe KOepMeHTHI (BUTaMUHBI B12)

KobGamua 1 kobanaMuH npeACTaBiIfgiOT co00H KPYIHbIE KOOAIBTOBBIE KOMIUIEKCHI,
CTPOEHHUE KOTOPBIX MOKA3aHO HUXKE, COOTBETCTBEHHO. B 3THX KOMILIEKCax aToM
K0oOaJbTa pacroaraercs B IEHTPE KOPPUHOBOT'O KOJIbIA, TJIE YAECPKUBACTCS 32 CUET
KOOPJAMHAIIMOHHBIX CBS3€H C YEeTHIPbMS aTOMaMH a30Ta
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. Kpome Toro, atom kobanbpTa ©MeeT OJMH WIH JBA aKCUAIbHBIX JIMranaa :X u Y.
Ecnu B pomu nuranga VY BBICTYyNaeT OCHOBHAas O€H3MMUIA30JbHAs TpyIIa
BXOJISIIIETO B COCTaB MOJIEKYJIBI HYKJICOTHIHOTO (pparmMeHra, TO ceMeicTBO
COOTBETCTBYIOUIMX KOMIUIEKCOB HOCHT Ha3BaHuWe KoOamamMuHOB. B kobammmax
(IepBbIii PUCYHOK) HYKJIEOTHAHOE OCHOBAaHHE YAAJEHO TUAPOJIN30M, TaK YTO
Y=H20.

OpnHa M3 MHTEpPECHBIX peaklMi ¢ ydacThueM BuTamuHa B12—-3T0 Kilaccuueckas
OpraHMuecKas peaklus MpeBpaleHus 1,2-mponaHauoia B IPOINUOHOBBIN albAeTua
'[10]. OOBIYHO OHA OCYIIECTBISETE» IPU BO3IEHCTBUU CEPHOM KUCIOTHI, OAHAKO
'IpU HMCIIOJIb30BaHUM BUTaMHMH Bl2-3aBucuMoro ¢epmenra ee ynaercs MpOBECTH B
MATKMX YCJIOBHsAX. [l 3TOM  OKMCIMTEIBHO-BOCCTAHOBUTEIBHOM  PEAKLUU,.
IPOTEKAOIIEH N0 BHYTPUMOJIEKYISIPHOMY MEXaHU3My, IPUCYTCTBHs BUTaMHHA B12
COBEPILIECHHO «HEOO0XOAMMO, TIIOCKOJBKY IpPH €ro yHaJleHUH myTeM o0paboTku
AKTUBUPOBAHHBIM  yriaeM (epMeHT TepseT AaKTHUBHOCTb, HC»  IOJHOCTBHIO
BOCCTaHABIIMBAIOT €€ MpHU MocienyromneM nodasineHuu Hooii mopiun BuramuHa Big.
[Ipu oxucnenuu d,/-1,2' nponanauona-1-t B IpOIMOHOBBIN ambAeTU B IPUCYTCTBUU
K00aJaMHUH-3aBUCHMOTO (pepMEHTa JAUOJIICTHAPATA3bl aTOM TPUTHUS TIEPEHOCUTCS Ha
MOJIEKYlly Ko(epMeHTa, MpUYeM TPUTHUEBAs METKa IOMNAJaeT HCKIIOYHUTEIbHO B
nojsiokeHue C-5’ aeHo3MIbHOro octaTtka. Ha 3TOM OCHOBaHMHM MOXHO MPEUIOKHUTD
CIEYIOLUN MEXaHU3M:

T SPU-TR S G R

SH +[Co] — — [Co] ' ——bPH+
AToMBI KOOanbTa, BXosImue B coctaB oucaeruapoxkoppuna (BAI'K) u
KOPPHUHOUIHBIX KOMIUIEKCOB, UMEIOT CXOHOE 3JICKTPOHHOE CTPOCHHE.
CrnenoBarenbHO, CONPSHKEHUE IBOMHBIX CBA3EH, HAXOAIIUXCS HA TEpUQEepUH KOoJell
A u D B BJIT'K, ¢ BHyTpeHHUM» IBOMHBIMHU CBSA3SIMH OTCYTCTBYeT. [Ipu peakuuu ¢
AJIKUJITAJIOTeHUAaMU cTeprueckue 3((eKThl MposBIsIoTes cuibHee B ciaydae Co (1)
(BAI'K), uem B cnyuyae Butamuna B12s.
Ot 3¢pdeKThl 00YyCIOBICHBI B3auMMOACHCTBHEM |,3-IMAaKCHAILHOTO THIIA MEXITY
aHryJIsipHBIMUA MeTwiIbHbIME Tpynnamu B/IIK, Haxonsmmmucs B nonoxenusx C-1 u



C-19, u npuOIIKAIOMUMCS AKUIBHBIM JIUTAaHAOM. DOTOIN3 METUIUPOBAHHBIX H
stunupoBanHbix KomruiekcoB Co (III) (BAI'K) B aHadpoOHBIX YCIOBUSX MPUBOAMT K
OOBIYHOMY  TrOMOJUTHYECKOMY pacuierieHnto  cB3su  Co—C. B ciywae
W30IIPONUIIBHBIX ~ IPOM3BOJAHBIX, HampoTuB, cBsizu Co—C. mnoasepraercs
reTePOIMTUIECKOMY PACILEIUIEHUIO ¢ 00pa30BaHWEM H30MPONMWIbHOTO annoHa u Co
I L(bAI'K). Kommiekc Co(BAI'K):Moxer OBITh HUCHOTB30BaH B KayeCTBE
KaTaJau3aTopa CEJNEKTUBHOIO. .TMAPUPOBAHUS INMEPBUYHBIX AJIKWI-TAJIOT€HUOB I10J
neiicteuem Ooporuapuna Hatpusi]. CumBoramu SH, PH u CH3R o06o3HaueHsbI
COOTBETCTBEHHO CyOCTpar, MPOAYKT U S5-Ie30KCHANEIo3nH. B xome 3Toil peakuuu
aTOM BoOJOpoZa OTIIEIUIsieTcsl U3 nonoxeHuss C-1 B Monekyse ....NMpoNaHauoia U
MEPEHOCUTCST Ha KO(EpMEeHT, Ilie NPUCOEOUHSEeTCS K yriepogHoMmy aromy C-5' u
CTaHOBHTCS HKBUBAJICHTHBIM 110 KpalHEH Mepe OHOMY,. a BO3MOXKHO U 000MM .yXke
MMEIOIIMMCSI TaM BOJOPOJHBIM aromMaM.. B pesynpTate KOo(EepMEeHT NepexoauT
BOCCTaHOBJICHHYIO (opMy, a Mojekyna cyoctpara okucisercs. Ha criemyrormeit.
CTaguM MPOMCXOTUT MEPEHOC aToMa BOAOPOAA OT BOCCTAHOBJIEHHOTO, KOo(epMeHTa
Ha  TPOMEXKYTOYHBIH  TOPOAYKT OKHUCIeHHs cyOctpata ¢ oOpa3oBaHUEM
TUIPATUPOBAHHOTO NIPONIMOHOBOIO AIBAETHAA. - . ..

Jlpyras BaxkHasl peakius, IpoTeKarolas ¢ yuactueM Butamuaa B12 (u
COOTBETCTBYIOIIETO (PepMEHTA),—H30MepU3alusd MeTHIMATOHUI-COA B CYKITUHUII-
CoA, sKkBUBaJIEHTHAas1 BHYTPUMOJIEKYJIIPHOM OpraHu4ecKoi peakiuu, 1,2-nepenoca
csi3aHHON ¢ COAKapOOKCHIIBHOUTPYIIIIBI.
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AckopOouHoBasi Kucjiora (Buramuu C)

Hawnbonee xapakTepHbIMH XHUMHYECKAMHU CBOMCTBAMHU aCKOPOMHOBOH KUCIIOTHI (paHee Ha3bIBABIICHCS
ButaMruHOM C) SBIISIOTCS €€ KUCIIOTHOCTh, 00YCIIOBJICHHAs €HOJILHBIM BoZiopoioM mipu C-3, U JieT-Koe
OKHCIICHHE JI0 JeTUAPOACKOPOMHOBOH KHCIIOTHI, KaTaJH3upyeMoe Mo | HaMu MeTaJutoB (B HEOOIBIINX
KOHIIEHTpaIusX). JleruapoackopOou-HoBasi KUCIOTa HECTAOMIIbHA B MIEIIOYHOH cpefie, B KOTOPOit
MIPOUCXOUT THAPOIU3 IAKTOHHOTO KOJIBI[a ¢ 00pa30BaHUEM IUKETOTYIIOHOBOW KHUCIIOTHI.
Jernapoackop'6MHOBAsI KHCIIOTA JIETKO BOCCTAHABIIMBAETCS TAKUMH areHTamMHu, kak HgS, nuctenH u
TIIyTaTHOH. BoccTaHaBmMBaromas crrocoOHOCTs aCKOPOMHOBOM KHCIIOTHI SIBIISICTCS OCHOBOM 00JTh-
IIMHCTBA KOJIMYECTBEHHBIX aHATUTHYECKUX METO/IOB €e OHpees | eHns (Ha.IpuMep, THTPOBAaHUE
KpacuteseM 2,6-nmuxinopheHoMHA0(GEHOIOM).
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HOCH HOCH HOCH
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CH,OH CH,OH CH,OH
L-acKopouHoBas L-derudpoackopdun- L-OUKemoTrynoHo-
Kucnoma HOBaS Kucsoma Ba® KWAcsoma

Buorenes u MeTad0JIU3M
ACKOp6I/IHOBaﬂ KHUCJIOTAa OTHOCUTCA K YUCJITY HE3aMCHUMBIX KOMIIOHCHTOB ITUIIN JJIA YCJIOBEKA, JPYTUX
IIpUMATOB, a TAKKEC MOPCKUX CBMHOK, HO MOXXET CUHTC3UPOBATHCA Y BCEX APYTrUX BUAOB KUBOTHBIX,



KOTOPbIC ObLIN HUCCJICA0OBAHBI B 9TOM OTHOLICHHUH. I'naBHEIC CTaJuu CHHTE3a aCKOp6HHOBOI>i KHCJIOTHI Yy
JKUBOTHBIX CJICAYIOLINEC:

HC=0 C|H20H L,‘OOH
|
HCOH HCOH HOC‘H
|
HOCH S HOCIH wu  HOCH -
HCOH HCOH HCOH 2,
] +H,0
HCOH HCOH HOCH
COOH COOH CH,OH
D-TRKKYPOHO- L-FiymoHoBas
Bas Kucnama KUCIIOmMa
HOCH HOCH HOC’ '
- HO(IZH Ozc"? ' HO'Cl
H(l: =4, Hc': — Hc'
HOCH HO(IIH HO(’.‘H
CH,OH CH,OH CH,OH
L-TYJIOHOJIaKMaH 3-Kemo-L-rynono- L~acn0p6M"ﬂoeaﬂ
NAKIMOH KUenoma

Crenyer oTMETHTB, 4T0 00€ (hopMbI L-ryJIoHOBOH KUCIOTHI, NOTydaeMoi 13 D-IintoKkypoHOBOM
KHCJIOTBI,—TIO CYILIECTBY OJIHA CTPYKTYpa, moBepHyTas Ha 180°. IIpumaTsl 1 MOpPCKUE CBUHKH HE
CIIOCOGHBI Tpe-BPalIaTh IyJIOHONAKTOH B aCKOPOHHOBYIO KHCIIOTY. BBe/IeHHAs: MOPCKMM CBHHKaM ' 'C-
acKOPOHHOBAs KHCJIOTA JIErKO OKHCIseTes g0 | 'C02, BTO BpeMs KaK y 4e0BeKa OOHAPYKEHbI TOIKO
"C-muxetorynonar u '*C-okcanar. OkucieHHe 10 AErHAPOACKOPOHHOBOI KMCIOTHI KaTaTu3H-pyeTCs
cneuduy.ecKoi MeIbcoieprKalel ackopOoaTOKCHIa30H, COJEPIKAILEHCs B PACTEHUSIX, HO HE B TKAHAX
KHBOTHBIX

MetaGoan4yeckasi poJib

AckopOMHOBasI KHCJIOTa HEOOXOAMMa ISl Pa3IMYHBIX OMOJOTMYECKHX OKUCIHMTENBHBIX IPOLIECCOB.
BuTtamMuH akTUBHpYET OKUCICHUE /T-OKCH(EHHINMPOBUHIOPATHOM KUCIOTHI TOMOTEHATaMU ICYCHU
KpbIchl (.pasza. 23.2.11), onHako Ipyrue BOCCTAHABJIMBAIOLIME areHThl CTOJb k.6 d()(EKTHBHBI, a
JIeHCTBHE YaCTUYHO OYMILIEHHOrO mpernapara (epMeHTa He 3aBUCHT OT acCKOpOWHOBOW KHCJIOTHI. B
NPUCYTCTBUM KHCJIOPOJAa PacTBOPHI, colepikaimue (eppo-HOHBI M ackopOar, KaTaau3UpyIOT THI-
POKCHJIMpOBaHHME psila coeauHeHui. Tak, H3 N-OKCH(ECHWIYKCYCHOM KHCJIOTBI oOpasyercs
TOMOI€HTU3UHOBAs KUCJIOTA, a U3 TPU:NTaMUHA— S5-OKCUTPHUNTaAMHH (ceporonun). Kax
yKa3blBaJoCh  BbIe-(pasa. 38.1.2), ruapoKCHINpOBaHUE OCTAaTKOB MPOJIMHA W JIM3WHA NPU CHHTE3E
KoJUIareHa M TMAPOKCHIMPOBaHME Y-OyTHpoOeTanHa, NpuBOAsiiee K 00pa30BaHUIO KapHUTHHA (pash.
22.3.1), Taxke KaTaauzupyorcs pepmenTamu, tpedyronmmu Fe2+, a-keroriyrapara u ackopbara.

AcCKOpOMHOBas KHCIIOTa YCKOpSieT yJajeHHe Kene3a U3 (eppuTHHA, 3TO OYEHb BAXKHO JUIA
NPEAOTBPALEHHS Pa3BUTHSI aHEMUH, TIOCKOJIBKY COJIEpKaHHE jKelie3a B IUla3Me aHEMUYHBIX, OOJIBHBIX
LUHTOi 00e3bsH cocraBisier juiib 30% HOpManbHOro YypoBHs. Jlermapoackop-OMHOBas KHCIIOTA
MOXET OBbITh ()EPMEHTATUBILIO BOCCTAHOBJI.CHA B )KUBOTHBIX TKAHSX; IPH 3TOM BOCCTaHABJIMBAIOLIMM
areHTOM BBICTYNAeT IJyTaTHOH. B JKMBOTHBIX TKaHAX acKOpPOMHOBAas KUCIIOTAa HAaXOAWTCS Kak B
CcBOOOIHOW, Tak M B CBA3aHHOM (OopMax; NpU HEJOCTaTKE BUTAMUHA B IHIIE €Ll JO0 TOro, Kak
MPOMCXOJUT yMEHBIICHHE COIEPKaHWS B TKAHIX CBA3aHHOW ()OPMBI aCKOPOWHOBOM KHCJIOTEI,
HAOJIOIaeTCS CHIDKCHHE COJICPIKaHuUs ee CBOOOIHOM (DOPMEL.
50.12.3. HegocTaToO4HOCTH

[IposiBIeHNE HEZOCTaTOYHOCTH AacKOPOMHOBOM KHCIOTHI OOYCIIOBICHO TJIaBHBIM 00pa3oM
HapyleHUsAMH (YHKIMM ME3eHXMMAaJbHBIX KICTOK. LlMHra y B3pOCHBIX XapaKTepU3yeTcs
OONIC3HEHHOCTBIO0 M Pa3PbIXJICHHEM MIECCH, paclIaThIBAHWEM 3y0OB, HAPYIICHHEM IEJOCTHOCTH Ka-
MIJUIIPOB  (COMPOBOKAAIOIINMCS TIOAKOKHBIMH KPOBOMBJIMSHUSIMU), @ TaKXKe OTEKaMH, OOIbi0 B
CycTaBax, aHOpPEKCHeH 1 aHeMueil. ITo 3a00/IeBaHNE PEJKO BCTPEUAETCsl B 3amafHbIX cTpaHax. OmgHaKo
MHOTJa IIMHTa pa3BHBACTCA y IETEH B pe3ynbTaTe HENpaBWIbHOTO mNuTaHms. HalOmomaercs psin



CHUMIITOMOB — OOJIC3HEHHOCTb M OIlyXaHHE CyCTaBOB, OrpaHWYEHHE JABIKEHHH, TOYCYHbIE
KPOBOMBJIMSHMS, HETPAaBWILHOE pa3BHTHE 3y0OB, 3aMeIUICHHBIC pPa3BUTHE CKeJleTa C XapaKTePHBIM
MOpaXKEHHEM KOCTEH, HapylIeHHEe 3aXHUBJICHMS paH U aHemusa. OCHOBOM BceX ITHUX U3MEHEHHUH, 3a
UCKIIIOYECHHEM aHEMHHM, SBISETCS HapylIeHHEe O0pa30BaHMS KoJulareHa M XOHAPOUTHHCYJb(daTa.
OOpa3yromuiicsi KOJJIareH OKas3bIBaeTcs OOCJIHEHHBIM OKCHIIPOJMHOM. Ilpu Tshkenoi 1uHre
Hapylmaercsi  o0Opa3oBaHME  OCHOBHOTO  BEIECTBA  COCJMHUTENBHOH  TKaHH,  HPOUCXOJHUT
JIeNONUMepU3alsl U PACTBOPEHHE OCHOBHBIX CTPYKTYp 3TOM TKaHM, YTO MPHUBOAUT K .BCKPBITHIO
CTapbIX 3aJeYCHHBIX paH. AHEMHs NPH LUHI'C MOXXET OBITh CBsi3aHA C HapyIIEHHEM CIIOCOOHOCTH
UCIIONIb30BaTh 3amachl JKejle3a, a TaKkKe C BTOPUYHBIMU HapyLICHUsIMH MeTabonm3Mma (oiaueBod
KHCJOTBHI.

[IposiBneHUst HENOCTATOYHOCTH AaCKOPOWHOBOW  KHCIIOTBI y  4YeloBeka ObUIM  HW3y4eHBl B
KOHTPOIMpYeMBIX ycnoBusx. Yepes 17—20 Henens MNOSBISVIMCH YBEIMUYEHHBIE OPOTrOBEBIINE
.BOJIOCSTHBIE (DOJUTMKYIIBI, €Ille Yyepe3 HEeCKOJBbKO .HEAeNb OHM CTAHOBHWIIMCH reMopparndeckumu. [lep-
Bble MOpa)K€HMs MOSABILUINCH HAa ATOAMLAX M UKPAX, MO3KE OHM PACHpPOCTPAHAINCH IO BCEMY TeEmy.
Uepes 26 Hemenb CTAaHOBUINCh OTYETIMBBHIMHM KpPOBOM3IMSHUS ,B JIECHAX, CHIDKANAach CKOPOCTh
3a)XHBJIeHUs paH. KoHueHTparus ackopOMHOBOW KHCIIOTHI B IUIa3Me B TEUCHHE HEMHOTHX HEAENb
cHmkanack ¢ 0,55 mr no menee yem 0,05 'mr (ma 100 mi1), a comepkaHue €€ B JICHKOIMTaX MEUICHHO
cHIKaiock ¢ 16 Mr o menee yeM 1 mr (Ha 100 mur). B o0mmem MHrOTHBIE TIPOSIBIEHHST CTAHOBHIIOCH
3aMEeTHBIMH IpUMEpHO uepe3 | 'Me’sI] mo.cie TOro, Kak KOHLEHTpalus BHUTaMUHA B JIEHKOLUTax
CHIXaJach 10 HHU3Iero ypoBHs. Jlo3a ackopOuHOBOW kmcioTsl 10 Mr/cytT mpemymnpexnaaeT pac-
CMOTPEHHBIE BBIIIE U3MEHEHUS;, IpPU IpUeMe Ma.UeHTaMH, H.MEIOIIMMHU 'mpu3Haku LuHry, 20 Mr
BUTaMHHA B CYTKH MOJIHOE€ HCUYE3HOBEHHUE IPOSIBICHUHA OOJIE3HH IMPOMCXOMUT B TEUCHUE 3 TIEIEb.
HanbOonee BbICOKHME .peKOMEHIOBaHHBIE O3Bl (Tabn. 47.2) mpemycMaTpHBalOT, OJHAKO, HE TOJBKO
NIPEAYNPEXICHUE TPOSBICHUS LMHTH, HO W OOECHEYEHHE XOPOLIEro COCTOSHMS 310poBbs. Ilo-
BU/IMMOMY, PEKOMEHJOBaHHBIE B Ta0I. 47.2 103bl 00€CIIeUnBaIOT JOCTATOUHYIO «0€301IacCHOCThY Opra-
HU3Ma.

B HOpMe KOHIICHTpaIysi aCKOPOMHOBOM KUCIIOTHI B I1a3Me dernoBeka cocrasisier 0,7—1,2 mr/100
M. OTa KOHLEHTpAIHs OTpakaeT NOCTYIUICHUE BUTAMUHA C MHUIIEH; OHA, IO-BUAUMOMY, HE yKa3bIBaeT
Ha TPaHUIy MOTCHIHMAIBFHONH HEIOCTATOYHOCTH, ITOCKOJIBKY KOHHIeHTpauuu Hmwke 0,5 mr/100 mn
HEpEeIKO BCTPEUAIOTCS Y JIML, MOoTpedsronux exenneBHo 30 win 40 Mr ackopOMHOBOI .KH.CIIOTHL, T. €.
KOJIMYECTBO, KOTO.pO€ SIBISIETCS aJEKBaTHBIM IJIS 3[0POBbsS uesnoBeka. B", ombITax MO HACHIIEHUIO
opraHu3Ma BUTaMUHOM BBOAWIM A03bI mopsiaka 500 Mmr (B CyTKH); Y 300poBbIX jroaei 50% mo3bl
SKCKpeTHpyeTcs 3a 24 4, B TO BpeMsl KaK y MalMeHTOB ¢ OOJBIION HEIOCTATOYHOCTBIO SKCKPETH-PYETCS
JMIIb OYeHb HeOOJbIIAsT OIS BBEJICHHOTO BHUTAaMHMHA. B HOpMe y B3pOCIHBIX JIOAEH CyMMapHBIH Iy
ackop0ara 'cocraBisier ~1,5 T (Kak 3To cieayeT U3 pe3ysbTaToB uccienoBanuii ¢ “C-ackopbarom). ITyn
TaKOW BEJIMYHMHBI NOJEP)KUBAETCs Mpu noTpebiiennu exeaneBHo 30 mr ackopbara. Her nocratouHo
yOeqUTEeNIBHBIX JaHHBIX O TOM, 4YTO 3HA4YMTEIbHO OOJbLIME 03Bl OKa3bIBAIM OJIArONpPUSTHOE
(u3H0IIOrHYE-CKO.€ ACHCTBHE.

Caexxue GpyKTHI ¥ OBOIIY SIBJISIFOTCS] BAYKHBIMU IUIIEBBIMH HCTOYHUKAMH aCKOPOUHOBOM KHCIIOTHI.
Kunsuenue, KOHCEPBUPOBAHHE U HEKOTOPbIE ApyrHe MPOLEAYpbl NPUIOTOBICHHUS IMHIIM MOTYT
pa3pyLIUTh 4acTh ACKOPOMHOBOM KUCIIOTHI B NpoJyKTax. [loaToMy naHHbIE Ta0-.JIHL, MOKAa3bIBAIOIINX
coJiep)KaHie acKOpOWHOBOW KHUCIIOTHI B Pa3fIMYHBIX IHIIEBBIX MPOJIYKTaX, CJIEAYET HCIOJIb30BaTh C
ydeToM croco0a INPHUrOTOBICHHS NHUIIM. B 00mieM OBOIIM C 3€JICHBIMH JIMCThSIMH—IPEKPACHBIN
UCTOYHHMK aCKOPOWHOBOM KHCIIOTBI; OTHOCHTENIBHO OOJIBIINE KOJHMYECTBA €€ COJACPKHUT CBEKHH
kaprodens. [Tockonbky kaprodenb morpednsiercss B OONBIIOM KOJIMYECTBE, OH CIY)KUT Ba)KHBIM
HUCTOYHMKOM BUTAMHHA B IHIIE HACEJIECHUS 3alaJHbIX CTpaH. Bricokoe conepxaHue BUTAMHMHA BO
(dpyKTax .IUTPYCOBBIX PACTEHHH XOPOIIO M3BECTHO. HekoTOopoe KOoJMuecTBO acCKOPOMHOBOM KHCIIOTHI
MOXET OBITh TOTEPSIHO INPU TOJyYEHUH KOHCEPBUPOBAHHBIX (PPYKTOBBIX COKOB, OJIHAKO OHA XOPOIIO
COXpaHsieTcs ,B 3aMOPOXKEHHBIX (pykrax. CojeprkaHne aCKOPOMHOBOM KHCIIOTHI B MSICHBIX ITPOJIYKTax
OTHOCHTEJILHO HU3KO€, U IIPU BapKe Msica BUTAMHH Pa3pyLIaeTCs.

ACKOPBMHOBASA KMCJIIOTA KAK KOOEPMEHT.

AcKOpOMHOBast KHTCIIOTA 00JIaJKaeT CBOMCTBAMHU CUIIBHOTO BocCTaHOBUTENS. [IpH
OKHCJICHUH OHa IPEeBpalaeTcs B IerHIpoackopOuHoByto kucioty (cm. Hmxke). s
peaKImy MpeuIosKeH MEXaHu3M, B KOTOPOM HOH MeTaia, o0ecreynBasi CBOOO HbIH
O0OMEH JIEKTPOHAMHU, UTPAET POJIb CBSAZYIOIIEr0 3B€HA MEXK/Ty OKHCIUTENEM U
BOCCTAHOBUTEJIEM.
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DeppuIOKCUH

DeppuIOKCHH SBISIETCS HETE€MOBBIM XKeje30coaepkamumM kopepmeHTom. OH
Y4acTBYET B TAKUX CHJILHO Pa3IMUAOIIUXCS MPOIEccax, Kak MeTaboJIu3M
MMAPOBUHOTPATHON KUCIOTHI U (pUKcarus azora. OeppruIoOKCUHBI COIepkKaT JKee30-
CEpHbIC TPYIIUPOBKH; OHU MTPUCOCTUHECHBI K O€JTKaM ¢ HU3KOW MOJICKYJIIPHOM
Maccoi ¥ 00J1aat0T CHITBHBIM OTPHUIIATEIBHBIM OKHCITUTEIIbHO-BOCCTAHOBUTEILHBIM
MMOTEHIIHAJIOM.

HcrounrkoM ¢GeppuIOKCHHOB MOTYT CIIY’)KHUTh MHOTHE 3€JICHBIC PACTCHHSI, a TaKKe
HEKOTOpBIe (OTOCHHTE3UpPYIO-IIIMEe U Jpyrue OakTepur. B cocTaB MOJEKYIIbI
(beppuIOKCMHOB BXOAHWT OT 4 10 7 aTOMOB JKejie3a B 3aBUCUMOCTH OT HCTOYHHKA
BeIZICNICHHs (Hanpumep, (eppuaokcuH, monydaemblii u3 Clostridia, copepxut 7
aTOMOB Keje3a), KOTOpbIe, I0-BUIUMOMY, COCJUHEHBI C paBHBIM YHCIOM
[IUCTEMHOBBIX OCTAaTKOB Oenka. Kpome Toro, mosekyna (eppuaoKCHHA COMEPKHUT
CTOJIbKO JK€ aTOMOB CEpbl, HEYCTOMYMBBIX K JEUCTBUIO KHCJIOTHI (B BHJC
HEOPTraHUYECKOTo CYIb(HIa WIHM OYeHb HECTAOMIHHBIX OPTaHMYECKUX TPYIITHUPOBOK,
pasnararonuxcs ¢ BeienenneM H2S npu nmogkucnenun). Mojenb akTHBHOTO LIEHTpa
n3o0pakeHa Ha cxeme. B HacTosiiee BpeMsi M3BECTHBI M XOPOIIIO U3YYE€HBI TPOCTHIE
HEOpPraHWYeCKHe  MOJCIM  JTOM  JKEJIe30-CEpHOM  CHUCTEMBI, CXOIHBIE C
paccMaTpuBaeMbIMU KO-(epMEHTAaMU KaK MO CTPYKTYpe, TaK U IO 3JIEKTPOHHOMY
CTPOCHUIO

(aa)y (aa)a (aa); (n):
AN \ / ~. ./
(fys C)'S ?)’5
x s\ \ / AN \ \ / \
\F / Fe / Fe / Fe/ Fe e /
/ \ VAR / \ VAN / \ / \ / \
, l
Cys Cys Cys Cys
SN SN SN S

(aa); (aa); (aa); (an);

(aa)ss

¢beppuporcHu
8.7 .

Jis BBISICHEHUSI TIOCIIEAOBATEIBHOCTH CTaTUH M HACHTH(PHUKAINN MPOMEKYTOYHBIX COCITUHEHUI
METOJIaMU CHEKTPOPOTOMETPHHA U 1H-}IMP-cneKTpoCKOHHH ObUIM W3y4YeHBl JBE pPEaKIMOHHBIE
cuctemsbl 1 u II, B KOTOPBIX M3 TPOCTHIX pEareHTOB 00pa3yeTcss MMEIONTN OMOJIOTHYECKOe 3HAUYCHUE
kommieke [FesS4(SPh),]*. MonbHble cooTHomeHHs peareHToB B crcreMax 1 u II cocrapmstor PhS”
:FeCl13:S= 3,5:1:1 m >5:1:1 coOTBETCTBEHHO, a B KauyeCTBE PEAKIIMOHHON CpeIbl HCIOJIB3YIOTCS
alleTOHUTPUI W MeTaHod. B cucreme | mepBoe HMACHTHPHIUpPYEMOE MPOMEXKYTOYHOE COSAWHCHUE
IPEJCTABICT CcOOON  ajaMaHTaHOMOHOOHBI KoMmiuieke [Fes(SPh)o]”, koropelii B  060HX
PACTBOPHUTEIAX B3aUMOJICHUCTBYET C CEPOH IO MPUHITUITY «BCE WIIM HUYETo» ¢ oOpa3oBanueM 1. J[pyrux



NIPOMEXXYTOYHBIX NPOJIYKTOB B 3TOH cucreMe He oOHapyxeHo. B cucrteme Il BHauane oOpasyercs
Terpadapuueckuii kommaeke [Fe(SPh),]”, KoTOpEIi 3aTeM, pearnupys ¢ cepoil B Cpeie aleTOHUTPHIIA,
npeBpallaeTcs B ABYXbsaepHbli k1actep [Fe,S,(SPh),]*?". Takum o6pasom, cuctema Il mpencrapiser
co0O0# TMepBhIl PUMEp HpoLecca, MPUBOSIIIETO K 00pa30BaHMIO YETHIPEXbAAEPHOTO KIIacTepa depes
IIPOMEXKYTOYHBIE OJTHO- U JIByXbsIEPHBIE KOMIUIEKCHL. B cpene MeraHona oOpa3oBanue 1 U3 HCXOIHBIX
peareHTOB  NPOTEKAeT  KOJIWYECTBEHHO, 4YTO OBIJIO  IOKAa3aHO  CIEKTPO(OTOMETPHYECKUMHU
U3MEPEHUSIMH.

KodepmenTnl, He 00J1aa101111e OKUCINTENbHO-BOCCTAHOBUTEILHBIMU CBOHCTBAMHU

CymectByer  OONBIIOE  YHUCIIO KO(EPMECHTOB, HEe  OONAJalolMX  OKUCIHUTEIBHO-
BOCCTAHOBUTEIILHBIME CBOMcTBaMu. K HUM OTHOCSATCS

o4’-hocdonaHToTENH

eTnamuHnupodocdar (BuramuH Bl),

etpunokcanbdocdar (Buramud B6),

e(onreBast KUCIIOTa (MITSPOITITYyTAMUHOBAS KUCIIOTA),

®0OHOTHH,

©S-a/ICHO3UIIMETHOHVH,

eputamMubbl A, D, E n K,

exO(hepMEeHT A,

®JI0HBI METAJUIOB, Takue, kKak Zn2+, Mg2+, Cu2+ u Co2+ (G0JBIIMHCTBO U3 KOTOPHIX HECIIOCOOHO
BBICTYIIATh B pOJIM APPEKTUBHBIX IEPEHOCUYNKOB DJICKTPOHOB),

*(QIMJITIEPCHOCSIIIUIA OETIOK»,

©3JICHO3MHMOHO-, TU-H Tpudochar,

STJIYTATUOH U JIPYyTHE.

BonbIMHCTBO 3THX KOYEPMEHTOB paCCMATPUBACTCS HUXKE.

IIaHTOTEHOBANA KHCJI0TA

DT0T BUTaMuUH ObLI BriepBbic 0OHapYyxeH P. JI. YHIbsIMCOM U €ro COTpYJHUKAMHU KaK KOMIIOHCHT
KOMILIEKCca «OHOCY. 3HAUCHHE €0 B *IIUTAHUU )KUBOTHBIX OBLIO YCTaHOBICHO J[xyKkcoM, Bymm u ux
COTpYIHUKAMHU

CH; OH O

I | il
HO—CH2—(|I——CH—C—ITI—CHZ—CHz——COOH

CH, H

MAHTOTeHOBAsl KUCJ0Ta (MaHTOMJ-{-asaHun)

. Meraboansm

[TaHTOTEHOBASI KMCIOTa CHHTE3UPYETCS 3€JICHBIMU PACTEHUSMH U OOJBIINHCTBOM MHUKPOOPTaHU3MOB
110 OMOCUHTETUUECKOMY ITyTH, TIpHBeZeHHOMY Ha puc. 50.4. CuHTe3 HaYMHAETCs C a-
KETOM30BaJIEPbSIHO-BOI KUCIIOTHI, KOTOpast ABISETCS TAKXKE HEMOCPEACTBEHHBIM NPEAIIECTBEHHUKOM
BayMHa; (3-aaHUH 00pasyeTcs Ipy JeKapOOKCHIIMPO-BaHHH aclaparnHOBOW KHCIIOTHI WITH ITyTEM
HepeaMUHAPOBAaHUS N3 MAJOHOBOTO Mojyanbiaeruna (pasa. 22.5.2). IlepopansHoe BBe€HHE ITAHTOECBOM
KHCJIOTHI B'MECTE ¢ -aJJaHHHOM >KMBOTHBIM C HEJJOCTATOUYHOCTBIO TAHTOTEHOBOM KUCIIOTHI OKa3bIBAETCS
HEed((PEKTUBHBIM, T. €

HRC\ NON'®- memunen - H,- wOAM/mmonam ?H;‘ -
/CH—%~COOH — > H,CoCo o COOH
HC o HO CH, O
d'YQQTHOMBOBaﬂeDbQHOBaq - KemonapImoenass Kxucnoma
Kwuenoma
T . s H
—= H,C—C——CH—COOH R HZ'(l:——citM—-(!jH—i:aN—Vcriz—-rCH, ~COOH +
HO CH, OH OH CH, OH O
riaHmoeBaqa xucrioma NaHMomeHoBad Knciiona -
} PP, + AMP

buocuHTE3 MaHTOTEHOBOI KUCIOTEI



HE YCTPAHSET CHUMIITOMOB HEIOCTaTOYHOCTH. IIOCKONBKY IIpH Mepopans-HOM BBEICHHH Ui OOeCHEedeHHs
MHUHHMMAJIBHOH TOTPEOHOCTH B BUTaMHMHE TpeOyeTcs Takoe K€ KOJIMYECTBO .NMAHTOTEHAaTa, KaK M INPU NapeH-
TEPAILHOM, MOXHO CJIeIaTh 3aKITI0UYEHHE, YTO aMHUJIHAsS CBS3b YCTOM-
*4MBa K I'MAPOJIM3Y B XKEIIYI04YHO-KH;LIe'YHOM TpakTe. Merabosnueckue
-'GyHKIMM TAHTOTEHOBOI KHCIIOTHI CBSI3aHBI C BXOXKJEGHHEM €€ B COCTaB Ko(epMeHTa A H aIliiITIePEHOCSIIETO
oenka (AITB). B Hacrosmee Bpemsi u3BecTHO Oosee 70 ¢epMeHTOB, npH (QYHKIMOHHPOBAHHUH KOTOPBIX
ucnonb3yrores npousBoassie CoA unu AlTb.

Herpananus Monekynsl CoA u3yyasnachk IJIaBHbIM 00pa3oM B OIBITAX .C IIperapaTaMy NEYEHU U TIOYEK KPBICHI
U HodYeK Jomanu. B pesymbraTe mpeBpameHuil oOpa3yloTcs MaHTOTEHOBasl KHCIOTA M IMCTEa-MHH; ITOCIIEIHUH
IpeBpaliaercs B runotaypus (pasz. 23.2.7.2).
Aedorgo-CoA
CoA D aedocho-CoA = 4’-hochonanreTedH =P MaHTOTEHOBAS KUCIOTA + [HCTEAMHH

Henocrarounoctn

Heo6xoauMocTh NMaHTOTEHOBOM KHCIOTHl B PALMOHE YeJIOBEKa HE YCTAHOBJEHA, OJHAKO OHA SBILIETCS
HE3aMECHUMBIM (aKTOpPOM TNHTAHHS JJIS BCEX HCCICIOBAHHBIX BHJOB JKMBOTHBIX. Y KpBIC NPH HEJOCTATKE
MAHTOTEHOBON KHUCIIOTHI HAOII0aeTC s 3a/iepiKKa POCTa, HapylIeHHe QYHKIMH Pa3MHOXKEHHS, IIOCEASHHE BOJIOC (Y
YepHBIX KPBIC) M TEMOpPPArMuecKHii HEKPO3 KOPHI HAJIIOYCYHUKOB, MPHUBOMAMIMN K €¢ THIIO0-'(pYHKIHH.
[IpomoKUTENPHOCTD KU3HU KPBIC NPU HEJOCTATOYHOCTH °*TIAHTOTEHOBOM KHCIIOTHI MOKET OBITh 3HAUHUTEIHHO
YBEIMYCHA ITyTEM BBCICHUS aJCKBAaTHBIX KOJNWYECTB COJNM WIM KOPTHKOCTEPOHIOB. OTH HAOIIOICHUS
COTJIACYIOTCA C JAaHHBIMHU 00 yBEJIMYEHHH Y HOP | MaJbHBIX )KUBOTHBIX cHHTe3a COA u3 cBOOOJHOI MaHTOTEHOBOM
KHCJIOTHl B Kope HajanodeyHukoB mociie BBeaeHnss ACTH u 00 ymensmiennn Ha 50% crumynupyemoit ACTH
CEKpeLH KOPTUKOCTEPOHA Y KPBIC ¢ HEJOCTATOYHOCTHIO MTAHTOTEHOBOM KHCIOThl. Hesanonro 1o rubenu Kpoic ¢
HEJIOCTATOYHOCTBIO MIAHTOTCHOBOM KHCIIOTHI IEYEHb HX COJEPKHUT TObKO 50% (1o cpa)BHeHHIO ¢ HOpMOi) CoA u
yTpayrBaeT CHOCOOHOCTh YTHIM3UPOBATh MUPYBAT U alleTHIIMPOBATH M-AMUHOOEH30MHYIO KHCIIOTY.
PacnpocTpaHeHne MaHTOTEHOBOM KUCIOTHI CXOJHO C TAKOBBIM JIPYTUX BUMUTAMUHOB IPYIIBI B; apoxoku, neueHs u
KypHUHBIE SHI1a OTHOCATCA K UUCITy Hanbosee 60raThlX HCTOUHUKOB. BaskKHBIMHM MCTOYHUKAMH SBIISIIOTCS MSCHBIC
MIPOAYKTHI U MOJIOKO, YUUTHIBas KOHLEHTPALUIO BUTAMUHA B 3TUX (MIPOAYKTAX U MOTpebdiIseMoe KOIUIECTBO
nocyeHuX. BobIIMHCTBO GPYKTOB M OBOLIEH OTHOCSTCS K YUCIY OTHOCHTEIBHO OS/IHBIX NCTOYHUKOB.
AnexBaTHas eXeIHeBHAs J103a BUTAMUHA COCTABISIET 0K0JI0 5—10 Mr.

Tuamunnupodochar (Buramun B)
Tuamuanpodocdar, MUPOKo pacpOCTPaHEHHBIN B )KMBBIX OpraHU3Max, ObLT
BIIEpBbIE OOHAPYKEH KaK KOMIOHEHT MUTaHUsl, HEOOXOAUMBIH JIJIsl IPEIYNPEKICHUS

MMOJIMHEBPHUTA Y ITUIT U 00JIe3HN Oepu-0epHu y ueoBeKa.

CTpyKTypa THaMHUHA, BIIEPBBIC BEICTICHHOTO B KpUCTaIUTHYeCKO# @ *pme SHceHom B [omnanaum u
Bunnayco.m B ['epmannu, 6buta ycranosneHa P. P. BubsMcom 1 eto koyuteramu. THaMuH JIETKO
MIPEBpAIIACTCSA B MUOXPOM TIPU TEHCTBUN MATKUX OKHCIIHUTEIEH; Tomy0as 'BiryopecieHIus THOXpoMa
CITY’)KUT OCHO-BOI METO/]a OTIpE/ICTICHHUS KOHIICHTPAINH THAMHHA. THaMHH OTHOCUTEIBHO CTaOMIICH B
KHCJIOH cpefie, HO OBICTPO WHAKTABHPYETCS IPU HarPEeBAHUW B HEHTPAIBHBIX MIIN IEITOTHBIX
pacTBopax:

N. NH, s N, N, s
.H.Jc—cﬁ/ \clz/ Hﬁl/ \ﬁ—crxz—-q-rzoa Hy —(ﬁ/ \clz/ \Ic/ SC—CH,—CH,0H
— |
N C N——-C—CH N G MN—C—CH
\C/ \C/+ 3 - \C/ \C 3
H H, CI- H H,
MA3aMUHXIIoOpHO TMMOXPOM
Bbuorenes
CuHTE3 THaMHHA B  OKCTpakTax TEeKapCcKUX Jpoxoked ®3  4-aMHUHO-5-OKCUMETHII-2-
METWINUPUMUMHA W 5-  (p-okcudTWI)  -4-MeTunTHaszona  mokasaH Ha  puc.  50.1.
OKCUMEMUANUPUMUOUHKUHA3A, OKCUMEMUTRUPU-MUOUHDOCPHOKURA3A, MUA30IKUHA3A u

muamungocpamnupogocgopuna’ 3¢ KaTanM3UpPyOT peaklyy, 0003HAUYCHHBIE Ha PUCYHKE Ludpamu
oT 1 nmo 4 coorBerctBeHHO. Pocdaraza KaTamuzuMpyeT oOTIIeIieHHe ¢ocdaTa, 3aBepiias CUHTE3
tiamMuHa. Tuammnmupodocdar, kodepmeHT-Hass Gopma THaMUHA, CHHTE3MPYETCSl IyTEeM IPSIMOTO
nepeHoca mupo-dpocdaTtaoit rpymmsr ot ATP:

tuamuH + ATP —>e Tnamunnmpodocdar + AMP
4-AMuHOOKCH'MeTHII | TUPUMUIMH 00pa3yeTcs U3 S-aMUHOMMUAa30J1-PHOOHYKIICOTH A, KOTOPBIH

SABJIACTCA TAKKE NPCAIICCTBECHHUKOM ITyPHU-HOBBIX HYKJIICOTUIOB. buorenes Tnazoiia HEU3BECTEH.



Ponb TmamMunnupodoodara B OKMCINTEIEHOM JIeKapOOKCHINPOBAa-HUU a-KETOKHUCIIOT U B
TPaHCKETOJIAa3HOW peakuuu yxe odcyxkaanacb-panee (pasn. 12.2.1 u 14.8)

NH, NH,
I
Z d N? Sr—CH,—O—P—OH
H3C—J\N & H3Ci\N OH
4-aMUHO- e
S5-orcumemun- ‘
2-MemUITIMPUMUEHH
NH; o o0
= I I v
N7 | CH,~O—P—O—P—OH.
HCxy OH OH
G G ]
|
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N\\ S M NS OH 4| Mg+
c C -
H H
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1] \ S ’ %
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H,O N H

MNAMUNHMDOCPOpPHAST KUcroma

CH, %
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N7 i CHz’—Q\\ l

H3C—J\\, C/S

N H

myuamMmmnH
Puc. 50.1. BuocuHTe3 THaMHHA.

MeTtabom3m

IMTocne BBeIeHWS] KMBOTHBIM THA.MHUHA YacTh €r0 JKCKPETHPYETCsl C-MOUYOW B HEM3MEHHOM BHJE, a
JIpyrasi 4YacTh SKCKPETHPYETCS B BHUAC NHpaMuHA (4-aMHUHO-5-OKCUMETHII-2-METHITUPUMUINH).
IMocnennuii oOpasyercss W3 THAMUHA, MO-BUAMMOMY, B pe3yibTaTe HCUCTBUS mu-"amunaszvi,
HAXOJAIICHCS B MUKPOOPTraHM3Max KUIIICYHUKA, a He B TKAHIX X03siuHA. B HOpMe YenoBek moTpediiseT
exemneBHO ot 0,5 1o M,5 Mr, a akckpetupyeT ¢ Mouoit ot 50 1o 250 mkxr Tmamuna. Ha motpeOGHOCTH B
THAMHHE BJIUSCT CTCIICHb AKTUBHOCTH THAMUHA3BI.

HenocraTounocTs

Bce xMBOTHBIE, 32 HMCKIIOUEHHEM >KBAUHBIX, HYXKIAIOTCS B IOCTYIUICHWH THaMHHAa 'B COCTaBe
.panmoHa. «Cyxas» W «BIaxHas» (GopMbl Oepu-Oepn y deNIOBEKa yXe JaBHO HM3BECTHBI Kak
SHJEMUYECKHE 3a0oyeBaHus] B 00JACTSIX, B KOTOPBIX OCHOBHBIM MPOJYKTOM JIUTAHHS SIBISETCS
noaupoBanHbli puc. Cyxas gopma 3abosieBaHuUs XapakTepu3yeTcst ObIcTpoil morepeit 'Beca, arpodueit



MBI, BEIPaXCHHBIMHU TEPH(PEPHUSCKUMH HEBPUTAMH U MBIIIEYHOH ciabocThio. ['mybokue pedekcht
YTPaYUBAIOTCS, MOTYT HAaONIOMATBCS .HAPYIICHUS YYBCTBUTCIBHOCTH, COCTOSHUEC HEBPO3a, CTpaxa,
HapylieHus WHTeUIekTa. Pasmepsl cepama ysenwmuuBatorcs. [Ipm BiaxkHo#W ¢opme .Oepu-Oepu
OOIIMPHBIC OTEKH MOTYT MACKHUPOBATh MBINICYHYIO aTpO(QUI0. BBICTpO pa3BUBa-*IOTCS MPU3'HAKH
OCTpO#l cepaedHol HempoctaTouHocTH. [Ipu 3TOH hopme 3aboneBanust oueHb dHPEKTUBHO NEHCTBYET
BBEJICHAC THAMHHA— YJIy4IIaeTCs MACATCIFHOCTh Cepilla, HaONIomaeTcs OOWIBHBIA muypes. B
SKOHOMHYECKH pPAa3BUTHIX CTpPaHaX THAMHUHOBAas HEIOCTAaTOYHOCTh 'BCTPEUACTCS pEAKO; OHa
HalOiroJaeTcs, OJHAKO, Y XPOHUYCCKUX aJKO-TOJHMKOB IMPH CHHApOME BepHuke;, HaOmromac.Mbie B
9TOM CiTydae HapyILICHHUS CEpPACYHON W IBIXaTeNFHON (DYHKIIMH CBS3aHBI C TEMOpPPAarusMH '¢ 00iacTi
TPETHETO M YETBEPTOTO JKEIYIOYKOB 1M03'Ta; 3TH MOPAXKCHUS CXOJHEI C TEMHU, KOTOPHIC BO3HHUKAIOT Y
roixy0eil mpu THAMUHOBOW HEIOCTATOYHOCTH W Y JIMCHI] NpH mapamude Yactexa. XapaKTEpHBIM
MPU3HAKOM HEIOCTAaTKa THAMUHA Yy TITHI] SBJISETCS 3aIIPOKHUIBIBAHIE TOJIOBHI (OMHCTOTOHYC), KOTOPOE
OBICTPO IPOXOIUT MIPH BBEACHUH HEOOIBIINX KOINIESCTB THAMIHA.

JlabopaTopHast AMArHOCTHKA THAMHHOBON HEJJOCTATOYHOCTH HE COBEPIICHHA. Ba)KHBIM ..MTOKa3aTeIeM
sieistercs Beinenenne 002 npu uaky6armn 2-"C-'iroko 13bI ¢ spurponmtamu, B kotopbix 002 o6pazy-
€TCsI U3 TIIIOKO3BI TOJBKO B pe3yibTaTe peakiuii ¢pochormrokoHaTHOTO TyTH. [1p. 1 THAMHHOBOT
HenocraTouHocTH obOpazoBanue 002 u3 1-"C-riroko3sl He HapymaeTcs, ,HO ato.M C-2 MOXKeT
nosiBUTHCS B cocTaBe 002 TOJIbKO TipH (PYHKITMOHUPOBAHWH BCETO KOMILUIEKCA PEAKITHA, BKITIOYas
3aBUCUMYIO OT THal MUHTIUpO(hoodaTa TpaHCKeTONa3HyIO peakiuio (pasm. 14.8). Kak coobmanace,
aKTUBHOCTH TPAHCKETOJIA3bl B SPUTPOIUTAX SBIACTCS HanboJee XxapakTepHBIM ITOKa3zaTeseM (pyHK-

IMMOHAJIBHOI'O YPOBHA THAMHWHA y YCIIOBCKA.

PacnpocTtpaHeHue

[ToBepXHOCTHBIE CIION CEMSH OCOOCHHO OOTaThl THAMHHOM. XJIeO U3 HETIPOCESTHHOW MYKH SIBISCTCS
MPEKPACHBIM HMCTOYHUKOM BHTaMHHA, B TO BpeMs Kak OOBIYHBIN Oelblii Xj1e0 OKa3bIBaeTCs OCTHBIM
HCTOYHHUKOM, TOCKOJIBKY OOJbIIas 9YacTh THAMHHA yHamseTcs B Tporecce-momorna. OOoramenne
MIICHUYHOW MYKH THAMHHOM BOCCTAHABIIMBACT MCPBOHAYANBLHOE COJCPKAHUEC THAMHHA W TIPH
3HAYUTEIFHOM KOJIMYECTBE MOTPEOIsieMoro xjieba oOoTameHHbIi XIe0 CIy>KUT Ba)KHBIM HCTOYHHKOM
THAMHWHA B palyoHe. BOJBIIMHCTBO TKaHEW S>KUBOTHBIX TAKKE SIBISCTCS BaKHBIM HCTOYHHKOM
THaMHHA, 0COOEHHO OOTraThl UM MPOIYKTHI W3 CBHHUHBI. KOHIIEHTpanms THaMHHA B MOJIOKE OTHOCH-
TEJNBHO HEBEIMKA; OHO, OJTHAKO, OKA3BIBACTCS BaYKHBIM IMHUIIEBBIM HCTOYHHUKOM 3TOTO BHTA'MHHA, SCIU
noTpebisieTcss B OoyibIioM KosmdecTBe, kKak 3To umeer Mecto B CIHIA. Kak mokazano B Ta0m. 49.2,
PEKOMEHAyEeMOE €XKETHEBHOE MOTPEOICHNE THAMHHA COCTABIICT TIPUMEPHO
0,5 mr/1000 xkanm quetsl. [Ipu 3TOM TpeanonaraeTcsi MMTaHue HOP-.MaJbHOW pa3HOOOPa3HON MHIIEH.
[ToTpeOHOCTh B THAMHHE U3MEHSIETCS B 3aBHCUMOCTH OT COCTaBa AUCTHI. JIMTHIBI U OCTKHU MPOSIBISIOT
THaMuHcOeperaolee AeicTBre. BrickazaHo MPeanosiokeHne, 4To cOeperaroniee ASHCTBHE JIMITHIO0B
OTpakacT MEHBIIYIO OTPEOHOCTH B
*THaMHHE B TIporieccax MeTabosm3ma munuaoB. OQHAKO coiepKaHue THaMUHIHpOoQoodaTa B TKAHIX
JKMBOTHBIX, HAXOJWBIIMXCS Ha OOraTod NHUNUAAMU JWUETE, 3HAYUTEIHHO BBINIC, YEM Y KHBOTHBIX,
MTOJy9YaBIINX TUETy, OOTaTyI0 YIIIeBOAAMH; MOXHO, CI€JOBATENFHO, ITOJIaraTh, YTO JIMIUABI KAKIM-TO
00pa30oM IPEMATCTBYIOT Pa3pyIICHUIO THAMHHA.

O6cnenoBanus coctossaus nutanus B CIIA moka3pIiBaroT, '9To0 OOJBITMHCTBO HACEICHUS ITOJTydaeT
TaKO¢ KOJIMYECTBO THAMHHA, KOTOPOC-HAXOAWTCS HA TPAHHIE .MUHMMYyMa; JIUIOb HEOOJNBINAS OIS
B3POCJIOTO HaceJeHus ToTp.eosiet 6osee 0,8 MT BUTaMHHA B CYTKH, OOJIBITUHCTBO Ke—CYIIECTBEHHO
MeHbIne. [locTymieHre THAMHHA MOXKET OBITh OTHOCHUTEIBHO JIETKO YBEIMYCHO MPU BKIIOYCHUH B
paruoH ropoxa, ¢acoiu, xjaeba n3 HEMPOCESTHHON MYKHM WM OOOTAIlleHHOTO BUTAMHHOM, a TaKXkKe 3a
CYET COBEPIICHCTBOBAHMS IMPOIECCa MPUTOTOBICHUS MUIMU. [IpU TPONOKUATEIFHON BapKe ropoxa u
¢acomm 'B comoBoM pacTtBope' paspymaercs 10 60% HCXOAHOTO THAMHHA; YPE3MEPHO JUTHTEIIBHAS
BapKa IMPUBOJHUT K BBIXOY BOJOPACTBOPHMOTO THAMHHA M3 MHOTHX ITHIICBBIX TPOTYKTOB.

CrtpykTypa 3TOro Ko)epMeHTa OKa3aHa Ha CXeMe, U3 KOTOPOU BUIHO, YTO €T0
MOJIEKYJIa COACPKUT JIBA TE€TEPOLMKIIa—IIUPUMUANHOBBIA U THA30JIMEBBIN. B
KPHUCTAJUIMBECKOM COCTOSIHUU BUTaMUH Bi Obu1 nosydeH Brepseie B 1925 r. On
MPUHUMAET yYaCTHE B CAMBIX Pa3HOOOPA3HBIX (PEePMEHTATHBHBIX PEAKIIUSIX, TAKUX,
KaK OKHCIIUTENbHOE ' 0€30KUCITUTENBHOE IeKap-00KCUITUPOBAHUE a-KETOKHUCIIOT U
oOpa3oBaHKe a-KeTOJIOB (anuaou-HOB). boiee moapoOHO MEXaHU3M €ro JAeHCTBUS
PacCMOTpEH B I'lL. 7.
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THaMHHnupodocdaT
Bnauane katanu3zupyemMoro THaMUHOM J€KapOOKCUIUPOBAaHUS TUPOBUHOTPATHON
KHUCJIOTHI 00pa3yeTcss MeTHJI-2-THAPOKCH-2-(2-THaMuH ) TG ochoHAT
(bochanaktuntuamun) — dochonaT-HeIH aHamor 2-(1-kapookou-1-
TUAPOKCHATII ) THaMuHa. CTPYKTypHOE uccienoBanue pocdana”KTuaTnaMmruHa
MO0Ka3aJI0, YTO THAMHHOBAS YacTh €r0 MOJIEKYJIbl HAXOAUTCS B S-KOH(pOpMaIuu,
xapaktepHot 1y Apyrux C (2)-3amernieHHbIX THaMUHOB. OTHAKO B OTJIMYHE OT paHEe
M3YYEHHBIX MPOU3BOIHBIX (PocharakTUIBHBIN PparMeHT HaAXOAUTCS B TAaKOH
KOH(OpMaIH, 4TO €ro TUAPOKCUIIbHAS TPYIIIa pacnojaraercsi BOJIM3M MOCTUKOBOM
METHJICHOBOU IpyIMIIbl, @ HE aTOMa CEPbl THA30JUEBOTO KOJIbIIA, U 'CBSI3b C
dhochonaTHON TPYNIION OPUEHTUPOBAHA MEPIICHINKYIISIPHO IJIOCKOCTH ITUKJIA. DTOT
pe3yabTaT COracyeTcs ¢ JaHHBIMU, OJTy4YeHHbIMU MeTogoM AMP. Ha ocHoBanuu
CTPYKTYPBbI MOKHO 3aKIIOUYHUTh, YTO IPU KaTaTU3UPYEMOM THAMUHOM
neKapOOKCHIMPOBAHUY MHUPYBaTa JEHCTBYIOT IPUHILIMITBI HAMMEHbILIEN OIBUKHOCTH
Y MaKCHMAaJIbHOTO MEePEKPhIBaHUSI OpOU-TasIel, MOCKOJIbKY HaOII0JaeMoe CTPOCHHE
COOTBETCTBYET TEOPETUUECKUM MPEICTABICHUSIM O CTPYKType 2-(a-
naktwi)tuaMuaaudocdara
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Buramun B6

Buramun Be O6b11 mepBoHauanbHO 0OHApYKEH KaKk KOMITOHEHT KOMIUIEKCa BUTAMUHOB B, KoTOpBIi
MIPUBOJNT K M3JICUCHHIO JIepMaTHTa (aKPOIUHUH, CM. HIDKE), Pa3BUBAIOLIETOCS y MOJIOIBIX KPBIC TP
parrioHe 6e3 BUTAMHHOB KoMILIekca B, HO ¢ nobaBieHneM TnamuHa U pudodnasuna. ITupudoxcur ObLT
BBIZICTICH M3 TIEYEHH U 13 Opoxoked B 1938 1. 1 B TOM ke roxy Ol cuHTE3UpoBaH. [IpuponHbie
HNCTOYHUKH COAEPIKAT JIBE Ipyrue GOpPMBI 3TOTO BUTAMUHA—NUPUOOKCAb U NU-pUudokcamut. Bee 3t
TPH BEIIECTBA OOBEANHAIOTCA B TPYIIITY, HA3bIBAEMYI0 BUTAMUHOM Be, MOCKOIBKY KakKIoe U3 HUX
OJMHAKOBO 3P PEKTUBHO KaK KOMIIOHEHT paJroia )XUBOTHRIX. OTHAKO Y MHOTUX OakTepuii, 0COOCHHO
y Lactobacilli, mupunokcaiib 1 ero ¢pochatHbiit 3hUp CTUMYTUPYIOT POCT B 3HAUYUTENBHO OOJIbIIEH
CTETIeHH, YeM IHPUIOKCHH. VIMEHHO 3TO HaOIOACHUE TPUBETIO K OTKPBITHIO MTUPHIOKCAIIS U THPH-
JTOKCAaMHWHA!

CH,OH CHO
HO—~ | CH,OH HO—# I-CHQOH
HCS I HRCJ\N
TUPUOQICHUN nupudorcann
CH,NH, CHO ?H
HO%TCHZOH HOﬁCHZOT——O
H3C—\N H,C SN OH
TlleMaOKGaMVlH TIMPVIBOKCBHUCDOCQJBIU

MeTa60,113M BUTAMMHOB rpynnsl Be
[MupugokcuH  CHHTE3WpYeTCs 3CJICHBIMH  PACTCHMSIMH W MHOTHMH  MHKpPOOPTaHM3MaMH U3
TPEXYIIEPONHBIX MPOMEKYTOUHBIX MPOAYKTOB TIHKONM3a, HampuMmep 3-¢hochorammeprnHoBoro



anpaeruaa, hocdoan- OKCHaNeTOHA U MUPYBaTa; MyTH CUHTE3a CIle He YCTaHOBICHKI. [locTynuBmmii ¢
nuIned TUPUIOKCHH (pochopumupye”cs B MeUeHH crieln@UIeckoil KHHA30M, a 3aTeM OKHCISIETCS 0
nupuIoKcanbsocdara crienunpudeckum QiaaBonporennom. Poib nupuaokcansdocdara B MeTaboIm3Me
aMuHOKUCIOT (pa3n. 20.3.2) u MeXaHU3M ero ACUCTBHS yKe 00Cy)kaamuch panee (pas3a. 9.2.6 u 20.3.2).
[pubmmsutensro 90% .BBEICHHOTO YEJIOBEKY MUPUIOKCHHA OKUCISCTCS 10 4-TTUPUIOKCOBOM KUCIOTHI
U 3KCKPETHPYETCsI B 3TOH popme.
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4-nupudoxconas
KUcrnoma

MeTabonryeckast poib MHPHIOKCAIIS

[Mupunokcansdacdar urpaer 'MEHTPAILHYIO POJIb B pEakUUsIX, B PE3yibTaTe KOTOPBIX KIIETKA
TpaHcopMHUpyeT 'ocTyHaromue ¢ NHIIed a'MHHOKHCIOTHI B CMECh aMHHOKHCIOT W JPYIHX
a30TCOJIEPIKAILMX COCAUHEHUI, HEOOXOIUMBIX JUIsl ee >KuaHenestesbHocTH. Hambomee sipko 31O
WLTIOCTPUPYETCS Pa3IMIMsIME B TOTPeOHOCTH B BUTaMuHe Be y onpenenennsix 6akrepuii. Hekotopsie
U3 HUX, HYXIAIOIIKECcs B IH-{PUIOKCHHE, MOTYT pPacTH Ha OTHOCHUTENIBHO “TIPOCTOH cpese, colepika-
el JIMIIb HeOOBbIIOE YHCIO AMHHOKUCIIOT. Ecin ke B cpely BHECTH «IIOJHBIN HA0Op aMUHOKHCIIOT,
TO MOTPEOHOCTH B .MUPHUIOKCUHE (IJIs1 00ECTICUCHNST MAaKCUMAJIBHOTO POCTa) MOXET CHU3HUTHCS TTOUTH
Ha 90%. Y MIECKONMMTAIOUIMX CUTYyalMs OKa3bIBaeTcst Oojee cloXHOW. B omimmume ot Oakrepwii,
KOTOpBIE IOTJIOMIAIOT U3 OKPYXKAIOIIEH CPe/bl TOIb-'"KO T¢ aMHHOKHCIIOTHI, KOTOPBIE UM HEOOXOIMMEL,
KHMBOTHBIE MOTYT NOTPEOIATh M METa00IN3UPOBATH 3HAYNTEIILHO OOJIBIIINE KOJMYECTBA aMUHOKHCIIOT,
YeM UM He0OXOJMMO' Ui pocTa WM IOJUIEPXKaHUs a30THCTOTO paBHOBECHS. BcemexctBue sToro
MOTPEOHOCTH KHUBOTHBIX B IIMPUIOKCHHE NU3MEHSCTCS B 3aBUCHMOCTH OT COJIEpKaHMsI OeNKa B palioHe.
Ha panne#t craany NHpUAOKCHHOBOM HEOCTATOYHOCTH B NIEYCHN BO3HUKAET M30BITOK arnogepMeHToB,
(YHKIMOHUPYIOIINX € NHpH-IOKcanbpocharoM. BBexeHne OoNBIINX 703 BHUTAaMHHA CTHMYJIHPYET
'CHHTE3 JOTIOJHUTEIBHOTO KOJIMYECTBA arloepMeHTa.

HenocrarouHnocts

Henocratok mupuIoKcHHa y 'KPBIC XapaKTEPHU3yeTCsl OCTAHOBKOH POCTa U aKpOOUHUEl—IePMaTUTOM
Ha XBOCTE, yIIIaX, BOKPYT pTa M Ha JIANIKaX, COMPOBOXKIAIOMINMCS OTE.KOM H IIETYIICHHEM KOXH B 3THX
obnactsax. HeocTaTok HEKOTOPBIX APYTUX BEIIECTB MPUBOAUT K CXOJI- HBIM IOPaXKEHHSIM; TaK, Y KPbIC
TONIBKO HAJIMYHE OTEKa OTINYaeT AaKpOOWHHWIO OT JEPMATHUTOB, CBA3AHHBIX C HEJOCTATKOM
HEe3aMEHHUMBIX KUPHBIX KUCIIOT. [IMpHIOKCHHOBAsI HEAOCTATOYHOCTD Y MOJIOJIBIX CBHHEH, COOAK M KPbIC
MIPUBOAUT K MHUKPOKJICTOYHOW THIIOXPOMHOW aHEMHH, YBEIHMUYCHHUIO COACPIKAHHS JKele3a B IUIazMe U
reMocuiepo3y nedenu. Cepbe3HO CTpagaeT Takke HepBHas cucteMa. Kprichl 'c HegocTaTouHOCTRIO Be
0COOCHHO YyBCTBHTENBHBI K IIyMY; Y HUX HaONOAIOTCS SMAIENTH()OPMHBIC TPUIIAIKH; POUCXOIUT
JIEMUENMHN3a. [UsT TIepru(eprIecKuX HEPBOB M CIIMHHOTO MO3Ta. BEIpakeHHBIE HEBPOJIOTMYECKHE
HM3MEHEeHHs HaOII0TaIINCh TaKXKe Y 00e3bsH ¢ HeIOCTaTOYHOCTHIO0 Be, y mociIeTHIX pa3BUBAINCH TAaKKe
aTepPOCKIICPOTUUECKHE N3MEHEHHUSL.

[MupunokcuHOBask HEIOCTATOYHOCTh y MIIAJICHIIEB, ITOJyYAIOIIMX HEaIeKBATHOE HCKYyCCTBEHHOE
IIUTaHKE, BBI3BIBACT MPUCTYIBI KOHBYJIbCHHA. [lomoOHbBIE Xe sBIeHHS HaONIOAINCh Y MIIaJCHIEB C
BpPOXKJICHHBIM HApyIICHHEM, XapaKTepU3YIONIMMCS YBEIUYCHHOW moTpeOHOCThIO (2—10 Mr/cyT) B
MUpHUIOKCHHE. KOHBYIBCHH TpEKpallainch IOCie BBEICHHS NHPHUAOKCHHA WIN Y-aMHHOMACISHOU
KHCJIOTHL. JTO BPOXKACHHOE HAPYIICHUE CBSI3aHO, MO-BHIAUMOMY, ¢ (QYHKIMOHHPOBAHHEM MYTAaHTHOI
¢dopmel 'TiryramaTaekapOokcmnassl (pasn. 22.5.1), Uit akTHBHOCTH KOTOPOH HEOOXOIMMBI HEOOBIYHO
BBICOKHE KOHIICHTPAIIMU MHPUAOKcambhocdara.

YV B3poCIbIX JIosel crienmnpUIecKrii mMaToJIOTHIECKUH CHHIPOM, 00YCIOBICHHBIH HETOCTATKOM
JTINPUIOKCHHA, He pa3BuBacTcs. [IposBICHNS HEOCTATOYHOCTH, OJHAKO, BOSHUKAIOT IIPH BBEICHUN

HM30HHUKO-THHOMNTHApa3uaa. (M30HHA3U1a)—IIeKapCTBa, IPUMEHIEMOTO TIPH JICUSHHH TyOepKyiesa.
CONHNH,
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U3OHUKOMUHOUT THOpa3nd

MB0HUKOTHHOWITHAPA3HT O00pa3yeT THuaApa3oH mupumokcans (u ero ¢ocdopHoro sdupa),
HCKITIOYasi TaKMM 00pa3oM BO3MOXHOCTb €ro y4yacTus B (PepMEHTATHBHBIX PEAKLHUSIX; THIPA30H
9KCKPETUPYETCsI ¢ MO4Oi1. BOJNBIIMHCTBO CUMIITOMOB M HAPYUICHHH, BBI3BIBAEMbBIX ATHM COCAMHEHUEM



(TomHOTa, PBOTA, yTpara ammeTura, ceOOppeHHBIH AepMaTHUT, KEHIO3UC, KOHBIOHKTHBUT, TJIOCCHT,
MOJIMHEBPUT U NEJUIarpo-uIHbIA IepMaTuT), HaOIOJAI0TCS M IPU HEKOTOPBIX JIPYTUX COCTOSIHUSIX; BCE
9TU NPOSIBJICHUSI UCUE3AI0T NP BBEICHUU MUPUIOKCHHA.

[TorpebHOCTH YenoBeKka B BUTaMuHe B6 He ycTaHOBIEHa, HO OHA YBEJIMUMBAETCS IIPH OoraToil 6eaxom
JUeTe U, HO-BUIUMOMY, 'TaKXKe C BO3PACTOM. DKCKPELUs ¢ MOUOH 4-MTUPUIOKCOBOM KUCIOTHI MOXKET
IIPEBBIIATh CyMMapHOE KOJIMYECTBO MOCTYMUBILETro BUTaMuHa Be. He u3BecTHO, 4TH OoTpaxaer 310
SIBJICHHe—CHHTE3 BUTaMHHA OaKTEepUsIMH KUIIEYHHUKA WM JK€ CHHTE3 €r0 OPraHU3MOM XO3sMHa.
BuTamunsl rpynmsl Be mmpoko pacnpocTpaHeHsl B IPUPOJIE, U TPOAYKTHI, OOTaThle IpyruMHU
BUTaMUHAMH KOMIUIEKCa B, SBISIOTCS peKkpacHbIMU UCTOYHUKaMu Be, HanpuMep 3apobiiieBasi 4acTh
Pa3JIMYHBIX 3epEH U CEMsIH, KypHUHBIE SiIa, IPOXIKH, MICO M 0COOCHHO NIEYECHb U TIOYKH.

Iupunokcanbdochar (Buramun B6)
[Mupunokcansdocdat 8.9 (Buramun B, pyCHO) npuHuMaer yqactue BO MHOTHX
peakuusax NpeBpalleHuss aMUHOKHUCIIOT, BKJIIOYasl palieMU3alLuIo,
IeKapOOKCHIMPOBAHUE, TPAHCAMHUHHUPOBAHUE, "-3aMellleHHe, YITUMUHUPOBAHUE U
KOHJIEHCALHIO.

CHO
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nupHaoKcanshocdar
OTOT KOPEpPMEHT CyIIeCTBYeT Takxke B Qopme cnupra (IUPUIOKCUH WIH
MIUPUI0KCOJI) U COOTBETCTBYIOLIEro aMuHa (mupuaokcamul, pyCHsNI?Y). B katanuse
'IPUHUMAIOT YYacTHE ajbJerHaHasi U TUAPOKCHIIbHAS TPYIIbI MupHIokcanbpocdara,
a QocdarHas Tpynma CIyKUT TOJIBKO IJIsl 3JIEKTPOCTATHUECKOTO CBSI3bIBAHUS 'C
depmenTom. [Ipu HeltTpanbHbIX 3HaUeHUSX pH ruapokcuiIbHas Tpynna HaXOAUTCS B
aHMOHHOU Qopme. *
Cam o cebe nmupuIoKCcalb Ta.KxKe 0071a1aeT CIOCOOHOCTBIO KaTaIU3UPOBATh T€ XKe
peakiyu, 4To U nupuaoKcaib(ochaT-3aBucu-mMbie PepMEHTHI, OTHAKO CKOPOCTh B
MOCJIEAHEM CiIy4ae B MUJUIMOH pa3 Bbile [17]. Katanuzupyemas nupuokcanem
peaxius TpaHC-aMUHUPOBAHUS IPOTEKAET M0 MexaHu3My (8.13), BkinroyaromeMy
n3zomepu3anuio 1Byx ocHoBanuit ludda [18]. Mexanusm neppoii u3
MpeICTaBICHHBIX Ha cxeme (8.13) peakuuii (peakuu 00pa30oBaHUs MUPUIOKCAMUHA)
0oee moAPOOHO OMUCKHIBACTCS YPaBHEHUEM (
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Buano, uTo ruapoKCHIIbHAS TpyNna (WU ee aHHOHHast popMa) BBICTYIAET B POJIH
BHYTPHUMOJIEKYJISIPHOTO OOIIET0 KMUCIOTHOTO (MU O0IEro OCHOBHOTO) KaTalu3aTopa.



[TonoXuTenbHBIN 3aps/] Ha aTOME a30Ta MUPHUIOKCAIS YCUIIMBAET AIEKTPOPUIBHOCTD
KapOOHMIIBHOTO aTOMa yIiiepo/a, 'cCliocoOCTBYs TEM caMbIM 00Pa30BaHUIO OCHOBAHUS
Mudda. Kpome Toro, sHeprus akTUBaLUU peakiuy CHUXKaeTcs Onarogaps
JeTOKATU3aIIH TTOJIOKUTEIILHOTO 3apsi/ia B MUPUINHOBOM IIMKJIE BCEX
"IPOMEXYTOUYHBIX TPOAYKTOB. DTH TpH (HakTo" pa UrparoT BaXKHYIO POJIb B KaTalu3e
MUPUIOKCATIEM U, BEPOSTHO COCTABIISIIOT OCHOBY BBICOKOW KaTaJIMTHYECKOM

3¢ dEKTUBHOCTH NMU-pUIOKCcaTb(ochaTa.
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Cy11ecTBYIOT MOJIETIbHBIE 'CUCTEMBI, B KOTOPBIX PEaKIIUU TPaHC-aMUHUPOBAMUS
KaTIU3UPYIOTCS .MOHAMH METAJIIOB (QTIOMHHUS WK kele3a) [ 18] wim umuaazonom
[19]. Ponps mona meTaiia CBOAMTCS K JECTAOMIN3AINH S-JICKTPOHHOU cucTeMbl. M3
cxeMbl 8.10 BUIHO, YTO HAIIPABICHUE PEAKIIMU OMPEAEISIETCA XapaKTEPOM
'pacIeryIieMbIX B XeJIATHOM KOMILJIEKCE CBSI3€H: pa3phIB CBA3EH @, b WK C IPUBOIUT

COOTBETCTBEHHO K TPaHCAaMHUHUPOBAHUIO, AeKapOOKCHINPO-"aHUIOWIN KOHAeHcanuu. Bee atn

peaKnny, 3a NCKITIOYCHUEM JIe-KapOOKCIIINPOBaHUSA, IEHCTBUTENFHO OBUTH 0OHAPYKEHBI B MOAETHHBIX
cHCTEMaX.

H XEJaTHBIN KOMILIEKC NOHA MeTajuia, HI/IpI/II[OKCaJ'IL(bOC(iJaTa 1 aMUHOKHCJIIOTHI

IIpn xkaramm3e WMHIA3070M KOHCTaHTA CKOPOCTH PEAKIMH  TPAHC-
aMUHHUPOBAHUS 3aBUCUT OT NPOU3BEJCHUSA KOHLEHTpalUil UMHA30-l1a U HOHA
nMugasonus. JTa 3aBUCHMOCTh, MOJNy4YeHHas IyTeM BapbupoBaHus. pH
PEaKIMOHHON cpesibl, pecTaBieHa Ha puc.8JL../T

Ha ocnoBanuu pH-3aBucumocTeli TUna mpeactaBieHHoi Ha puc. 8.1 'MOXKHO cenaTh BBIBOJ O
MTOCTOSIHCTBE KOHCTAHTHI 00pa30BaHUs KOMIUIEKCA allbIMMUHA (MIIH KETUMHHA) C OJTHON MOJICKYIIOH
MMUA30J1a ¥ OJHUM HOHOM MMUAA30Jusl. M3 NaHHBIX MO PACTBOPUMOCTH  CJIEIYET, U4TO a-
aMUHO(EHIITYKCYCHAsI KHCJIOTa TAK)KE CIIOCOOHA JaBaTh KOMIUIEKC C MIMUIa30J10M. KOHCTaHTBI
00pa30BaHUs TOr0 KOMILICKCA OUCHb-OJTU3KU K 3HAUCHHSM, OIPEICICHHBIM U3 KHHETHYCCKIX
JKCIIEPUMEHTOB JJIi UMUHO-BBIX KOMIUIEKCOB, €CJIM CYUTATh, YTO B COCTaB KOMILIEKCA BXOJAT OJHA
MOJICKYJa HMHJA30J1a, OJIMH HOH UMHIA30JIUsI U OJTHA MOJICKYJIa aMHHOKHUCIIOTHI B ()OPME LIBUTTEP-
noHa. Ha ocHOBaHMM 3THX NAHHBIX JJIsl IPOTOTPOIHO- TO CIBUTA OBLT MPEIT0KEH MEXaHU3M
corracoBaHHOro kKatamu3a (cM. L. 1) mox neficTBreM MMHUIa3051a U HOHA UMHIA30ITHS
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Paznmmane Mexay peakiusaMH, KaTaTn3upyeMbIMU upuapokcaneM [cxemsl (8.13) u (8.14)] u
(dhepMeHTaMH, COCTOUT B TOM, YTO B TIOCIIEHEM CIIy4ae Ha .MepBOH cTaauu nmupuaokcanbdocdar u
aMUHOTPYIITIA JIM3WHA MOJIEKYITBI (pepmenTa 00pasytoT ocHoBanue IlIudda, koTopoe 3aTemMm
MoJIBepraercsi HyKieo(puibHOM aTa. ke CO CTOPOHBI AMHUHOTIPYIIIIBI PEarupyoiieil aMUHOKHUCIOTHL. B
pe3yabTaTe MPOUCXOIAIIETO TPAHCHMHHNPOBaHUS 0Opa3yercs Bropoe ocHoBanue [lIudda [cxema
HUXKE)
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Xapaktep TposABIsSIEMON MHUpHIOKCATH(HOCHATOM KATATUTHUIECKOH (YHKIMH OMNpPEesIeTCs
IpUpOIoK GepMeHTa, B 'cOUeTaHUM C KOTOPBHIM OH JeicTByeT. Tak, u3 .cxemsl (8.17) cnemyer, 4ro
nupuIoX-canbdochar CaykuT KOPEPMEHTOM B TaKHX TMpoleccax, Kak JIekap-OokcuimpoBaHlue,
TpaHCAMUHUPOBAHUE, PAllEMH3aLUsI U CHHTE3 aMUHOKHCIIOT.

Peaxius TpaHCAMUHHPOBAHUS C YYaCTHEM axXHPaJIbHOTO MUPH-IOKCAMUHA U a-KETOKHCIOThI IPUBOJIUT
K 00pa3oBaHHI0 D,L-aMMHOKMCIOTHI. ECiH, OJHAKO, HCIOJb30BaTh ONTHYECKH AKTHBHBII aHaor
MUPUIOKCaMUHA (R- WA 8-15-amuHOMeTiI- 1 4-THApOKCH-5,5-TUMe-*THIT-2, 8-
nutluo[9](2,5)mupuarHodaH) B coueTaHNH ¢ HOHaMU Zn2+, TO B pe3yJbTaTe TPaHCAMUHUPOBAHUS a-
KETOKUCIIOTBHI ~[PEBPAIAIOTCS B COOTBETCTBYIOIIME 2>- WM aMHUHOKHCIOTBI. OTa CHUCTeMa,
n300pakeHHass Ha pucC. 8.2, MOXET CIYKHTh XOpomed Moaenbio  (HEepMEHTATHBHOTO
TpaHcaMHHHpoBaHUA. Hanboiee BBICOKMIA BBIXOJ ONTHYECKH aKTHBHOTO m3omepa (23—61%) Obun
JIOCTUTHYT B KaTaJU3UPYyeMOW XHPaJIbHbIM MHUPUAOKCAMHHOM DEAKIHH TPaHCAMHHUPOBA- HUS
(heHMITITMPOBUHOTPATHOMN KUCIIOTHI ¢ 00pa3oBanreM R-penmna-nanuna [20].

B coOTBeTCTBHH C AaBHO IIPUHSATHIM MOCTYJIATOM B aKTUBHOM LIEHTPE MHUPHIOKCAIbpochar-
3aBUCUMBIX (DEpMEHTOB, TaKUX, KaK *aMUHOTpaHC(epasbl (TpaHCaMUHA3hI), KOHBIOTAT AMHUHOKHCIIOTHI
¢ mupuaoKcaTb(HochaToM OPHSHTUPOBAH TAKUM 00pa30M, YTOOBI CBS3h ¢ a-BOJIOPOJTHBIM aTOMOM
pacrosaraiach MNo4YTH NEPHSHANKYIISIPHO IIOCKOCTH MUPUIUHOBOTO K. DepMeHT crocobeH



KaTaJM3UpOBaTh peakLuio 00pa3oBaHUsl a-KETOKUCIOTBI, HCXOS TOJIBKO U3 OJHOTO ONTHYECKOTO
n30Mepa aMUHOKHCIOTHL. Clie10BaTeNIbHO, IPH POTEKAaHWHU PEAKLMK B 0OpaTHOM HalpaBjeHHH U3 a-
KETOKHUCIIOTHI 00pa3yeTcst Ta e caMmasi SHaHTHOMepHas popMa aMMHOKUCIIOTH. Bo Bcex M3y4eHHBIX K
HACTOSIIEMY BpeMEHH (pepMEHTax IIPOTOHNU-POBAHUE ITPOMENKYTOUHOTO UMHHA BCETa
OCYLIECTBIISIETCS] CO CTOPOHBI Si 'TIo nostokeHnto C-4" MoJeKysbl KoakTopa, Tak 4To .IPUCOCANHSETCS
WM OTpBIBaeTcs pro-S atoM 'Bopoposa (Hg) .mupunokc-amunpocdara. [lon neiictsuem
alaHMHAMUHOTpaHCc(epasbl 3HAYUTEIHHOE KOJIMYECTBO a-BOJOPOIHBIX aTOMOB b-ajaHHHA
npucoeguHsaeTcs B nonoxenue C-4" 9To CBUAETENBCTBYET O TO'M, YTO BHYTPHUMOJIEKYISPHOE
MOBEPXHOCTHOE MPOTOTPOIHOE 1,3-CMEIEHHE TPOUCXOAUT C y4acTUEM OAHOM OCHOBHOM I'PYIIIIBI
¢depmenTa. TpaHncamuHupoBaHue (PEPMEHTHOTO KOHBbIOTaTa L-aJaHMHOM HPUBOAUT K BBICBOOOXKIECHHIO
B aKTUBHOM LICHTPE €-aMUHOTPYIIIBI JIn3uHA. OHAKO B CiIydae APYroro poJICTBEHHOTO (pepMEeHTa —
acrapraTaMHHOTpaHc(epasbl—aTa rpymnmna, mo-BUAMMOMY, HE UTPAET CYIIECTBEHHOH POJIH B
OTpENEIEHUN CTEPEOXUMUU IPOTOHUPOBaHUs. [1o nMeromuMcs JaHHBIM, B COCTaB AKTUBHOTO IIEHTpPa
acrapraTaMHHOTpaHc(epasbl BXOAUT OCTATOK TMCTHANHA. -~
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OO6pa3oBaHue ONTHYECKU aKTUBHON aMUHOKHCIIOTHI ITyTEM TPAaHCAMUHHPOBAHUS
ONTUYECKU HEAKTUBHOM a-KETOKUCIIOTHI IO JEHCTBUEM XUPAIbHOTO IIPOU3BOAHOTO
MAPUIOKCAMUHA
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Ecnu koHBIOTaT aMHHOKHCIIOTHI M MUpHIOKcaTbhocdaTa OpHEHTHPOBAH B aKTUBHOM
1eHTpe pepMeHTa TakuM 00pa3oM, 4TO KapOOKCHIIbHAS TPYIINa pacioiaraeTcs



MEPIEHIUKYISPHO MJIOCKOCTU KOHBIOIaTa, TO IPOCTPAHCTBEHHBIE U AIEKTPOHHbBIE
(bakxTops! 6IArONPHUATCTBYIOT MPOTEKAHHUIO PEAKIIUH JeKApOOKCUINPOBAHUS.
MHoro4ucaeHHbIe JaHHbBIE CBUAETEIBCTBYIOT O TOM, YTO IIPU KaTallu3e Ci-
nekapOOKcHIa3aMy IPOCTPAHCTBEHHOE PACIIOJIOKEHUE aTOMOB BOKPYT CBsi3u a-C—N
OTIpEJIENIAETCS CBSA3bIBAHUEM MEepU(EPHUECKON TPYIIIBI B TIOJTHOCTHIO BBITSIHYTON
OOKOBOH 11T AaMHHOKHUCIIOTHOTO ocTaTka. [IpomMexyTouyHoe IMUHOCOETMHEHHE
OOBIYHO TPOTOHHUPYETCS IO a-YTIEPOJTHOMY aTOMY, UTO B KOHEUHOM HTOT€ IPUBOIUT
K BBICBOOOXKICHHIO .aMUHA. TeopeTHUecKu 3TO MPO-TOHUPOBAHUE MOXKET
OCYIIECTBIISTHCA C 00EUX CTOPOH IUIOCKOCTH MMMHA, OHAKO ObLIO YCTaHOBJICHO, YTO
nexapOokcunupoBanue L-tuposuna, L-nmu3una, L-rmyramata u  L-ructununa mon
JeMCTBUEM COOTBETCTBYIOIIUX ArKapOOKCHIIa3 MPOTEKAET C COXPaHEHUEM
KoHurypauuu. MlHOr1a HabMI0JaeTCsl YaCTHYHOE IPOTOHUPOBaHue nojoxenus C-4'
MOJIEKYJbI KO(aKTOpa, 4TO MPUBOAUT K 00Pa30BaHUIO HEAKTUBHOTO KOHBIOTATa
depmenTa ¢ nupugokcamuapocharom.
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Puc. 8.3. [IpennouyturenbHOE MPOTOHUPOBAHUE UMUHOBOTO TIPOMEXYTOYHOTO
COEZMHEHUS B aKTUBHOM LIEHTpE MHpHUA0KcanbdocdaT-3aBUCUMBIX (PEPMEHTOB.

B ciyuae rimyramaraexkapOokcuia3sl IpOTOHIpoBaHKue NojoxeHus C-4' MoJIeKyIbl
Ko(aKTOpa OCYILIECTBIISICTCSI CO CTOPOHBI §7, TaK K€ KaK 3TO UIMEET MECTO IpH
KaTalu3e TpaHcaMHHa3aMu. TakuM o0pa3om, Bce peakiuy MPOTEKaIOT TOIBKO €
OJTHOW CTOPOHBI IITIOCKOCTH KO(hEepPMEHT-CYOCTPATHOTO KOHBIOTATa, a Apyras CTOpOHa
ocTaeTcst HelocTynHou (puc. 8.3)

DomeBass KNcJa0Ta (dosanmH)

O1oT pakTop mUTaHUS OBUT OTKPHIT JlefieM, KOTOPBIN YCTaHOBHMII, YTO JAPOKIKH OKA3BbIBAIOT JICUCOHBIN
3¢ eKT npu NHUIIEBOW IUTONCHUH Y 00€3bsIH, BHI3BAHHON COJIEPIKAHMEM MOCIICHUX Ha «KYKYPY3HOM»
palroHe TAKOT0 )Ke THIIA, KOTOPbIH BBI3BIBACT «IEPHBIN SI3bIK» DPPEKTHBHBIC KOHIIGHTPATHI BATAMHUHA
OBLIM TTOJTyYEHBI U3 MITIIHATA, H OTO MPHUBEJIO K Ha3BaHUIO «(hoymeBas kuciaortay folium). CTpoeHue
(oJIMeBO KUCIIOTHI IPUBEICHO HIXKE.
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NMEPoURTAYMaMUHOBA® KUCcIoma ( (porinesaq Kucnoma)
Morexyna COIepKUT TIIyTaMHHOBYIO KHCIIOTY, I-aMUHOOCH30IHYIO KHCIOTY ¥ ITEPHH; COCIMHEHHE,
colieprKariee NTepruH U M-aMIHOOEH-30HHYIO KICIIOTY, Ha3bIBACTCS NMepoesoli KUCIOMOU.
[IpuBeaeHHAs CTPYKTYpa SBIISETCS JITEPOMITITYTAMIHHOBOM KUCIOTOH (M3 reueHn). DosreBast KHCIOTa
OakTepuil COICPKUT TP OCTATKA NIyTAMHUHOBOW KUCIIOTHI, COCAMHCHHBIC Y-TITyTAMHIJIBHBIMH CBS3SIMHU.
MHorue TKaHH )KUBOTHBIX COJIEPKAT METPOWITe ITarIyTa.MUHOBYIO KUCJIOTY, OCTaTKU TTyTaMHUHOBON
KHCJIOTHI KOTOPOH TaKKe COSANHEHHI ¥ -TITyTaMHJIBbHEUMH CBA3IMA. CHHTETHIECKHE
MITEPOMITITYTa:MUHOBBIE KUCIIOTHI, Y KOTOPBIX OCTATKH TIIyTAMUHOBOM KHCIOTHI COSANHEHEI a-
[Ty TaMIUIBHBIMHE CBSI3SMH, CIIOCOOHBI TIOIEPKUBATE POCT OAKTEPHIA; ITEPONII-Y-TIIyTaAMHUHO-BEIE
KHCIIOTHI OKa3bIBAIOTCS () (DEKTUBHBIMHU M KaK KOMIIOHEHTBHI CPEJIbI, 00eCIIeUnBarOIIeH POCT OaKTEepHii,
1 KaK TePareBTHUECKOe CPECTBO MPH JCUCHUN MAKPOIIUTAPHON aHEMHUH y YelloBeKa. B TKaHAX KUBOT-
HBIX UMeeTcs (ep.MEHT, THAPOIU3YIOMNH [BCTpEYarONIiecs B IPUPO/IE TEPOMIIIONATTyTaMaTHBIC
COEIMHEHUS 10 ITEPOMIITIYTAMUHOBON M CBOOOTHOM TITyTAMUHOBOW KHUCIOT.

Buorenes

I'yanosunatpudocdar (1) HemocpeaCcTBEHHO y4acTBYET B CHHTE3€ NTEPHIWHA, KaK MOKa3aHO Ha pHC.
50.6. ®epment u3 E. coU (M 210000) kataM3upyeT pacKpbITHE KoJbLia ¢ yxo1oM aroma C-8 mypuHa B
coctaBe (opmmara W oOpazoBaHuEM OJucudponeonmepunmpupocgama (IV). Tloctymmpyembie
narepmernuarsl 11 u III He Obutn BbmeseHbl. {OTMETHM, YTO IEPETrpYNITMPOBKA, IPHBOASINAS K
BKJIFOUEHUIO YacTH PHUOO3bI 'B KOJBIEBYIO CTPYKTYpy, IOJOOHA TOH, KOTOpas MPOHMCXOIUT TIPH
oOpazoBanun Tpuntodana u rucruauHa (mr. 20).] 2-AMHHO-4-O0KCH-0-0'KCUMETIIIUTHAPONTSPUINH
(V) u ero mupodochopusiii epup (VI) MOTYT CIyKUTh TPEIIICCTBEHHUKAMH JUTHIPOIITE.POSBOM
kucnotsl  (VII). CynbhoHamMuIpl KOHKYPHUPYIOT C N-aMHHOOCH30MHOW KHCIOTOW B peakiuu
KOHJICHCAIINW, TPHUBOIAIICH K oOpasoBannio VII. n-AmMuHOOeH30#Has KucioTa oOpasyercs wu3
XOPHU3MOBOM KUCHOTHI .'(pa3f. 20.4.1); HCTOUHUKOM aMHUHOTPYIIIHI SIBISETCS TTTyTaAMUH.

[TTepuHBI MIMPOKO PACHPOCTPAHEHBI; KCAHMONmMepuH, HaXoAAIINIC BO MHOTHX HCTOYHHUKAX, OB
.BIIEP:BBIC BBIJICJICH U3 KPBLIbEB 0abouek. Y HaceKOMBIX 0OHapY)KEHO OOJBIIOE YHCIIO Pa3IMYHbBIX

NTCPUHOB; Y dpo3oqbu/zbl o KpaﬁHeﬁ MEPC MMATh NTEPUHOB BXOIAT B YUCJIO 3pUTCIIBHBIX ITUTMCHTOB
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MeTtabonmuueckas poib
Merabonuyeckass poiib 3TOr0 BUTaMHHA Kak IEPEHOCYMKA OJHOYIIIEPOIHBIX (ParMeHTOB -

paccMmatpuBanach panbine (pazm. 21.4.2).

HenocratoyHocTh (OJIMEBOI KUCIOTHI MPOSIBISIETCS] B HECTOCOOHOCTH K 00pa30BaHMIO ITYPUHOB, a
Takke TUMHUHA, Tpebyembix misa cunate3a JIHK. Streptococcus faeca-lis, nns pocta KOTOpOTO
HeoOxoanma (onreBasi KHCIOTa, MOXET, OJHAKO, XOPOILIO pacTH Ha cpele, He COoJepiKalleid 3TOoro



BUTAMHHA, €CIIM B HEH HMMEIOTCS aJCHWUH W TU-MuH. KIIeTKHM, pacTymue Ha 3TOH Cpele, UMEIOT
HopMainkHOe KonmuecTBo JIHK, HO He comepkaT ompeensieMbIX KOJIUYECTB (POTMEBOM KHCIOTHI; 3TO
MOKa3bIBACT, YTO (POJIMEBast KUCIOTAa TpeOyeTcs Al CHHTEe3a MyPHHOB U THMHHA. Kak TUMHH, Tak U
(donmueBass KHCIOTa BBICTYNAIOT Yy OaKTepuil Kak aHTOTOHUCTHI AQHAJOrOB THMHWHA, HampuMmep S-
Opomyparuia. YCTaHOBJICHO TaKKe, YTO TOPMOKEHHE pocTa OaKTepuil aHTUMETa0oIMTaMu (hOTHEBOM
KHUCJIOTBI, TAaKUMH, KakK amuHonmeputr (4-aMHUHONITEPOWITIY-TAMHUHOBAs KHCIOTA), CHHUMACTCS
aJIcHUHOM U TUMUHOM. [Ipu BBeJIcHUU OOJBIINX KOJMYECTB THMUHA OOJBHBIM MTEPHUIIMO3HOW aHEMUEH
WIA CIpYy HAONMIOMAeTCs HEMPOJODKUTEIbHAS OTBETHAS TEMOIOATHYECKas peakims. KyibTypbl
OakTepuii, POCT KOTOPBIX 3aTOPMOKEH JICHCTBHEM CYIb(POHAMHIOB MM aMHHOIITCPUHA, HAKATUTMBAIOT
B cpee O-aMuHOMMEIa307-4-kapookcamuy (pas3a. 24.1.1.9).

HenocrarouHocTth

HenocrarouHocTs (onmeBoil KUCIOTHI XapaKTepHU3yeTCsl 3alep>KKOH pocTa, aHeMHeH, JeiKoneHuen
(mmn maHnMroneHuer). HegocTaTrouHOCTh HE BCerga .MOXKHO BBI3BaTh Y JKUBOTHBIX, €CIIH COAEPKAThH
UX Ha paluoHe, JHIICHHOM (OJIMEBOM KHCIOTHL. Y KPBIC HEAOCTATOK (DOJIHMEBOM KHCIOTHI MOKHO
BBI3BATh ITyTEM [BKJIIOYEHHS B PAIMOH CYJIb(OHAMUION; IPH ITOM, BEPOSTHO, TOPMO3HUTCS CHUHTE3
(donHeBONH KHCIOTHI M3 J-a"HHOOCH30MHOM KHCIIOTHl OakTepusMH KHIIeYHHKA. CHMIITOMBI
HEJIOCTATOYHOCTH “IPY BBEACHUN aHTHMETA0O0JIUTOB Pa3BUBAIOTCS M Y IPYTHX BUIOB XMBOTHBIX.

PazBuTne TsDKENOW aHEMHMHM Yy OKMBOTHBIX TIPH HENOCTaTKe (DOJMEBOW KHCIOTHI SIBUIIOCH
OCHOBaHHMEM JUII HCCJIEJOBAaHMS JIeueOHOrO JEHCTBHS NTEPOMINITYTaMHHOBOW KHCIOTHI JIpH
MaKpOLMTAPHOW aHEeMHUH, KOTOpas HaOIIoJaeTcs MpH CIpy, OEPEMEHHOCTH M Y MIIaJIeHIeB. Y Manu-
€HTOB, OOJBHBIX CIpY, OOBIYHO HaONIOZAETCs BBHIPAKEHHAS PEMHUCCHSI BCEX CHMIITOMOB, BKJIIOYAs
CTeaToppero, PEeTUKYJIOUUTO3; KapTUHA KPOEH BO3BpamiaeTcss kK HopMme. CXOQHbIE OTBETHBIE PEaKLUU
yacTo (HO He Bcerja) HaOIoNald IPU BBEACHUM NTEPOMITIYTAMUHOBOM KHCIOTHI MIIQJICHIAM H
OepeMEHHBIM C METaJI00JIaCTHYECKOH aHEMHEH.

CrnenoBarenbHO, TpU TPEX PACCMOTPEHHBIX COCTOSHUSX, COMNPOBOXKIAIOIIUXCA aHEMUEH,
NPOSIBISIIOTCS,  TTO-BUIMMOMY, CHMIITOMBI HMCTHHHOM HEIOCTATOYHOCTH (DOJIMEBOH  KHCIIOTHI.
MeranobnactTidyeckasi aHeMHs BO3HHKaeT BeieacTBue Hapymenns cunte3a JIHK; ornomenne PHK x
JHK B makponutax mpumepHo 0,85 (B HOpMasbHBIX KieTkax oHO coctaBisier 0,3). Crearoppest npu
crpy SIBISIETCSl PE3YJIbTaTOM aT.pOo(UUECKUX W3MEHEHHH B TOIIEH KHIIKE, KOTOpbIe 00YCIOBICHHI He-
JIOCTAaTKOM ITypIHO.B U MUPUMUINHOB A cuHTe3a JJHK B mocTosiHHO mendmumxcs KIeTKaxX CIU3UCTON
000J1049KH.

Psan antnmerabonmuToB (onMeBON KHCIOTHI OBUT NPUMEHEH C LENBI0 TEPalMy TPH JICHKEMUH y
YeJOBeKa, ITOCKOJBbKY HEIOCTaATOYHOCTh (O-..INCB.OM KHCIOTHI XapaKTEepU3yeTcs JICHKOICHHEH.
AMUHONTEPHH M €ro O"METHWJINPOU3BOJHOE TOPMO3AT POCT IOYTU BCEX OPraHU3MOB, KOTOPbBIE
HY)XIal0TCsI B ()OJIMEBON KHCIIOTE; TOPMOXKEHHE POCTa MOXKET OBITh CHATO OTHOCHTEIBHO' OOJIBIINMHU
KosmyecTBaMH (postrieBoi KHCIOTHL. BBenenue B pammon amubonte.puHa (1 wacts Ha 1000000)
BBI3BIBAE€T THMOENb KPBIC M MBIINIEH B TeYEHWE ONHOM Henenu. Y >XKMBOTHBIX pPa3BUBAETCS BOJHAsS
Iuappesl W amiasusi KOocTHoro Mosra. CooOmmanoch, 4TO NPUMEHEHHE aMHHOITEPHsa BBI3BIBACT
BpPEMEHHBIE PEMHCCHH TIPH OCTPOI JIeHKeMHHN y AeTel, a MHOTAAa U PEMUCCHU B Pa3BUTHU JIMMQOHI-
HBIX OIyXOJI€H y B3pOCTBIX.
donueBas KUCIOTa HPOKO PACIPOCTPAHEHA Y JKUBOTHBIX U PACTEHUI, U MO3TOMY HEAOCTaTOUYHOCTb
ee, 00ycioBIeHHAs HA0OPOM IPOIYKTOB MUTaHMUS, Ka3aJI0Ch Obl, IOJDKHA BCTpedaThes peako. Tem He
,MEHee HEeJJOCTaTOYHOCTh (DOJIMEBON KHCIIOTHI, TI0-BUANMOMY, SIBJISIETCS CYILIECTBEHHBIM (DaKTOpPOM B
STHOJIOTHH CHPY, & TAKXKE B Pa3BUTUH MaKpOLMTAPHON aHEMUH y OEPEMEHHBIX 1 HEKOTOPBIX (hop'™
MaKpOLMTAPHOW aHEMHH Y NIeTei. DT0 00yCIIOBIEHO, BEPOSITHO, JINOO HEOIIOCOO-HOCTHIO
THIPOJIM30BATh IPUPOAHBIC MTOJMUIITyTaMaTHbIE POPMBI BUTa-.MHHA, JINOO €ro n30bITOYHOM
9KCKpELHEHl, TTOCKOJIbKY MErajlo0IacTH-*4ecKasi aHeMHUsI COXPaHsIIach y JIML, MOJTyYaBIIMX [EPOPaIbLHO
1 Mr BUTaMHHa (€KETHEBHO), HO YCIICIIHO U3JICUNBAJIaCh JI03aMU BUTAMUHA BCETO JIMIIb 25 MKT (B
CYTKH) IIPH MapeHTepajJbHOM BBeleHnH. Cpex Hsisl HOpMallbHasl CyTOYHAsl TIOTPEOHOCTh B (hOIIMEBOH
KHCJIOTE COCTaBIISIET, BEPOSATHO, 0KOJIO 50 MKT; OHAKO BCIIEJCTBUE MJIOXOH BCaChIBAEMOCTU
pexkoMeHnayeTcs cyrounas 1o3a 400 Mkr.

TerparuapodoaneBas KHCI0TA KAK KOEepPMEHT

Monexkyna TerparunpodomueBoii kucnotsl (FH4) o6pa3oBana ocrarkamu
BOCCTAaHOBJICHHOTO NITE€PUHA, 7-aMUHOOEH30MHOM U L-TITyTaMUHOBOM KUCIOT. Ee
cTpoenue nokaszano Ha cxeme 8.11. Kodepments Ha ocHoBe FH4 yuacTByIOT B
peaKIusIxX mepeHoca OAHOYTICPOIHBIX (PParMEeHTOB, COOTBETCTBYIOIIMX 110




COCTOSIHUIO OKHCIIeHHs (hopMuary, popmManbiaeruay u Mmetanoiny. [lpu nepenoce
¢bopmanpaeruiHOTO (pparMeHTa COOTBETCTBYIOUIHHA aJTyKT MOKET CYLIECTBOBATh B
geThIpex cTpyKTypHbIX opmax: N'’-dopmma-FHy, N°-dop-mun-FHy, N°-
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[Mon neficteuem nupuaokcais (8.10) u FHy (8.11) rimmun npesparaercs B cepuH. B
3TOM peakIuy aKTUBALMH MOABEPIaloTcsl 00a peareHTa: TIUIUH aKTUBUPYETCS
nupuokcanbdocharom, a hopmanbaeru — TeTParuapoPOIUEBOM KUCIOTOMH.
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Coo0TBeTCTBYIOIIUM o0Opa3om 3aMelleHHbIE MMUJIa30JIMHOBBIE .
MMUJA30JIMIUHOBBIE TPOU3BOJHBIE TAaKKe 'CIIOCOOHBI BBICTYHAaTh B KayecTBE
MEPEHOCUYHMKOB yIJIepo/ia, NEHCTBYS MO0 MEXaHW3MaM, aHAJIOTUYHBIM HAOJII0AaeMbIM B
ciyyae N° N'-mernn- u N ,NlO-MeTI/IJIeH-TeTparnnpo@onaTHHx Ko(epMeHTOB
COOTBETCTBEHHO. Eciu B OHOJOTrMYECKHX MpoIEeccax posib TeTparuapodoraaTHBIX
KO(EepMEHTOB.  OrpaHMYMBAETCA  IEPEHOCOM  OJHOYTJIEPOAHBIX  (parMeHTOB
Pa3IMYHON CTENEHU OKHCIEHUS, TO HMCIOJIb30BaHHE MOJAEIbHBIX CHCTEM MO3BOJISET
OCYILIECTBJISITh TMEPEHOC 'CIOXKHBIX  YIJEPOAHBIX (PArMEHTOB,.  COAEPIKALIUX
pasnuuHble (YHKITMOHAIBHBIC TPyNmbl. [ mpoBeneHusi MOJ00HBIX 'peakiuid 'ObuT
CUHTE3UPOBAH DS/l COENMHEHUHN, MOJCIUPYIOUUX (POIUEBYIO KUCIIOTY.

JuruapoOuonTeprH, SBISIOMIMICS TPOU3BOAHBIM (DOITMEBON KHUCIOTHI, HTPAET
poiib KoepMeHTa MPU TUAPOKCUINPOBAHNH (eHIIIaTIaHUHA.

buorun
buotun, npeacrapstomuii codo GakTop pocta Ipoxrkel u yenoBeka (Butamud H),
ObL1 'BriepBhIC BBIZETCH KoreM; er» cTpykTypa rnmoka3ana 'Ha cxeme 8.13.

B 1936 . Kerub 1 TeHHUC BBIIETHIN B KPUCTAUTHIECKOM BUJIE U3 SIMUHOTO JKENTKa (pakTop pocTa
JIPOXKEH, KOTOPBI OHH HA3BAIIU OUOMUHOM. 32 HECKOJIBKO JIET A0 3TOT0 (HaKTop, HEOOXOTUMBIN ISt



pocTta u apixanust Rhizobium, 6bu1 Ha3BaH kogepmenmom R. Tlocne Boaenenns OMoTHHa ObUIO
YCTaHOBJIEHO, YTO 3TH (PaKTOPhI UICHTHY-'Hbl. baTeMaH ycTaHOBMII, YTO BKJIIOUEHHE B PALIOH KPBIC
0O0JIBILIOr0 KOJIMYECTBA CHIPOTO SIMYHOTO OEJIKa BBI3BIBACT Y )KUBOTHBIX CUMIITOMBI TOKCHKO3a, a B 1926
r. boac onmcana BeI3pIBa€MBIH SUYHBIM OEIIKOM Y KPBIC CHHIPOM, 'TIpU KOTOPOM HaOJII0AaI0TCs
JIepMaTuT, BBIIaJeHHE BOJIOC U HAapyLIeHHE KOOPAWHALMH JABM>KeHHUS MBI, OHa OTMETHIIA TaKXKe, YTO
JIPO3OKH, IEYEHb U HEKOTOPBIE 'PyTrHe MUILEBbIC MTPOLYKTHI COAEpkKAT GaKkTop, .KOTOPHIH 3aIUIIaeT
KPBIC OT HapYILIECHUH, BBI3BIBAEMBIX «IMYHBIM OenkoM; B 1940 r. I'opru u J1o-Bunbo u nx
COTPYJHUKH YCTAaHOBMIIM, YTO TOT (PaKTOpP ¥ OMOTHH SIBIISIOTCS MACHTHYHBIMY; ObLIA YCTaHOBJICHA
CTpYKTypa OMOTHHA
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buorenes

BrocunTe3 OnoTHHA M3y4anu y pa3iM4HbIX IUIECHEBBIX I'puOoB M Oakrepuil. Ilyte Onocunresa,
KOTOPBIH, MO-BUANMOMY, HAWITYy4IINM 00pa3oM OOBACHSET pe3ybTaThl MCCIEIOBAHNM, MPOBEICHHBIX
Ha E. coU u apyrux MEKpoopraHu3Max, npuBesieH Ha puc. 50.5.

Bce yrmeponmHble aTOMBI MUMEIHHOBOH KHCJIOTHI BKIIIOYAIOTCA B OWOTWH; 3Ta JAWKapOOHOBAas
KHCJIOTa, @ TAaKXKE OJICMHOBAs M a3elau-HOBas KHUCIOTHI MOTYT 3aMEHSTh OMOTHH B KyJbTYpaJbHOU
cpene psaaa MUKpoopradu3 1 MoB. MOKHO TIoJIaraTh, 9T0 OKHUCIMTENBHOE paciieruienue oieara mo 9,10-
JIBOMHOI CBSI3M NMPUBOJUT K 00Pa30BaHMIO a3e-JIAMHOBOM KUCIOTHL. V13 CoA-IIPOM3BOAHOTO IOCIIEAHEH
obpasyercs a.metwii-CoA u mumenomn-CoA mo oObraHOMY Tyt Tiporecca (3-okuc-neHus. OO6a
MIPOM3BO/IHBIX TEIaproHOBOW KUCHOTHI (puc. 50.5) momnepkuBaeT pocT psina MyTantoB E. coU, He
CITOCOOHBIX CHUHTE3MpOBaTh OMOTHH. AMuHOTpaHcdepaza u3 E. col ucmonb3yeT Mpu 0Opa3oBaHUU
"7,8-muaMHHONIENaproHo1Boil KHUCIOTBI B KAadyecTBE [OHOpPAa AMUHOIPYMIBl HCKIIOYUTENBHO 3-
aneHo3mwI-b-MeTHoHnH {met (Ado)]. TIpomykT peakmuu 8-aneHO3WMI-2-0KCO-4-METHITHOMACIITHAS
KHCJIOTa pacrajfaercsi ¢ o0pa3oBaHHEM 2-0KCO-3-OyTEHOBOW KHCIOTBHI M S5-METHITHOAIECHO3MHA.
HcTouHnK aToma cephl OCTaeTCsl HEM3BECTHRIM. PaccMaTpiBaeMblil yTh OMOCHHTE3a TOPMO3UTCS TIPH
HaJIMYMHY B cpefie OMOTHHA.

B depmenrax, comepkamux OHOTHH, MOCICTHWA KOBAJCHTHO CBf3aH (aMHUIHOHW CBS3BIO) C e-
aMHHOTPYIIION ocTaTka Jim3uHa. [IpucoennHeHne oCyIecTBIseTCs B pe3yibTare aKTUBaluK OMOTHHA
ATP w mocneayomero  B3aUMOACWCTBHS € OCJNKOM,  KaTaIM3UPYyeMOTO  CHHTE-Ta30i
X0JIOKapOOKCHITa3hI:
d-onotun + ATP < d-6uotunui-5"-agenunar + PP;

d-OuoTuHun-5"-aneHuiaT + anokapOokcunasa = xoJokapOokcuiIaza + AMP
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[peamnonaraemslii myTh OMOCHHTE3a OMOTHHA B OAKTEPHSIX U IUICCHEBBIX IPHOAx
Merabonuzm

W3 OMOTHHOBBEIX XOJIOQEPMEHTOB B pe3ysbTaTe IpoTeonn3a ocBoOoXnaercs Ouoyumun (e-
OnoTMHWUIM3UH). M3 mocieqHero nox AeHCTBUEM 6uUOyUmMuHA3bl ICYEHU U KPOBU 00pa3yroTcsi OMOTHH
W JIM3UH. Y MIICKOIMTAIONMX OOKOBas Ielb OMOTHHA MOJBEPraeTcsi OOBIYHOMY "-OKUCICHUIO; MPU
aTOM 00pazyrorcst 2 MoJst anetuia-'CoA, cyap0a KoJbLEBOH CTPYKTYphI HEM3BECTHA.
BrotuH sBnsieTcs 'MpoCcTeTHUECKOH IPYIIION pa3IMYHBIX (PEPMEHTOB, KATATU3UPYIOIINX BKIIOUCHHIE
002 B opraHMYecKHE COCIMHEHHUS, B YaCTHOCTH aneTni-CoA—=kapOokcuiassl, mponnoHun-CoA—kap-
OOKCHIIa3bl, METHIMAJIOHWI-TPAHCKapOOKCHIIa3bl M MUPYBAaTKapOOKCH-11a3bl. B CBSI3M C 3THM MOHATHO,
IOYEeMy TKaHH KMBOTHBIX C HEJIOCTATOYHOCTBIO OMOTHHA XapaKTEPH3YIOTCS ITOHMKEHHON
cnocoOHocThIO .BKIIIOYaTh COg B OKcajoalnerar ¥ CHHTE3UPOBaTh )KUPHBIC KUCIIOTHI.
Henocrarounoctb

HenmocratoyHocTh OHOTITHA Y KHMBOTHBIX HC MOKET OBITh BbI3BaHA MPOCTO COACPKAHHUEM HX Ha
pauuoHe 0Oe3 BHUTAMHHA, MO-BUAMMOMY, BCIIEACTBHE TOTO, YTO CHHTE3 OHOTHIIA OCYILECTBISETCS
KHWIIEYHBIMU OakTepusMu. HemoctaTodHOCTh HaOMIOAaeTcs JIMOO MPU CTEPUIIM3AIMM SKETYI0 9HO-
KHWIIEYHOTO TpakTa, JuOO MpH TOTPEOJCHWH CHIPOTO SMYHOrO Oenka, 700 TOCie BBEICHUS
aHTHIMEeTa0OINTOB OHOTHHA.

Bckope mocne Toro kak ObLTH OOHAPYXEHBI TOCIEICTBUS MOTPEOJICHUST CHIPOTO SIMYHOTO Oelka,
OBLIO YCTAaHO.BJICHO, YTO B MOCJIEHEM COACPIKUTCS TIMKOMPOTCH]] d8UOUH, KOTOPBIN B3aUMOJICHCTBYET
¢ OMOTH-HOM W TIPEMATCTBYET €ro BcachblBaHWIO W3 Ku.medynunka. ABuaumH '{M 70000) coctout w3
YeThIPEeX WACHTUYHBIX CYOBEIUHUII, KaXKIas U3 KOTOPBIX COACPKHUT 128 aMHHOKHCIOTHBIX OCTATKOB;
MOCJIEI0BATEIbHOCTh AMUHOKHCIIOT YyCTaHOBieHa. Kaxmass w3 cyObeAMHMI] CBS3bIBaCT OWOTHH
(Ka==10"M™"). Tlpu neHaTypauuu aBHIMHA €ro GHOTHHCBS-3BIBAONIAS CIIOCOOHOCTh YTPAUHBACTCS.
HcKmounTeNbHO CHIIbHOE HEeoOpaTHMOe CBsi3bIBaHME OMOTHMHA JaeT OCHOBAHME IMOJaraTh, YTO OHO
HMEET CYLIECTBEHHOE 3HaYeHHE ISl PU3MO0TIOTHUECKON (PYHKINK aBUIMHA B STAIE; TOCIIEAHSIS, OJJHAKO,
elle He BbIACHEHA. ABHIMH NOpPUMEHSETCS B OKCIEPUMEHTaX B KayecTBE HMHIUOUTOpA
OMOTHHCOACPKAIUX PEPMEHTOB.

OxcubuomuH, B MOJIEKYJIE KOTOPOTO BMECTO CEPbl HAXOIUTCSI KUCIOPO/I, MOXKET 3aMEHSTh OHOTHH
B NHUTAaHWM OOJIBIIMHCTBA HYXIAIOMIUXCS B MOCJIEJHEM J>KUBOTHBIX, B TOM YHCIE KPBIC U KYyp;
OKCHOMOTHH, MO-BUIUMOMY, caM (yHKIIMOHAIBHO aKTHBEH U JIEHCTBYET, HE MPEBpaIlasich B OUOTHH.

B 0OBIYHBIX YCIOBUSIX MICKONHUTAOLIHE MTOIYYAI0T JOCTATOYHOE KOJINYECTBO OMOTHHA 6 PEe3yJIbTaTe
0aKkTepHaJIbHOIO CHHTE3a B KUILIEYHHKE; Y YelIOBEKa CyMMapHOe BhIBEJICHHE OMOTHHA ¢ MO0 U (e-
'KaJTUSIMU OOBIYHO .IIPEBBIIIACT MOTPEOICHNE €ro ¢ Muileil. BHOTHH HIMPOKO PAaCIPOCTPaHEH; K YUCITY
HanOosee OOraThiX UM MPOYKTOB OTHOCSATCS TOBSIKbS TIEYCHB U APOXKIKH, OJHAKO OOJIBIIMHCTBO
KMBOTHBIX TKaHeH O€JHBI 3TUM BUTAMHHOM. Apaxuc, [IOKOJNA/, U silia coepKaT 3HAaUNTeIbHbIE
KoJmdecTBa OnotrHa. Ha ocHOBaHWMH M3y4eHUsT TIOTPEOHOCTH KPBIC OBIJIO BHICKA3aHO MPEATIOIOKECHHE,
YTO eXeIHeBHas TIOTpeOHOCTD YestoBeka coctal BisieT mpuOmm3uTensHo 10 MK OMOTHHA; :BO3«MOKHO,
OJIHAKO, YTO HET peasibHOM HEOOXOIUMOCTH B IIOCTYIUICHUH OMOTHHA C MUILCH.

BUOTHH KAK KO®EPMEHT PEAKIINI KAPBOKCHUJIMPOBAHMUSL.
buotun BeImonHAET GYHKIIMHA KOPEPMEHTA B PEAKITUAX KapOOKCHUIUPOBAHMS:

buotnn mnpucoenuHsercss K (QEpMEHTY aMHUIHOM CBsI3bl0, 00pa30BaHHOM
KapOOKCHIILHOW TPYIITONW OMOTHHA W aMUHOTPYIIIONW BXOMSIIETO B COCTaB '(hepMeHTa
ocTaTka Ju3WHA. Peakuus KapOOKCHWJIMPOBaHMSI, KaTaluzupyemas OHOTHHOM,
MPOTEKaeT B COOTBETCTBUH co cxemoit (8.19), rae B ponmu RH 0'0braHO BBICTYmAeT
aluibHas — TpyIa  aluiupoBaHHOTO  kodepmeHnta A.  buoruH-3aBHCHMOE
(dbepMeHTaTUBHOE  .KapOOKCHJIMpPOBAaHHWE MOXKET  00JajaTh  ONpeaeiIeHHBIMHU
MIPEUMYIIECTBAMU 110 CPABHEHUIO C MPSMOM peakiyel aluinpoBaHHOTO KoepmeHTa
A ¢ IMOKCUIOM yTiieposia U OukapOoHaToM, akTUBHpoBaHHBIMU ATP.
JUis BBISICHEHUS BIMSHMS MPEIBAPUTENHLHOTO MPOTOHUPOBAHUS LUKINYECKOM
CUCTEMBI 'OMOTHHA HA CHOCOOHOCTh N’-KapOOKCHJIBHOW Tpymnmbl nepeHocuts CO02
HEJaBHO ObUIM CUHTE3UPOBAaHbI TPU HEOOPATHUMO MPOTOHUPOBAHHBIX MOJEIBHBIX
coemUHEeHHS Ha ocHOBE N’-kapOokonOmoTHHA. /[Ba M3 HUX OBLIM MCTIOIB30BAHBI IS
MozenmupoBanus N’-KapOOKOMOWOTHHA, MPOTOHMPOBAHHOTO TIO KapOOHWIHBHOMY



aToOMy KHCJIOpOJa YPUIOTPYIIIBI, @ TPETbe—IIi MOJCIUPOBAHMS CUTYaIlMH, KOTJa
npoToHupyercst atoMm a3ota N'. Bplna *n3yueHa peakiMoHHasi CIOCOOHOCTh Ka)10To
U3 O9THX COCJMHEHUH IO OTHOIIEHHIO K pa3MuYHbIM Hykineodumam. M3 Tpex
MOJICTIbHBIX COCIMHEHUN TONBKO OJHO obecredynBaeT 3(PQPEKTUBHBIN TEPEeHOC
KapOOMETOKCWJIBHOW ~ TpyNmbl  MpH  B3aUMOJEHCTBHM C  a30TCOJCPKAIIUMHU
HykjIeopuiaamMu (MOp(OIMHOM, LMKIOTEKCHIIAMHHOM M JWU30NPONHIAMHHOM). B
cilyyae HYKJIEO(HIOB MEHBIIET0 pa3Mepa (Takux, Kak BOAA M METAHOJ) PEaKIlHs
OCYILECTBJISIETCS II0 KOJIbLIeBOMY aroMmy yriaepoxa C-2. XapakTep HNpOAYKTOB,
o0pa3yroImuxcst Mpu B3aUMOJCHCTBUM € HyKJIeopmiaMu (HarpuMep, CIUpTaMU |
aMHHaMH) JIPYroro MOJICIBHOTO COEAMHEHUs, TIO3BOJISIET CACNATh BBIBOJ «O HATUYHH
IBYX KOHKYPHUPYIOIIMX MEXIy co00i MexaHu3moB. OAMH M3 HHUX BKJIIOYAET
HYKJICO(DUIBHYIO aTaKy Mo yrJIEpOAHOMY aTOMY

*C-2 kaTMOHa MMUAA307Hs (MeXaHU3M Apc2) ¢ 00pa30BaHUEM TETPAdIPHUUECKOTO
MIPOMEKYTOYHOI'O COEIMHEHHsI, KOTOPOE 3aTeM pacra.fJaercsi ¢ oopazoBaHueM JHOO
MPOAYKTOB, JHOO 'MCXOMHBIX peareHToB. KOHKypUpYyIOIIMIT MEXaHU3M COCTOST B
HEOOpaTUMOM Sn2-3a-MEIEHUH TPU METUIICHOBOM aToMe yriepona B O-aJKuIbHOM
O0okoBoil mernu (MexaHm3sM Ap;2). B ommceiBaemol paboTe 00CYKIAIOTCS*TaKKe
(bakTophl, KOTOphIE OOYCIOBIMBAIOT OOLIMI XapakTep paclpeieieHusi MpPOIyKTOB,
o0pa3ylomuxcss B pe3ylbTare 3TUX peakmuii. UTo KacaeTcs B3aWMOJCUCTBUS C
HykjIeoduiaamMu (TaKMMHM, KaK CIHUPTHI M aMUHBI) TPETHETO W3 paccMaTpUBAEMBIX
MOJICJIHBIX COSAMHEHUH, TO XapaKkTep 00pa3yomuxcs MPOAYKTOB MOKHO OOBSCHUTD
TOJIBKO MCXOJS W3 TPEAINOJIOKEHUS] O HYKJICOPHIBHOM aTake IO KOJIbIEBOMY
yraepogHomy atomy C-2 (mexanusMm AAc2). COOTBETCTBYIOIIMMA Sn2-MeXaHU3M IS

JaHHOTO CyOCTpaTa HempueMIIeM.
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S-A1eHO3NJIMETHOHUH

JIaBHO U3BECTHO, YTO B OMOXMMHUYECKUX MpoIleccax pojb Mepe-310CUuKa METHIBHBIX
IPyNIl BBINOJHIET METHOHUH. OCYILECTBISAS INEPEHOC, METOIOHUH HAaxOIUTCS B
«aKTUBHOW» (QopMe, B KadyecTBE KOTOPOM BBHICTyNaeT Cyinb(poHUEBas COlb S-
anenozunmeTronnHa (8.14). MMeHHO 9TO coelMHEHHE OO0ecreunBaeT MEePEeHOC
METHJIBHOW TPYNIBl HAa pa3M4Hble HYyKICOo(uiasl. TUNUYHBIM TPUMEPOM MOMKET
CIy’KUTh CHHTE3 KpeaTHHa U3 TYaHUJAMITYKCYCHOW KHCIIOTBI, IPEICTABISIONINNA cO00i
(epMEHTaTUBHYIO PEAKIINIO HYKJICO(PUIHLHOTO 3aMeIIEeHHS:
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C TOuYKM 3peHHs OpraHWYeCKOW XHMHH JTa peakuus 'mpeactaBisier’ coOoi
B3aUMOJICHCTBHE MEXIy HyKJIeopuiaoM (aMHHOM) U CYJIb(OHHEBOH COJIBIO,
npuBojsniee 'K 00pa3oBaHUIO CylbGuAa W 3aMEUICHHOTO aMHHa. AHAJIOTHYHBIM
o0pa3oM S-aJeHO3WJIMETUOHUH pearupyer coO MHOTMMH JIPYTMMHU HYKJI€O(pUIaMHU:
HUKOTMHAMHI0M, UMH/1a30J10M, THCTAMUHOM U KaT€XWHAMU 3MUHE(PPUHOBOTO THUIIA.
JI1st mccnenoBaHUs CTEPEOXMMHUYECKUX 3aKOHOMEPHOCTEH (DepMEHTATUBHON pEaKITNU
'ObUT HCIIOJIB30BAH S-aJeHO3WJIMETHOHHH, B. KOTOPOM COAEPKHUTCS 00Jafaromas
XUpaJbHBIMUA CBOMCTBAMHU METHIIbHAS TPYIa. XUPAJTbHOCTh 00ECIIEUNBAETCS 3a CUET
ACHMMETPUYHOTO PACTIOJIOKEHUS UMEIOIINXCS B METWIbHOM rpynmne atomoB 'H, *H u
"H [21]. WNukyOamusi AByx AwacTepeoMepHbIX (opM cydcTpaTta C akIenTopoM
METaJbHOM TPyMIbl (AMUHEDPHUHOM HIIA MTPOTOKATEXOBOW KHCIIOTOW) B MPUCYTCTBUHU
(dhepmeHTa karexuH-O-MeTunTpanchepasbl MIPUBOIUT K 00pa3oBaHHIO
COOTBETCTBYIOIIUX METUJIMPOBAHHBIX KaTEeXWHOB, MpUYeM HaOII0aeTcsi oOpanieHne
KoH ¢urypauuu. Ilociaennuii pe3ynbTar CBUAETEIBCTBYET O TOM, YTO UMEET MECTO
npsiMasi peakiusi, 'mpoTeKaromas mo Mexanusmy S*2 '0e3 ydacTus MpOMEKyTOUYHOM
METUIMPOBaHHOU Gopmbl hepmenTa /24’

Kogepment A

OyHkius KopepMeHTa A COCTOUT B MEPEHOCE alWIbHBIX rpymil. Brmepsbie oH ObLI
UACHTUDUIIMPOBAH KaK YCTOWYMBBIN K HarpeBaHUIO0 KO(paKTOp, HEOOXOIUMBIN IS
OCYIIECTBJICHUSI HEKOTOPBIX PEAKIMHA alleTWIMPOBAHUS, B YACTHOCTH JISi BBEICHHS
alleTWIBHOM TpymIibl B anieToaneTar u uurpar. CtpoeHne kopepMeHTa A NOoKa3aHo Ha
cxeme 8.15. Ero monexyna coIepXHUT OOJNbIIOE YUCIO (PYHKIIMOHAIBHBIX TPYII,
OfHaKO Hauboiee BaXHYI0 pOJb B  TPOSIBICHHMM  AKTUBHOCTH  UIpaeT
cynbrunpunpHas rpymnmna. VMeHHO OHa  OTBETCTBEHHa 3a  0Opa3oBaHHE
alleTWIMPOBaHHOM GopMbl KopepmeHnTa A. MHaue roBops, aliiIbHBIE MTPOU3BOIHbIC
KoepMeHTa A TPEICTaBISIIOT COOOW ClOoXHBIE THOA(hUPBL. B cBs3m ¢ 3THM Jyis
obo3HaueHus KodepmeHTa A wyacto mpumensiercs cokpamenue CoASH. Moxer
BO3HUKHYTH BOIIPOC: KaKUM >K€ CHEIU(PUUECKUM CBOMCTBOM CIOKHBIE THOI(DHUPHI
OTJIIMYAIOTCS OT KUCIOPOAHBIX CIOXKHBIX 3(pupoB?
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CKOpOCTh ILEIOYHOTO THUAPOJIM3a B OOOMX CIIydasX OJMHAKOBA, OJHAKO IO

JIEUCTBUEM KHCIOT THOX(UPHI THAPOIH3YyIOTCs ObicTpee. Kpome Toro, THOA(hUpEHI

oOnanaroT 0oJiee BBICOKON PEaKIIMOHHOMN -CIIOCOOHOCTHIO B PEAKLUAX KOHJCHCALUH C

ydacTueM KapOaHHOHOB. AruibHble mpou3BoaHble COASH o0bpyHO 00pa3yroTcst B

pesynaprate ATP-3aBUCHMBIX peakUMil U MOTYT IPUHMMATh y4acTHE B CIEIYHOALUX

IIPEBPALICHUSX.

1) HykneopunbHas araka Ha aToM YIJepoJa auWIbHOM TpyIIbel C MEPEHOCOM
nocjenHel Ha MoJeKyny Hykieoduia u BeicBoboxxaeaneM CoASH

2) IlpucoenuHenue K MOJIEKyIaM, UMEIOIUM JABOWHYIO CBSI3b B allMJIBHOW YaCTH.

3) Konaencanus 1o a-yriiepogHoMy aToOMy CJIOXKHOTO THOA(Hpa.

4) Peakiy, CONpPOBOXAAIOUINECS OOMEHOM alWIbHBIMHM rpynmnamMu. OnHOW U3
NPUYUH TPEANOYTEHHsI, KOTOpPOE MPUPOJIa OTIACT B JAHHOM Clydae THOI(hHUpaM,
MOXET CIy)XUTb TO OOCTOSTEIbCTBO, YTO CBOOOJHAs JHEPTUs THAPOJIH3A
CJIO’KHOTO THO3(UPA BBIIIE, YEM COOTBETCTBYIOLIETO KUCIOPOAHOTO COCTNHEHHS

Ilypunossie docharsl

C ToukM 3peHMs Hamero OOCYKICHHs MPEICTAaBIAIOT )UHTEpPEC JBa Kiacca
nypuHOBBIX (ochaToB — TyaHo3uHdpochaTsl U ageHo-3uHpoodaTsl. OcTaHOBUMCS
6onee moapoOHO Ha mocinenHeMm u3 HuX. Crpoenue aneHozuHTpudochara (ATP)
«mokazaHo Ha cxeme 8.16. CylecTBYIOT TakKe COOTBETCTBYIOIIME MOHOQochaT u
mudocdar. AneHozunTpudocdar CIyKuT B KauecTBe KodepmeHTa, cyOcTpaTa WM
MCTOYHMKA SHEPIUU JJISI OTPOMHOTO YHCJIA PA3TUYHBIX (EPMEHTOB. DTO BELIECTBO
y4acTBYeT BO MHOTHX pEaKIUsAX OHMOJIOTMYECKOro OKUCJICHHUS, I03TOMY €ro
paccMOTpeHHe MOXHO 0710 OH 'c paBHBIM yCIIEXOM BKJIIOYUTH B pasfel,
MOCBAIICHHBI OKUCIUTEIbHO-BOCCTAHOBUTENIBHBIM cucTeMaM. DyHaaMeHTanbHas
poias ATP cocTouT B TOM, YTO 3HEPTUs, KOTOpas BBIACISACTCA NPU TUAPOIU3E
UMEIOIIUXCSI B €ro MOJeKyine MUpPo(OCaTHBIX CBA3EH, CIYKUT JBHXKYIIEH CHIION
Pa3NUYHBIX OMOXUMHUYECKHX MPOIECCOB.
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anenouutputocdar (ATP) Kommiaexc ATP c HoHOM Meransa

N 4=

ATP u ADP mnpencraBnsoT co00l «BBICOKOIHEPTETUUYECKHE» COCIMHECHHS. ITO
o3Hauaet, yTo ruapoiau3 ATP 1o ADP u runponuz ADP no AMP conpoBoxnaroTcs
CHWJIBHBIM TIOHWXEHUEM CBOOOAHOM 3Hepruu (—7,3 u —6,5 kkan/mons ipu pH 7,0
COOTBETCTBEHHO), BBIJCNAIOMIASACA DJHEPrusi MOXKET ObITh HCIONb30BaHA IS
OCYILIECTBJICHHUS JIPYrMX OHOJOTMYECKH BaXKHBIX peaKUUi, MPOTEKAIUX C
noryomenreM HHeprun  [mapomnz ATP u  ADP  karanusupyercs uWOHaMHU
JBYXBAJICHTHBIX METAJIOB, HarpuMep Mg2+ u Zn2+ 3a c4yet 00pa3oBaHus XeIaTHOTO
KOMILIEKca, n300pakeHHoro Ha cxeme 8.17 (cm. 11 9).



Bo Bcex ATP-3aBucUMBIX OMOCHHTETHUECKUX MpoIieccax 00pa3oBaHHE KOBAJICHTHOM
CBSI3U MEXAY JIBYMSI MOJIEKYJIaMH CyOCTpaTa CONpsDKEHO C paclIeIIeHHEM OIHOH U3
nupodochatHeix cBsizeir B Moiekyne ATP. Muorme ATP-3aBucuMBIE peakiuu
BKJIIOYAIOT aKTHBALMIO KapOOKcWiIbHOM rpynnbl. Pacmeruienue ATP moxer mpuso-
Tk K obOpaszoBanuio ADP u ¢docdar-uona nim AMP u nupodocdar-uona. B
MOCJIeTHEM ClTydae BO3HUKAET CBA3aHHBIN ¢ (pepmenToM anmnaneHunat (cxema 8.18).
BeposiTHbIil MexaHu3M cuHTe3a aneTwi-CoA npenacTtasieH ypaBHeHUEM (8.21)
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CH;—C— —O—AMP | -~ HSCoA === CHy;—C—SCoA + AMP (8 21)
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IIupumuanHoBbIe pochaTbl
Cy1ecTByeT HECKOJIbKO KJIACCOB MUPUMMIMHOBBIX (pochaToB: ypuanH-, IUTO3UH- U
nHO3uHGOChATHI. YPHUIUMHOBBIC HYKICOTHIBl UTPAIOT BAXHYIO POJIb B METa0OJIM3ME
yraeBoaoB. O6mee crpoenne UDP-yrneBonoB mokazano Ha cxeme 8.19 [25]. UDP-
YIJI€BOJHBIE KO (PepMEHTHI BBIOJHSAIOT IBOSIKYIO (DYHKIMIO. BO-1iepBbIX, OHU MpPUHU-
MalOT Y4acTHE B Pa3IUYHbBIX PEAKIMIX TIIMKO3WIBHOTO TIEpeHoca U, BO-BTOPBIX, cama
yIJ€BOJHAS YacTb MOXET IOJBEPraThCsl MPEBPALICHUSIM IyTEM OKHCICHUS WU
OKHUCJIUTEIBHOTO JEeKapOOKCUINPOBAHUS.
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Crpoenue riryTaTHOHA, MPEACTABIISIONIET0 COO0N TPUIIETITH
L-rmyramun-L-tiuctenHun-L-rnunuH, noka3aHo Ha cxeMe. buoxumudeckue QpyHKIHHA
TJIyTaTHOHA YPE3BBIYafHO Pa3HOOOPA3HbI, OHAKO U3BECTHO JIUIIIb HEOOIBIIOE YUCIIO
MPOIIECCOB, ,B KOTOPBIX TIJIYTaTHOH BBICTyNaeT B posn KopepmeHTta. Hamboinee
XOpOILIO M3YYEHHBIM IIPOLIECCOM TAaKOro poxaa SIBisercs peakuus, Karaauzupyemas
(hepMEeHTOM TIIHOoKCcana3oi.
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bblna npenmoxxeHa oCTpoyMHasi CUCTEMA, MOJAEIUPYIOLIAs JEHCTBUE NIMOKCAJIA3hI
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B npucyrctBun N,N,-IuMeTHiI-b-MepKanTosTHIaMUHa (DEHUITIIN-0KCaldb B BOJHOM
pacTBOpe IpuM KOMHATHOM TeMIepaType JErko MpeBpallaeTcsi B MUHIAIBHYIO
KHUCIOTY. [IpucyrcTBrUE THOJIOBBIX COEIMHEHUN W aMUHOB, B3ATBHIX 110 OTIEIbHOCTH,
HE MPUBOJUT K YCKOPEHUIO ATOM peakifif, XOTS X CMECh 00JIaAaeT ONpeeeHHbBIM
KatanutuaeckuM s¢dexkrom. [ng katanuza HeoOXoauma cBOOOAHAs THOJBHAsS
rpymmna, MOCKOJbKY S-METHJIBHOE NPOM3BOJHOE He 00JalaeT KaTalIuTHYeCKOH
aKTUBHOCTBbIO. HEakTHBHBIM fBIIE€TCS TAaK)K€ TPUMETHIAMMOH lMeBO€ MPOU3BOJHOE,
U, CIEAOBaTENbHO, MJS MPOSBICHHUA 'KaTaIUTHUECKONM AaKTMBHOCTU B MOJIEKYJE
KaTajau3aropa JOJDKHA MPUCYTCTBOBAaTh OCHOBHAs rpynmna. B MonenbHON peakuuw,
KaK )M NpU KaTajau3e INIMOKCAlIa30i, UMEET MECTO BHYTPUMOJEKYJSPHBINA MEPEHOC
nporoHa. Ha ocHOBaHMM 3THUX JAaHHBIX MOXKHO 3aKIIOUYHUTh, YTO MeXxaHu3M (8.23)
aJIeKBaTHO OMNMCBIBAET PEAKIIMIO B MOJEIBHON CUCTEME.

Buramunbl A, D. Eu K

B nomosiHeHMe K y)Xe pacCMOTPEHHBIM KOpepMeHTaM HEOOXOIMMO YIIOMSIHYTh TaKXkKe
Butamuabl A, D, Eit K, xoropble NmpHHHMAIOT y4acTHe B (PYHKIIMOHHPOBAHHH
AJIEKTPOHHO-TPAHCIIOPTHBIX  (OKUCIM-  TEIbHO-BOCCTAHOBUTENBHBIX)  CHUCTEM.
CrpoeHune 3TUX BUTAMUHOB I10Ka3aHO Ha cxeMme 8.21.

Tepmun «ButamMuH D» mnepBOHayalbHO UCHONB30BAICA JUIsI  O0O3HAYCHHUSA
o0JIafjaroIero MpOTHBOPAXUTHBIM JCHCTBUEM KOMIIOHEHTA <OKHPOPACTBOPUMOTO
dakropa A». OgHaKO ele 10 TOro, Kak 3TO BEmecTBO ('KOTOpOE Temephb MOITYUHIIO
Ha3BaHUe BUTAaMUH Ds, nim xojekanbugepolt) yaanoch BbIICIUTh U3 JKUPA TeUeHH
pBIO, OBLIO MOKa3aHO, YTO 00JajaroIIee NPOTHBOPAXUTHBIM JICHCTBHEM COCIUHEHUE
(ButamuH D, kampiudepon, HIHM 3prokaibludeposa) MOXKHO CHHTE3UPOBATh B
7a00paTOPHBIX  YCIOBUSIX 'MyTeM paJMallMOHHOM 0O0pabOTKM pPacTHTEIHHOTO
crepouna sprocrepuHa. HasBanue «ButamuH Djp» B .Hacrosiuee BpeMs He
UCTIOJIB3YeTCs, IIOCKOJBKY BEIECTBO, i 0003HAYEHUSI KOTOPOT'O OHO NMPUMEHSJIOCH,
NpeACTaBisieT co00il, Kak BBUICHWIOCh, CMECh KajblHdeporaa ¢ IpyrUMH
CTEPOMIaMHU.
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Butamun A urpaer BaXHYI0 pOJb B PAa3MYHBIX OMOXUMHUYECKHUX H
¢usnonornueckux mporeccax. B Buie (apMakoIOrHyeckoro Ipemnapara OH
NpUMEHSIETCS IS JIeUeHHsI HEKOTOpbIX Gopm aepmaruta. Eme 6ornee 3¢dexTuBHbI
€ro CHHTETHYECKHE TIPOU3BOJHBIC, H3BECTHBIC I10JI HA3BAaHUEM «PETHHOUJIBDY.
3HAaYUTEIBHBIN UHTEPEC K 3TUM COCTUHEHUSM BBI3BAH TaK)Ke TEM OOCTOSTEIBCTBOM,
4YTO OHH, MO-BUAMMOMY, O0JaNalOT CIIOCOOHOCTHIO MPENATCTBOBATH OOPAa30BAHHIO
PAKOBBIX OITYXOJIEH.

Henocrarok Buramuna E y KMBOTHBIX IIPUBOAUT K BOZHMKHOBEHHMIO OTKJIIOHEHUHU B
NESITEeIbHOCTH pPA3NWYHBIX OPraHOB M CHCTEM OpraHu3Ma, 4YTO CBsI3aHO, IIO-
BUIMMOMY, C HapylUICHUSMU MeTaboJiM3Ma >KUPHBIX KHUCIOT M MHOTHX JIPYTUX
(bepMeHTaTUBHBIX MpolieccoB. [IpuMedarenbHo, 4TO MHOTHE PU3HAKUA M CHMIITOMBI,
MOSBIISIIONINECS y JKUBOTHBIX IPH HEJOCTaTKe BUTaMuHA E, BHEIIHE HAaOMUHAIOT
OoJIe3HEHHBIE COCTOSHUS Y Jrojeil. OHaKo HEOOXOIUMOCTh MPUCYTCTBUSI BUTAMHHA
E .B muIieBoM parfioHe yesioBeKa M €ro IIEHHOCTb ¢ TOYKH 3PEHUS Tepanuu JOKa3aHbI
elle HeJJOCTaTOYHO.

Buramun K sBnsercs o00s3aTelnbHBIM KOMIIOHEHTOM IHIIEBOIO pPAlMOHA U
HEOO0XOAUM JUII HOPMAIbHOTO OMOCHHTE3a HEKOTOPBIX BEIIECTB, OTBETCTBEHHBIX 32
CBOpauMBaHKE 'KPOBU. BIIO 3aMEYEHO YTO MPU OTKJIIOHEHUAX OT cOAIAHCHPOBAHHOTO
coCTaBa KOpMa y LBIIIIAT pa3BUBAeTcs 3a00JI€BaHUE, OCHOBHBIM CHMITOMOM KOTO-
poro sBJIsieTCsl BHE3aHOE KpoBoTeUeHue. [IpuunHoii 3Toro 3a001eBaHust CIIyKHT, TO-
BUIMMOMY, HHU3KOE COJEpXKaHME B KpPOBHU MNpoTpoMOMHA. B xonme nanpHeHmmx
WCCIICIOBAaHUN BBIICHHIIOCH, YTO OOJI€3Hb HE MOJIAETCs JICYCHUI0 HUKAKMUMHU W3
M3BECTHBIX BHUTAMHHOB, HO OBICTPO NPOXOAMUT NpHU I0OABICHUU B KOPM HEKOETO
KHPO-TIOJOOHOTO BEIIECTBA, KOTOPOMY "OBLJIO MPUCBOCHO HAaUMEHOBAHHE «BUTAMHH
K» (BuTamuH .koarymisun).

Henocrarok Butamuna D B opranu3me BBICIINMX KUBOTHBIX MPUBOAMT K HAPYIIECHUSIM
KaJbluii-pocaTHOro MeTabonr3Ma, 9YTo BhI3BIBAET CTPYKTYPHBIE U3MEHEHUS KOCTEH
u 3yOoB. 3aboiieBaHue, BBI3BAHHOE pPE3KUM HEIOCTaTKOM BUTaMHHAa D, HOCHUT
Ha3BaHUE paxuTa y JeTed W ocTeoMasiiuu y B3pocibix. C Apyroil CTOpOHHI,
norpeOieHne M30BITOYHOTO KOJHMYECTBA JTOTO BHTAMHHA TaKXXe OKa3bIBAaeT
TOKCHUecKoe “‘neicTBue. Bernen 3a mepBOHAaYaIbHBIM MOBBIIMIEHUEM COACPIKAHUS:
KaJbllMsI B KPOBU TPOMUCXOIAT MeETacTaTHUecKash  KaJbLMHAIUS pa3IMYHBIX
BHYTPEHHUX OPraHOB M B KOHEUHOM UTOT€ JCKAJIbIIUHAINSA CKEJIETHBIX CTPYKTYP..
Burtamunbl rpynnel D cTUMynupylOT — BcachlBaHME W3 KHIIEYHOTO TpPaKTa HOHOB
KaJblMsI, HO HE OKa3bIBAIOT, IO-BHIMMOMY, MpPSIMOTO BO3JCHCTBHS Ha IPOLECC
nornomeHust Qocdara. IloHMKEHHas CKOPOCTh HAKOIUIGHHS KOCTHBIX COJIEH Y
aBUTAMUHO3HBIX  JKMBOTHBIX OOYCIIOBJIEHa TIJIaBHBIM 00pa3oM  HapylleHHEM
CIOCOOHOCTH K YCBOGHHIO KaiblHsl. Butamun D nmeer BakHOE 3HaUEHHE TAKKE IS
KHU3HEIEATSIbHOCTH BHYTPEHHUX TKaHed opranusma. Hampumep, copepikanue
UTpaTa B KOCTAX M BHYTPEHHHMX OpraHax (IOYKax, ceplie) KpbIC, CTPAAAIOMUX OT
He/loCcTaTKa BUTaMUHA D, OBICTpO BO3pacTaeT MpH J00aBICHUH B KOPM 3TOTO
BUTaMHHA. B 11eTOM MOXXHO KOHCTAaTUpPOBaTh, YTO, HECMOTpPS Ha OOIICTIPU3HAHHYIO
BaXHYIO pOJIb, KOTOPYIO MTPalOT BUTAaMMHBI rpymnmbsl D B mpoieccax pocra U 0co-
OCHHO B 00pa3oBaHMM ¥ OOECHEYCHUU >KU3HEIEATEIHPHOCTH KOCTHOW TKaHH,
OonoxuMuueckrue (GyHKIUHU 3TUX BEUIECTB OCTAIOTCSI BO MHOT'OM HESCHBIMHU.



Butamun A

CrpykTypbl BuTamuHa A (peTHMHONa) M [-KapoTMHa npuBenemb B-pasa. 3.3.2 n 40.2.1.1.
AKTHBHOCTBIO BUTAMHHA A Y MIICKOTIUTAIONINX O0NANAIOT d-, - U y-KapOTHUHBI, PETUHON & PETHHOI,
(rn. 40) u HEOOJBIIOE YUCIIO APYrHUX KapOTHHOWAOB. KapoTwHbl d)(PEKTHBHBI NpH MOTPEOICHUH C
IUIIEH, €CM TOJNbKO OHM MOTYT HpPEBPaTUTbCS B PETHHON. M3 cUMMeTpH4YHOro [-KapoTuHa B
(M3HOJIOTHYECKUX YCIOBHSAX 00pa3yloTCs JBE MOJIEKYJIBI peTHHOMA. a-KapoTH 1 y-KapoTHH, Tak ke
KaK U KPHUIITOKCAHTHH, MMEIOT TOJBKO OJHO TaKoe KOJbIIO, KOTOPOE HAXOJIUTCS B PETHHOJE; INpU
MOCTYIUIGHUH C MHUIIEH OHM B J1Ba pa3a MeHee d(QEeKTUBHEI ( B pacyeTe Ha BEC), YeM PETHHOJ WiH (3-
KapoTuH. [lpyrue .KapoTHHOUABI, TaKHe, KaK JIUKONeH VI KCaHmo@uii, KOTOpble HE UMEIOT KOJbla
WM K€ UMEIOT KOJIBLO, OTIIMYHOE OT TAKOBOTO y PETHHOJA, HE 00JIalaloT aKTHBHOCTBIO BUTAMHHA A.
OOHapyKeHHBIH y TNPECHOBOJHBIX PHIO PETHHOJT, MOHOHOBOE Koiblo (pa3n. 40.2.1.2) kortoporo
COJICP)KUT JIOTIOJHUTEIBbHYIO JBOHHYIO CBsI3b, CTOJb JK€ AaKTHBEH, KaK pETHHOJ, B KauyecTBe
CTUMYJISITOpA POCTa )KUBOTHBIX C HEAOCTATOUYHOCTHIO BUTaMiHa A. B o0Iem ciryyae BUTaMUH A UMeeT
TIOJTHOCTBIO TPaHC-KOH(UIYPALMIO, OTHAKO HEKOTOPBIE MOPCKHE pakooOpasHble conepxkat neo b (11-
uc)-popmy. XoTs ,B Ka4eCcTBE CTaHAAPTOB MOTYT OBITH MCIIOIB30BaHBI YHCTHIE PETHHON M KapOTHH,
aKTUBHOCTh BHTaMHHA A B MHUINEBBIX MPOJYKTaX BBIPAXKAIOT B MEKIYHAPOIHBIX CAWHHIAX; OJHA
MexayHaponHas enuania (ME) Butammaa A sxBuBanentHa 0,6 Mkr B-kaporuHa. CucTemMa JTBOWHBIX
CBsI3ell BCEX KAPOTHHOWIOB JIETKO OKHCISAETCS aTMOC(HEPHBIM KHUCIOPOIOM: IPU ITOM YTPauyHBaeTCs
aKTHBHOCTh BUTamMuHa A. B HarypanbHbIX MHIIEBBIX TMPOJYKTaX OKUCICHHE MPEIOTBPAIIAeTCs
Onarojaps HATMIUIO-AHMUOKCUOAHMO08, TAKNX, Kak BUTaMuH E (pasm. 51.3).

51.1.1. buorenes

Pacnpenenenne yriepoIHBIX aTOMOB B PETHHOJNE M KapOTHHAX COTJIACYETCS C OXKUAAEMBIM IIPH
00pa30BaHUM ATHX MOJICKYJ IIyTeM MOJMMEPH3aIUU H30MPECHOUIHBIX CIUHHU. Y TE€X BUIOB, Y KOTOPBIX
PO UCXOMAT 3TH CHHTE3BI, HAPUMEpP Y BCeX (DOTOCHHTE3UPYIOUINX OaKTepHid, B MIPOIECCe YIaCTBYIOT
TE K€ CTPY.KTYpIbIC SIMHUIIBI, KOTOPBIC MCIOJB3YIOTCS B CHHTE3¢ CTCPUHOB, 2 IMECHHO MEBAIOHOBAs
KHCIIOTa, TUMETHIALTIIIUpodocdaT, n3on' eHreHmIu, podocdat u repanmmupo-pocdar (puc. 18.4).
Kak mokazano Ha puc. 51.1, nOBe MOJCKYNBl eepa-Huanupogocama KOHACHCUPYIOTCS C
00.pa3oBaHNEM ecepanuizepaHui-nupogocgama, a JIBE MOJIEKYIBl IIOCIEIHETO KOHICHCHUPYIOTCS,
o0pazys gumoen. IlocmemoBaterbHOE 00pa30BaHUE YETHIPEX JOMOJHUTEIBHBIX JBOMHBIX CBS3CH
MIPUBOJUT K JIUKONeHy, B pe3ysbTaTe MOCIEOyIOmero oOpa3oBaHUS KOJbIA “MOTYyYaroTCs OOBIYHBIE
KapoOTUHBI. M3BECTHBI TPHU JOMOJHHUTEIFHBIX allbTCPHATUBHBIX IyTH, B XOJC¢ KOTOPBIX OOpa3oBaHUE
KOJIbIIa TIPEAMIECTBYET HEKOTOPBIM U3 CTaIui 00pa30BaHUS JBOMHBIX CBS3CH.
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51.1.2. Metabonu3m

BeIcTpoe yBeIMYCHHE KOJMYECTBA PETHHONA B IICUCHHM OSKCICPUMEHTAIBHBIX JKHMBOTHBIX IOCIIE
BBEJICHUS "-KapOTUHA M OYCBUIHAS HEJIOCTATOYHOCTh COOTBETCTBYIOIIETO IMPEBPAIICHUS Y TAIIUCHTOB
C TSDKEJIBIMHM TMMOPAKCHUSIMH TICYCHH ITO3BOJIIOT IPEAINOJATaTh, YTO IMCYEHb— IJIABHBIM OpraH, B
KOTOPOM MPOUCXOIUT 00pa30BaHHE PETUHONA U3 KApOTHHA. B MEHCTBUTEIBHOCTH K€ TJIABIIBIM MECTOM
MpeBpaIlcHusT P-KapOTHHA B PETHHOJ SBJISCTCS CIM3UCTAas KUIICYHHUKA, OMIHAKO PaCIICTUISFOIINI
(hepMEeHT UMeeTCs Ta.KXKE B ICUCHH HEKOTOPBIX BHJIOB KHBOTHBIX.

B ombiTax Ha KpbIcax OBUIO MOKA3aHO, YTO MPH MPEBPANICHAN B PSTUHON P-KapOTHHA, Y KOTOPOTO IBa
LEHTPAIBHBIX yTiepoga OOKOBOH IEMH, COCOUHSIONICH WOHOHOBBIC KOJBIA, CBS3aHBI C TPUTHEM,
MOCTIeTHUNA coXpaHseTcs B mpoxaykre. IIpomecc katammsmpyeTcs jKenezocomepikarueit [-kapomum-
15,15 -0uokcueenasotl, Ha TIEPBOM CTaJMH 00pa3yeTcsl peTHHAIL, KOTOPHIN Jaliee BOCCTAHABIMBACTCS
NADH nimm NADPH.
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PactBopumas quokcureHasa U3 CIM3UCTON KHUIIEYHHMKA KPBICHI MPOSBISIET MAaKCUMAIbHYIO aKTUBHOCTh
B MPUCYTCTBUM JICTC.pPTCHTOB; OHA HMHIHOHMPYETCS pearcHTaMHu, KOTOPBIC CBS3BIBAIOT JKENIE30, M
peareHTaMu, B3aumojeicTByompMu ¢ SH-rpynmamu; 3ToT (EepMEHT CXOJEH CO M.HOTUMH JAPYTHMHU
nuokcureHaszamu (pasn. 13.6.4). B chnm3ucToil KUIIEYHHWKAa PETHHON 00pa3yeT CIOXKHBIC d(PUPBI C
JUTMHHOICTIOYEYHBIMH JKUPHBIMU KHUCJIOTAMHU. DTH PETHHUIOBBIC d(HUPBI TPAHCIOPTHPYIOTCS, OyAydn
aCCOLUMPOBAHBI C XUIIOMUKPOHAMH, TIO JIUM(PATHICCKON CUCTEME B TICYCHb.

Perununossie 3pupbl (MMEHHO 3TH COSIMHEHHSI HAXOIITCS B YIIOTPEOIsIeMOH B Ka4eCTBE POIYKTa
MUTaHUS TICUYCHH W B PHIOBEM JKHPE) THAPONM3YIOTCS B KHIICYHUKE, pPEITEPUPHINPYIOTCS C
NaJbMUTATOM, TPAHCIIOPTUPYIOTCS N3 KMIIEYHNKA C XUJIOMUKPOHAMH M COXPAHSIOTCS B KyI()e.pOBCKUX
KJIETKaxX TI€YeHW. MHOTHE TKaHH COAEPIKAaT OTHOCH» TEIbHO CIEHH(PHICCKYI0 pPETHIMIICTEPasy.
PetnHON TpaHCHOpTHpyeTCS B IUIa3Me YelloBeKa CIeAn(HYECKUM DPETHHOJICBSA3BIBAIOINM OEJIKOM
(PCB), BxoasmuM Bo (pa.kiuro.arriooymuHoB (M 20000); ero koHIeHTparus B tuiazme 4—35 mr/100
L. PCB cBsi3biBaeTcs ¢ npeanb-OymMuHOM 1uia3mbl B otHoweHud 1 : 1. Kommexe PCb—perunon crie-
IU(PIYECKH CBSA3BIBACTCS XOPHOUJATBHOW TOBEPXHOCTHIO MUTMEHTHBIX AIHTEIHAIBHBIX KIETOK
CeTYaTKH U, [10-BUJUMOMY, TIOCTaBJISIET PETH-*HOJI CIEHU(YUIECKIM PELeTITOpam.

B 'mporiecce 3penust pyHKIMoHUpyeT petrHoi (pas3a. 40.2.1.1); apyrue xumuueckue GopMbl BUTa'MUHA
A, y4acTBytomye B (PU3HMOJIOTHYECKUX TNpolieccax, Hen3BecTHhI. PeTnHoeBas kuciora (oOpasyromasics



npu 0'KUCIEHHM CIHMPTOBOW TPYNNBI PETHHOJA 1O KapOOKCHJIBHOW) MOXET YacTUYHO 3aMEHSTh
PETHHON B paIMOHE K,pBIC; 3Ta KUCIOTAa CTUMYJIMPYET POCT KOCTEH M .MATKUX TKaHEH, a Takke
o0OpazoBaHHE CIIEPMBI; OHA, OJHAKO, HE MOXET (PyHKUMOHHMPOBAaTh B 3PHUTEILHOM MpolLecce W He
obecrieunBaeT pa3BUTHE OMOPHOHOB. Y  KpBIC pETHHOEBas KHCJIOTa IIpeBpallaercs B
Heoxapa'kTe,pu30BaHHOE COEAMHEHHE, KOTOPOE B HECKOIBKO pa3 akTUBHEE, YEM MCXOAHAs KUCIOTa B
OOBIYHBIX TECTaX IO ONpPEJENCHUIO BUTAaMHMHa A B MHIIEBBIX NPOAYKTaX. M30BITOK peTH.HOEBOH
KHCJIOTHI HE MOJKET HaKaIUINBAaThCSl B OPTaHU3ME M BBIJEISIETCS C XKETIbI0 B (JOPME COOTBETCTBYIOIINX
TIIIOK03uAypoHHI0B. KoHeunast Merabonndeckas Cyabp0a peTHHOJIA U €ro MPOW3BOJHBIX HEW3BECTHA.
PaccMmoTpeHHBIE BbIIIE CBEAECHHSI MOK.HO CYMMHPOBATh B BUJIE CIEAYIOIIEH CXEMBI:

PETHHOJ ==—2* pEeTHHAJb T=—2 DETHHOEBas KHCJOTa

PETHHHJIOBLIE ~ 3DHTEJIBHBIE X —> npoxyKtel MeraGoanaMa
3¢hHpHl InurMeHTel § (aKTHBHast ¢opma?)
(3anacuas ¢opma)

HepmocratouyHOCTh BHTaMHHA A OKa3bIBACT BBIPAKCHHOC BIHMSHUC IMPAKTUYECKA HAa BCE OpPraHbI.
OpmHako, 32 WCKITIOYCHHEM Yy4acTHs B 3pUTeNbHOM Tmporecce (1. 40) W, BO3MOXXHO, B CHHTE3E
XOH/IPOUTHH-CYIb(aTa (CM. HIDKE), METa0OIMYeCcKre (YHKIIUM BUTAMHHA A HCH3BECTHBI.

51.1.3. HegocTaTOYHOCTDH

[posiBNeHUsI HEJOCTATOYHOCTH BUTAMHHA A MaJO0 OTJIMYAIOTCSA Y Pa3IMYHBIX BHIOB. Y MOIOJBIX
’KUBOTHBIX HAaOIIOACTCS OCTAHOBKA POCTa M KEPATHHU3UPYIOLIAsh METAILIA3Hsl AMUTETHAIBHBIX KIETOK
BCEX OPraHoB. XOpOIIO HW3BECTHHI MOPAXEHUS IJIa3, NMPHUBOIAIINE K "cepodmanbmuu — BaKHOU
NPUYKHBI CICHOTHI Y TUI0XO MUTAOIIMXCS NeTei B Pa3BUBAIOIIMXCS CTPAHAX TPOIMHUYSCKUX OOIaCTe.
Yacto HaOmIOaeTCsl TOBBIIICHHAS BOCHPHUUMYMBOCTD K HMH(EKUHUSIM JIbIXaTeNbHBIX MyTed. Moryt
MPOUCXOIUTh METAIUIA3MsI KIIETOK MO3TOBOTO CIIOS MOYEK M 00pa3oBaHKe MOYCUHBIX KaMHei. [IpoToku
’KeJie3 Pa3IMYHbIX TUIIOB MOTYT 3aKyIIOPHBATHCS, & CAMHU JKelle3bl aTpoUpPOBaThCs. Y caMIoB atpodus
SMUTENUS CEMEHHHUKOB MPHBOIHUT K CTEPHIBHOCTH. B Ma3ke W3 BIATANHINHOTO OTACISIEMOTO BHIHBI
METaIuia3upOBaHHbIC KIIETKH; TEM HE MEHee OBYISALHS He HapyIIaeTcs, ¥ MOXET IMPOHCXOAUTh
UMIUTAHTALHS; CIIEIyeT, 0.1Ha.KO, OTMETHTb, YTO Y KUBOTHBIX C HEIOCTATOYHOCTHIO BHTaMHHA A
PEIKO POKAAIOTCS HOPMAaJIbHBIC JCTCHBIIIN M3-32 MOPAXKCHHUH IUIAleHThl. TKaHb MOJIOYHOMH JKene3bl y
KABOTHBIX C HEJOCTATOYHOCTBIO BUTAMHUHA A TMPOSBISCT MOBBIICHHYI YYBCTBHTEIBHOCTh K
3CTPOTre.Ha.M.

Haubosee paHHUM THPH3HAKOM HEIOCTATOYHOCTH BUTAMHMHA A Y JIOACH M 3KCIHEPUMEHTATBHBIX
KMBOTHBIX SIBISIETCS «KypuHas cienorta». He HaOmomaeTcs HEMOCPEICTBEHHOW B3aMMOCBSI3H MEXKIY
HApYLICHHEM 3pCHHS MpPH KypUHOHW clernore W OOIMMH MOpaKCHHAMH (KCepodTaibMuei).
IMocnencTBrs HEJOCTATOYHOCTH BUTAMHHA A JUIsi CETYATKUA HAOJIONANM HA KPbICaX, KOTOPBIM JaBajn
PETHHOEBYIO KUCIOTY, IPEIOTBPAILAIOLIYIO MOPaXEHUs IPYTUX TKaHeid. Uepes3 5 MecsiLeB 3puTebHbIi
nopor (MHHHMAaJbHAs SPKOCTh BCIIBIIKH TPOJODKUTENBHOCTRIO 0,02 ¢, BBI3BIBAIOMIAS 32.METHOE
N3MEHEHHE Ha 3JICKTpO-peTHHOrpamme) yBenndausaercs B 2500 pa3 no cpaBHeHunto ¢ HopMoii. Yepes 10
MECSILEB KPBICHI CIENHYT. YUCIO 3PUTENBHBIX KIETOK YMEHbBIIACTCS; HAPY)KHbIE CErMEHTHI MajoueK
JETCHEPHUPYIOT, a 3aTeM Hcue3aroT. Ha 3Tol cramuu BBeJCHHE BHTAMHHA A HE MOXET YCTPaHHTb
MOBPEKIICHUSL.

[pekpaiieHne pocTa KOCTEil SBISETCS PaHHHM MPOSBICHHEM HEIOCTATOYHOCTH BHTAMHHA A;

KOCTH CTaHOBSITCSI TAKUMH )K€, KaK y KHUBOTHBIX, Y KOTOPBIX OCTAaHOBKA POCTA BbI3BaHA I'OJIOJIAHUEM.
[IpekpamieHne pocTa KOCTEHl  SBNSAETCS, MO-BUIMMOMY, CJICACTBHEM HapyIICHHS CHHTE3a
XOHIPOUTHHCYNb(aTa, KOTOpOe, IO HMMEIOIUMCS  JaHHbIM, OOYCJIOBICHO  OTCYTCTBHUEM
¢dochoanenosunpochocynpdara (pazn. 20.4.1) u cBsI3aHO, KaK IONArarT, CO 3HAYUTEIBHBIM
yBeJIMYCHHEM Cylb(hara3-HOW aKTHMBHOCTH B JIM30coMax. PaHHHe HapylIeHHs pocTa KOCTEH uepera
OPUBOIAIT K TOBPEXKICHHIO TKAHEH IIEHTPAlbHOW HEPBHOW CHCTEMBI, MOCKONBKY O3TH TKaHH
MPOJOJ/DKAIOT PACTH IOCJIE OCTAaHOBKH pOCTa «kocteil. Ele [0 TMOSIBICHUS IPYyrux TNPH3HAKOB
HaOIF0JaeTCsl MOBBIIICHNE AABICHUS CTMHHOMO3TOBOM JKHIKOCTH.
XapakTepHbIM TPU3HAKOM HENOCTATOYHOCTH BHTAMUHA A y Iiofeil cumraercs oOpa3oBaHHe
THIIEPKEPATO3HBIX TAMyJ BOKPYT BOJOCSHBIX (DOJUTHKYJIOB; B TSDKEINBIX CIIyYasx HAOIomaeTcs «kadbs
Koxka». [lofo0HbIe W3MEHEHHS! KOXXKM HE BO3HUKAIOT y JKUBOTHBIX, JIMIICHHBIX BHTAMHUHA A, HO
MOJNYYAIOIIMX MO OCTaJbHBIM MOKAa3aTeNssM IMOJHOJCH HYHO AWETY; ©CIH, OJHAKO, MOJOMABIX KPBIC
coJiepKaTh Ha JHeTe, JIUIICHHON He TOJIbKO BUTAMHHA A, HO U OOJIBIIMHCTBA BUTAMHUHOB KOMIUIEKca B,
y HHX Ha KOXC DPa3BUBAIOTCS AaHAJOTHYHBIC M3MCHEHHS BCICICTBHE aTpOGHU BHYTPCHHUX CJIOCB
nepMbl. [TopaxeHne KOXH MPH HEJOCTATOYHOCTH BHUTAMH.Ha A y 4YelloBeKa HaONIOAaeTCs TOJIBKO MPH
COMYTCTBYIOIEM HEJOCTATKE BUTAMHHOB KOMIUIEKCa B.

[IposiBieHUs] HETOCTATOYHOCTH BUTAMUHA A Y MOJIOJBIX JKHBOTHBIX HAOINIOAATh Jierde, 4eMm y
B3pOCTIBIX; 3TO OOYCIOBICHO IBYMSI OOCTOATEIBCTBAMH: 1) XapakTepHble sl HEIOCTATOYHOCTH
BUTaMHHA A W3-MEHE.HHs, OCOOCHHO B CKEJeTe U HEPBHOW CHCTEME, MOXHO HAaOIIOJaTh TOJBKO Y



pacTynmx J>KMBOTHBIX; 2) 3amachl BHTAaMHHA A B TEYCHH HOPMANBHBIX XOPOIIO ITHUTAFOIIHXCS
B31pOCIBIX KHBOTHBIX MOTYT OBITh JOCTATOYHBIMH ISl YAOBJIETBOPCHHS MOTPEOHOCTEH B TEUCHUE
HECKOJIbKMX JieT. B rmeueHM HOBOPOXXIEHHBIX .HET 3amaca BuUTamMHHA A. BcneactBue 3TOro
kcepodTambMusl HaOMIOJACTCA y 3HAYUTEIBHOTO YHCIA JeTed, OJHAKO OTHOCHUTEIFHO PEIKO
BCTpEYAeTCs y B3pOCHBIX. Tak, eXKEroAHO AECATKH THICSY JeTell B Bo3pacTe 18—36 MecsIieB, ITaBHBIM
00pa3oM B TPONMUYECKUX CTPaIaX, TEPSIOT 3PCHHEC U3-3a KCEPOPTaab-MUH. ¥ MHOTHX U3 ITHX ACTEH
HaOMIomaeTcs TakXkKe KBAAMMOPKOP; BO3MOX.HO, YTO HWMEHHO KOMOHMHAIINS pPacCMaTPHBAEMBIX
3a00JeBaHU, BBI3BAHHBIX HEIOCTATKOM BHTAMHHOB, O0YCJIOBJIMBACT MOBBIIICHHYIO BOCIIPUUMYUBOCTh
K UHDEKIHSM.

Y moOpoBOJBIIEB, HAXOAUB.IIKUXCS HAa OCTHOW BUTAMUHOM A 1uere Oojee IBYX JIeT, HaOIIIaI0oCh
TOJIBKO HapyIICHHWE TEMIIOBOW amanTtaiyd. B psae cooOreHnii mpuBOaSTCS POTHBOPEUUBHIE . HHBIE
Jlake B OTHOIICHWHW TOSIBJICHMS HapylIeHUH TEMHOBOM ajanTalMu. Tak, COIJIacHO OJHOMY U3
COOOIIeHNH CTOIKOEe HapylIeHWe TEMHOBOW aganTaluyd HaOJIoNanoch TOJNBKO y oaHOTO W3 71
00cieyeMbIX, HAaXOMUBIIUXCSA TOJ .HAOMIOACHUEM B TEYCHHE NBYX JIET, Y JAPYIHX OOCICIyeMBIX
HapyIIeHUs TEMHOBOH alalTalliy OBUIM BEIPAKEHBI B pa3IMYHON cTeleHn. MHOTaa aganTanys cHaYaia
CWJIFHO CHMKAaJIach, a 3aT€M BO3BpAIlaNach K HOPME, XOTS 00CIICyeMbIi IIOCTOSHHO MOIyYal AUETY C
YMEHBIIICHHBIM COZEep)Ka.HIEM BUTaMUHa A.

51.1.4. TokcH4HOCTH

Ecimm MomomeIM KpbICaM JaBaTh YBEIMYCHHBIE J03BI BUTaMHHA A, TO KOCTH Yy HHUX CTasOBATCS
YpEe3BBIYAHHO JIOMKHMH, YTO NPHBOANUT K MHOTOYHCICHHBIM CIIOHTaHHBIM IIepeioMaM. Y JeTeid,
MOJIy4aBIINX ©XKeAHEB.HO Oosbmme 1036l (mo 500000 emuHWI)) BUTaMMHA A B TeUCHHUE
IIPOJIOJDKUTENILHOTO BPEMEHH, CTOJIb CEphe3HbIX HApYIICHNI OOHapyXeHO He ObLIO; y HUX HaOoxanu
00JIe3HEHHYIO IPUITYXJIOCTh BIOJB JIMHHBIX KOCTEH, HEKOTOPOE OTpa.HUUEHHUE TTOABIKHOCTH, a TaKXKe
THIIepocTo3 (paspacTaHue KOCTH). Y B3pOCIHBIX JIIOJEH, NMpuHUMaBmHX exexHeBHo 500000 emunw,
Obur OOHApyXXEeH KaJbIMHO3 IIepW» KalCYJISIPHBIX CBS30YHBIX W TOAHAAKOCTHUYHBIX CTPYKTYD,
MOJIOOHBIN TOMY, KOTOPBIH BO3HMKAeT y Kpbic. [Ipu emie Oojiee BBICOKHX J03aX BUTAMHHA YK€ Yepe3
HECKOJIBKO JHEH BO3SHHUKAJIH CHIIFHBIE TOJIOBHBIE OOJIH, TOITHOTA, CI1a00CTh, pa3BUBAJICS AepMaTHT. [Ipu
N3y4YEeHUH BIMSHHS BUTaMHHA A Ha 3a4aTKH KOHEYHOCTEH B KyJIbType TKaHU HAOIIOJall OCTAHOBKY
00pa3oBaHUs KOCTH, a YK€ 00pa30BaBIIMICS XPSII pa3pyliajics MO ACHCTBHEM THIAPOIUTHICCKUX
(epMEHTOB, OCBOOOXIABIIMXCS M3 JIM30COM XPSIIEBBIX KIETOK. [lo-BUIMMOMY, ITOOOHBIMHU
mpojeccaMu  OOBSICHAETCS BBIPAXCHHOE YPOACTBO TIOTOMCTBA, HaOmIomaeMoe TIOCiie BBEACHUS
OepeMEeHHBIM KpbIcaM OOJBIIMX /103 BUTAaMUHA A. DTH NPOSBICHUS M30BITKA BUTAMUHA A, .110100HO
TIPOSIBIICHUSIM M30BITKA *kene3a (pasn. 32.7.3) u ButamuHa D (cM. HIDKE), SIBISIOTCS «HAKa3aHHUEM»
KMBOTHOMY 3@ €r0 HECIIOCOOHOCTh 3KCKPETH-POBATH H30BITOUHBIC KOJIMUECTBA STHX BEILECTB.

51.1.5. Posib B MUTAHUH Y€JIOBEKA

Kurens CIIA momydaet okono 65% ButammuHa A ¢ ¢ppykramu u oBormaMu. [IpuMepHO mojoBHHA
3TOT0 KOJMYECTBA IOCTYIAET 3a CUET OBOLICH 3EJIeNIOro M >KeNTOro' IBEeTa; caiaT, IINWHAT, CBEKa,
cajaT 3CKapHWoJib, MOPKOBb, CIaIKWi Ka;pTodenh SBIAIOTCS 0CO00 OOraTbIMH HCTOYHHUKAMHU
KapOTUHOUIOB. O(G(GEKTHBHOCTh BCACHIBAHUS JOTHX Ka-pOTHHOWAOB y UYEIOBEKA U CTCICHb
IpeBpamieHnss WX B PETHHON Hewm3BecTHHL. [Ipm cTeatoppee ¢ (QeKalusIMH 3IKCKPETHPYETCS
3HAYMTENbHAS JOJNS TOCTYMAIONIMX C MUIIed BHTAMMHA A W KapOTHHOWIOB. Bo3snelicTBus,
YBEJMUMBAIOIINE BCACBIBAHHE JIMIUOB B KUIICYHHUKE, HATIPUMED *IMYJIBIUPOBAHHE, YIYUIIAIOT TAKKe
BCACBhIBaHHE BUTAMHUHA A.

[IprunHO# 3HAYUTENFHOTO CHIDKCHHUS CONEP)KaHWS BHUTaMHHA A M KapOTHHOB B OOBIYHOH ameTe
MOXET SBUTBCS WX OKHUCICHHE; OHO MOJXET OBITh NPEJAOTBPAIICHO MNPH HATHYUKM aJcKBATHOTO
konuuecTBa BuTamuHa E (cM. Hike). Haumboiree GoraTbiM TpHUPOTHBIM HCTOYHHUKOM BUTAMHHA A
SIBIISICTCSL PHIOUI JKHP; B 3aBUCHMOCTH OT BHJA PBIO M OT BPEMEHH, MPOIICIIETO MOCe YIIOBa, IEYCHb
.pe10BI comepxkut ot 2000 1o 100000 ME/r (ME—wmexnyHapoaHas enuHUIa). B To ske Bpemsl TIedeHb
yenoBeka conaepxut ot 500 mo 1000 iME/r. Conepkanne BUTaMHHA A B MOTpeOIsIeMBIX Ipenaparax
PBIOBETO JXKHpa Pa3IndHO; OHO HAWMEHBIIIEe B )KUPE TPECKU M HAHOOJIbINee B KHUPE aKyIIbl U Maji< Tyca.
HccrenoBanus, mpoBeIeHHBIE C IEIBI0 YCTAaHOBICHHS MOTPEOHOCTH B BHTAMHUHE A Ui B3POCIOTO
YernoBeKa, TOKa3ajiW, 4YTOo' MUHHMaJbHAas eXeJHEBHas 103a, O0ecleunBalomas IOAIepKaHue
aZIecKBaTHOW KOHIEHTpAIMd BUTaMUHA B (KPOBH M TIPEMATCTBYIOMIAs MOSBICHUIO CHMIITOMOB
HenocTaTouyHoCTH, cocTtaBiuger 600—750 wmkr (2000—2500 ME) petuHONa WM yIBOCHHOE

KOJIMYCCTBO B-KapOTI/IHa. I[O?;LI, MPUBCJACHHBIC B Tab1. 492, HCCKOJIBKO 3aBBIIICHBI.

51.2. Buramuu D

JlaBHO OBIIIO OTMEUEHO, YTO y JAeTel PaxWUT HAOJIIOAACTCS NPEHMYIIECTBEHHO B TEX KIMMAaTHYECKHX
30HaX, B KOTOPBIX OTHOCUTEIHHO MAJIO COJIHEYHBIX AHEH. DKCIIepUMEHTAIbHbIN paXUT MOXKHO BBI3BAaTh
y KpBIC C TOMOIIBIO JHETHl U3 «HATYPaJbHBIX IPOIYKTOB, OCIOHBIX KajbLMeM. YIbTpaduoneroBoe
oOiydyeHHE NPOJIYKTOB, BXOISIIMX B COCTaB JMETHl, NPEAYNPEXKIAeT pa3BUTHE pPaXUTa.
UyBCcTBUTENIBHOE K  YJIBTpa(UOIETy COEAMHEHHE ObUI0 HACHTU(GHULMPOBAHO; WM OKasajcs 7-
nerunpoxosectepuH. Ilpu o0iaydeHuu sprocrepuHa (M3 Ipookeil) oOpasyercst psii HW30MEpPHBIX
NIPOM3BOJIHBIX, OJIHO U3 KOTOPBIX, Kaibyughepon, 00aagaeT BEIPAKCHHBIM aHTHPAXUTHBIM JEHCTBUEM;




OHO NOJy4YHIo HazBaHue sumamun D2. Ilpn nanbHeitmeM oOayueHn Kaibluepos HHAKTHBUPYETCSL.
IMponykr, obpasyromuiicsi npu oOJydeHUH 7-IeTHAPOXOJIECTEpPHHA, MOJIyYW Ha3BaHue gumamun D3
wm xonexkanvyugepon. IIpomgyKT, KOTOpBHIH NEepBOHAYAIbHO Ha3bIBaJiM BHTaMUHOM D1, okazancs
CMEChI0 KaJbIM(peposoB M JPYrHX CTEPHHOB; B HACTOsILee BpeMs Ha3BaHue eumamun DI He
yIOTPEOISIIOT

e,

HO

xanbungepos (Dy) xugienazisupepod (D)

CH,

HO

maxucmepuy nrndpomaxucmepun

W3 psna coeaMHEeHUH, OTyYeHHBIX TIPH 00Iy4eHUH SProCTeprHa, TOJIBKO Kajbludeposn (ButamuH D2)
00JamaeT NPOTUBOPAXUTHON aKTHBHOCTHIO. OHAKO OJTHO M3 COCAMHEHHU, MaxucmepuH, MOXHO KaTa-
JUTUYECKA BOCCTAHOBUTH JI0 OUSUOPOMAXUCMEPUHd, KOTOPBIA 00JamacT MpPOTHBOPAXUTHBIM
neiictBueM. [IpeBpalneHust HaXOIAIMIErOCs B KOKE 7-IeruApOX0a&CTepHHA IPU O0TyYCHUN TTO3BOJISTIOT
OOBSICHUTH TMPOTU-'BOPAXUTHOC [EHCTBUE COJIHEYHOTO CBETa U YIBTPA(HUOICTOBOrO OOIydYCHUS.
Kommepueckne mnpemapartbl BuTamuHa D monydaroT mytem oOmydeHust 3proctepuna. CoriiacHO
MIPUHIATOMY COTJIAIICHUIO, OJHA MexayHaponHas eaunuua aktuBHoctd (I ME) Burammna D—oato
akTuBHOCTH 0,01 M ycpeaHEHHOro MEAULMHCKOTO TPECKOBOTO kHpa; oHa skBuBasieHTHa 0,05 MKr
(xamprdeporna. PexoMenmoBanHas exenHeBHas no3a cocraBisieT 400 ME. Hannune Buramuna D B
JKHPE MECYCHU PBHIO HE MONYYHIO 00bsicHeHUsA. ECIM UCXOAUTh U3 JOMYIICHHS, YTO BUTAMUH D MOXET
00pa30BBIBATHCS TOJNBKO MPU OOTYUCHUH CTCPUHOB

COJTHCYHBIM CBETOM, TO B IICUYCHBb PHI0 BUTAMHH MOJKCT IONAgaTh TOJBKO M3 MHUINK. MICTOY.HHKOM
BHTAMHHA B JKHPE MICUYCHH PHIO B TAKOM CIIydac JOJDKCH OB ObI CIIy)KHTh PACTUTEIBHBIA M KHBOTHBIN
IUTAHKTOH, HAXOMSIIMUCSA OKOJIO MOBEPXHOCTH MOPCKOWM BOmbl. OMHAKO IPH *HCCIACIOBAHHH DTOTO
MaTepuajla Ha COACPKaHME BHTAMHHA D Bcerga 'MOydaid OTPHIATENIBHBIA PE3yibTaT, TaK YTO
mpobJieMa 0cTaeTCs Hepa3pereHHOMH.

ITocKOIBKY MOJIOKO SIBJISICTCS TJIAB.HBIM UCTOYHUKOM KAJBIUS B JUETE M IMIUPOKO UCIIONB3YETCS B
MMTaHUH JIeTe, OHO OBUIO BHIOpaHO ISl oOoramieHuss BUTaMHUHOM D; oOoraiieHne MOKET OBITh
OCYILIECTBIICHO JTHOO MyTeM OOJydeHHs YIbTpaduoieToM (Takoe 00Iy4eHHue OOBIYHO MPOBOJUTCS MPHU
MOJyYSHHH MOJIOYHOTO [OPOIIKa), IO IyTeM N00aBJeHHsS KOHIEHTPATOB BHUTaMHHA. B mepBomM
ciydae (Tpu 00-JTyde.HUU) MPOUCXOTUT 00pa30BaHUE XOJeKaIbIH(epoa, BO BTO-,poM—KalbIdepos
nmobasisiercst. ComeprkaHie BUTAaMMHA D B MOJIO-.KE€ MOXXHO TaK)K€ IOBBICHTH, MOOABIAA B PALlHOH
KOPOB OOJIydeHHEIC JIPOXKIKH; MIPH 3TOM YacTh KalblU(epoia MonaaeT B MOJIOKO. [10CKOIbKY OOBIYHO
pBIOUIi JKHP HE BXOJAMT B COCTaB JHUETHI, a JPYrUe .MHIIEBbIC MPOIYKTHI HE COJCPIKAT JOCTATOYHOTO



KOJIM9YeCTBA BUTaMH-.Ha D, pacTymuii oprann3M pebeHka Uid 00ecriedeHus] BUTAMUHOM .HYX/aeTcs B
00JIy4essiii COJIHCYHBIM CBETOM. PaHbIle, KOrJa NETH HE MOydYald PHIOWH JKUp WIM KOHIICHTPATHI
BHTaMHMHA D, paxuT 4acTo BCTpeyasiCs B CEBEPHBIX paiiOHAX, IZie 3UMa MPOJOJDKUTEIbHA M ITOYTH HE
OBIBaCT COJTHECYHBIX JHCH B TCUCHHE HECKOJBKHX MECSIICB.

51.2.1. Yuactue B meTabonm3mMe

Bonbiias 'gwacte mposiBIEHUI HEZOCTATOYHOCTH BuUTamMuHA D (a BO3MOXKHO, W BCE MPOSIBICHUS)
CBsI3aHBI C HapylieHHeM oOpa3oBaHms kocted. Kak ykaseBamock Bbime (paza. 39.1.1), puramua D
BIMseT Ha BcachiBanme Ca’+ w3 kumieuHmwka u MoOmmmsamup Ca’+ m3 kocreil. [Tockonbky cam
BUTAMHH JCWCTBYCT MEJUICHHO, OYCBHI.HO, YTO OH IpeBpaInacTcs B 0ojece aKTUBHO ACHUCTBYIOIIUE
BemnecTBa. Vcmonmp3ys MEYCHBIH XoJeKadblu(e:po, YIaloCh YCTAHOBUTH IPHUPOAY 3THUX IIpe-
BpAILEHUH ¥ OPraHbl, IJIE OHU IPOMCXOAT (pHC. 51.2)

Kowsa

T-0erudpoxonecmepun

lw

Neveny
Q&L N
JIRED P p— I - . r
[_cn.
HO
xeneranouMdepon 25-oxcuxoneransyugpepon

Novi

J ‘
=

Cnuzucras
KHIICYHUKA
Koctu

CH, Hpyrue tkanu (?)

HO

I 1,25-Buoscuxonexansuucepon

CxemaTrueckoe n300pakeHue JIOKATM3AIMH U XapakTepa MpeBpalieHnid XoaeKanbuudepona

(Butamuna D3)
Xonexanvyugepon (BuramuH D3) TpaHcmopTupyeTcs B IeYeHb, I/ie OH IpeBpamaercs B 25-
OKCHXOJIEKTBITU(DEPOT noj, JIeCTBUEM MHUTOXOHIPHUATIBHOM (hepmeHTHOMI CHCTEMBI,
¢ynxunonupytomeit npu ysactua NADH u monekynsipHoro 02. IIpeBpaiieHue CHIBHO TOPMO3UTCS
MIPOAYKTOM PEaKIHH; B Pe3yNbTaTe, C OJHONH CTOPOHBI, YMEHBIIAETCS Pacxo]l BUTAMHHA, a C APYrod—
'KOHIIEHTpaNus IPOJYKTa HE JOCTUTAeT TOKCHYECKOTO YpOBHs (CcM. HIke). 25-Okcuxonekanbiudepos
B CBOIO OUYepeb THAPOKCHIMPYETCS 3aTeM B TIOUKax ¢ oOpazoBaHueM |,25-mrnokcuxonekaipundepoa.
[TockonbKy 3Ty CTaauio MOXHO OJIOKMPOBAThH INPEABAPUTEIBHBIM BBEJICHHUEM aKTHHOMHIMHA D nnm
IUKIO-TeKCUMHUAA, TO CIEeIyeT MpeAroiarate, 49ro 25-OKCHXOJeKaNbIu(epona HHIYIHPYET
oOpazoBanue ¢axropa (pepmenTa?), HEOOXOAUMOTro JUIst TPAHCHOPM aHH.
1,25-Inoxcuxonekanpundepon ycunmmBaeT Tpancnopr Ca™ B kumewnuke. [lox BImsHHEM 3TOTO
CTEepHHa MPOUCXOAUT TAK)KE NPEBPAILECHNE COOTBETCTBYIOLIETO O€JKa KIETOK CIM3UCTOH KUIIEYHHKA B
KaJb-IIUICBS3BIBAIOMNI  Oeok; mocieqanii (YHKIMOHHUPYET B 30HE KHIIEYHON KaiMbl (Ha
MHUKPOBOPCUHKAX). KalbIuiicBs3pIBarOIuil 0eI0k ciu3ucToi kumeynrnka Obika (M 10000) cBsi3piBacT
omHy Monekyrmy Ca™+; Jlan.6-FO0" M-'. IlpenmomnaraioT, 9To KaimbIMHACBS3BIBaOmIMiA Oermok u Ca’-
3aBucumast ATPa3a yuacTByror B mponecce Tpancnopra Ca’+ B KHIIEYHHKE; STOT HPOLECC 3aBUCHUT
Takke oT Na+. Uepe3 24 4 mociie BBEJCHHS TUOKCUITPOU3BOIHOE B 4—35 pas, a 25-0KCHIPO-U3BOHOE B
2 pasa ¢ dexTuBHee, UeM X0JIeKaIbIHU(PEepos, CTUMYIUpPYIOT Tpancnopt Ca’+ B KuIIeYHHUKe; yepe3 9 1
Iocyie BBEICHUS THOKCHIIPOM3BOIHOE CTHMYJIHPYET TPaHCIOPT MO KpaifHei mepe B 13 pa3 cuibHee,



geM XoseKanbitudepod. 1,25-JInokcuxonekanbiiudepos 3HAaYUTEIBHO OBICTpee, YeM XOoIeKaIbIrhepo
wm 25-Okcuxosekansiudepos, Be3biBaeT Moowam3anuio Ca™t n3 KocTHOW TKaHH. [locKoybKy 3TO
neWictBue  ONMOKMpyeT aKTMHOMHIMH D, MOXHO mpexmnonaraTb, 4Yr0 JAWOKCHUIIPOU3BOIHOE
NIpeABapUTEIHHO MOIU(GUINPYETCS ¢ 00pa30BaHUEM APYTroi MeTabOINIEeCKH aKTHBHON (OPMBI.

BbI10 BRICKa3aHO MPEIIONIOKEHUE, YTO CITydal PaxuTa, HE MOJIAIONIHECs JICUCHUIO BUTAMUHOM D,
00yCIJIOBJIEHBI HECIOCOOHOCTBIO MTOYEK CHHTE3UPOBATH aJICKBAaTHBIE KOJMYeCTBa 1,25-TMOKCHXOJIeKalTb-
mudepona. JleficTBUTENBHO, B YCIOBHAX, KOTJ@ MOYKH BBIKIIIOUEHBI (Y MALMEHTOB C MCKYCCTBEHHON
MOYKOH), HaOMIomaeTcsi 3HAYMTENbHOE 'CHIDKEHWE BcackiBanusi Ca’t, mo-BHIMMOMY, H3-32
TIpEKpaIIeHus] THA-POKCHINPOBAHUS X0 ‘Kajbludeposna 1mo monoxenuto 1. Beenenwe 1-oxcu- wim
1,25-nrokcuxonekansuudepoia B 1o3ax 2,5—>5,0 MKr/cyT nosblmaeT BcacbiBanue Ca’+ 10 HOPMBI.

Paxur—3aboneBanue pacTymux Kocreil. [Ipy 3ToM He 0CyIecTBISETCS MOCIEAHSS CTaHs
00pa3oBaHus KOCTH—OTIIOKEHNE MUHEPAIBHBIX BEIIECTB HA BHOBb 00pa30BaBIIEMCs MaTpUKCe
(oOpasoBaHue e NOCJIeHETO MPO0IDKACTCs). 30Ha KalbIN(UKAIUMH YeTKO HE JIOKaJIN30BaHa, OHA HE
CIUIOIIHAS ¥ 3HAUYNTEIBbHO AepopMHUpOBaHa. Y JeTell, CTpaJalonuX paxuToM, HaOItoAaI0TCs
pasnuuHble nedopmanum ckenera—cabaeBUIHbIC TOJIEHH, BRIBEPHYTHIC BHYTPh KOJIECHH, pa-
XUTHYECKUE YETKU Ha pedpax U «IITHYbS TPYIb».

CnemyeT  OTMETHUTh, YTO  CTUMYJsAus  Tpancrmopra Ca™ B kumeunuke — 1,25-
JTMOKCUXOJICKAITBIN(EPOTIOM HE JAaeT MOJIHOT0 00bsicHeHUs 3 ()EKTHBHOCTH MOCIIEAHETO MPH JICUCHUH
U MIPEIyNpeKIACHUN paxuTa. Xpslll )KHBOTHOTO, OOJIBHOTO PaxUTOM, HE KalbLU(UIIPYETCs, €CIH €T0o
MHKYOMpOBAaTh B CBIBOPOTKE KPOBH ATOTO XK€ KHUBOTHOTO JTaKe IPH I00aBICHUH KaJIbLust U Gocdara, B
TO BpeMsI KaK B CBIBOPOTKE 37J0POBOTO KUBOTHOTO IPH TaKHX )K€ KOHLEHTpPAIMAX Kanblus U (ocdaTa
KanbluduKanus npoucxoauT BecbMa d3ddextrBHO. OOYCIOBIEHO W 3TO HAJWMYMEM B HOPMAaJbHOU
CBIBOPOTKE MPOJYKTa MeTabonm3Ma XoJeKalbLudepona, Hen3BecTHO. Jlajee, HpH JICUCHUH paxuTa
BUTaMHUHOM D TepamneBTnueckuii 3¢ ¢exr Hadmomaercss OblcTpee, YeM MOXXHO ObUIO OBl 0XHAATH,
YUUTBIBAsI KOJHMYECTBA JOMOJHUTEIBHOTO aOCOPOMpPOBAHHOTO B TEUEHHE MEPBBIX HECKOJIBKUX JHEH
Kanplys. B HacTosimee BpeMsi MOXKHO KOHCTaTHPOBAaTh TOJIBKO, YTO TIPH MOCTYIUIEHHH C MHIIEH
BUTaMHHA D MpOMCXOIUT KalbIU(UKALUS MaTPUKCa KOCTH, B TO K€ BpEMs IIPU HEAOCTATOUYHOCTU
BuTaMuHA D 3TOT mporecc HapynaeTcs.

XoTs Tsxkensie GopMbl paxuta peako Berpedatorcss B CIIA, nerkue ¢GopMbl 3Toro 3ab0eBaHus,
BEPOSITHO, BECbMa paclpocTpa.HEeHbl. [ ucTonornyeckne N3MEHEHUsI, XapakTepHble IS paxura, Obun
obnapyxens! noutn y 50'% u3 700 mereil, CKOHYABIINXCSA OT Pa3IMYHBIX IPUYHH B OonpHMIE J[>KOHCA
Il'onkunca 3a 1940—'1942 rr. IlockosibKy HOBOPOXICHHBIE MIAJCHLBI NPAKTUYECKH HE HMEIOT
PE3EpBHBIX 3amacoB BUTaMHHA D, OHHM HyX7aroTcst JIMOO B caMOM BHUTaMHHE, THOO0 B aJE€KBaTHOM
00JTy4EeHUH COITHEUHBIM CBETOM.

CrnocoOGHOCTh MIICKONIUTAIOIIUX HaKallMBaTh BUTaMUH D orpanmdeHa. OIHaKO OIHOKpaTHOE
BBE/ICHHE BHUTAaMHUHA MOXXET 00ecreunTh NOTPEOHOCTH OpraHu3Ma B TEUCHHE HECKOJIBKUX HENIeNb WIN
naxke mecsies. Cynp0a BBeIeHHOTO BUTaMHHAa D U mpoaykToB ero Merabonmus3ma He sicHa. HekoTopoe
KOJINYECTBO META0OJIMTOB AKCKPETUPYETCS ¢ JKETUbI0; OJHAKO CyMMapHOE KOJMYECTBO METabOJIMTOB,
9KCKPETH-PYEMBbIX € MO40H U (ekanusiMu, OOBIYHO 3HAYUTENHPHO MEHBIIE, 4YeM KOJIHMYECTBO
MOCTYNUBIIETO B OpraHu3M BuTamuHa. [locne BBegenust “C-xanmbuudepona mnpumepHo 15% ero
0OHapyXHBaeTCA B INEYEHM, CYIIECCTBEHHO MEHBIINE KOJIMYECTBA—B APYTUX TKAHSIX; 3HAYMTECIbHAS
YacTh BUTAMHHA JIETPAANPYET JI0 .HEUICHTH(PUIIMPOBAHHBIX IPOTYKTOB.

51.2.2. TOKCHYHOCTB
[Ipn npueme B TeUeHHE NPOJOIKUTEIBHOTO TIEPHOIA BPEMEHN H30BITOUHBIX KOJIMIECTB
kanmbIdepona (B 10 pa3 mpeBIIIaONUX HOP-*MATBLHYIO €KETHEBHYIO 103Y) Y JETeH U Y B3POCIIBIX
MPOUCXOJUT JIe-MUHEPANIN3aINs KOCTEH; HE3HAUUTEIbHBIE TPABMBI MOTYT COIIPOBOKAATHCS
MHO>KECTBEHHBIMH IIEpeIOMaMH KOCTel. B CBIBOPOTKE KPOBH 3HAUNTEIBHO MOBBIIIAIOTCS
koH1eHTparuu Ca2+ u Pi, 3To IpUBOANT <K «METaCTATUIECKON» KATBITU(PUKAITIH MHOTHX MTKHX
TKaHe! u 00-

pa3oBaHUIO KaMHEH B moykax. KaMHM MOTYT 3aKymopWBaTh MOYCYHBIC KaHAIBIB, YTO MPUBOIUT K
BTOPUYHOMY THAPO'HE(PO3y; YaCTO MAIUCHT OOpamacTcs K Bpadyy MMEHHO IO MOBOAY 3a00JIeBaHUs
moyek. MexaHu3M pa3BUTHA ATHX HApYIICHUH IPH ITepeJ03UPOBKe BuTaMruHa D He BBISICHEH.

51.3. Buramuu E

KpBICHI, paminoH KOTOPBIX COCTOMT TOJBKO M3 KOPOBBETO MOJIOKA, OKAa3hIBAIOTCS HECTIOCOOHBIMU
MPUHOCUTH MMOTOMCTBO. DaKTOP, HAXOAAIINICS B PACTUTEIBHBIX MacIax, 0c00e. HHO B Macie U3
3apOJIBIIIEeH NIICHUYHBIX 3€PEH, BO3BPAIIAIOMINI CIIOCOOHOCTH K Pa3MHOKEHHIO y CAaMIIOB M CAMOK
KPBIC, OBIT HA3BaH BUTAMHUHOM E. DTOT BUTAaMHH TOPMO3UT MPOTOPKAHNE H OKUCIUTEIBHYIO
JIECTPYKIMIO BUTAMHIHA A B IPUPOAHBIX Kupax. OIHAKO KOTJa HAYWHAETCS IPOTOPKaHHUE, MPOIYKTHI
OKHCJICHNSI HEHACHITIIEHHBIX KUPHBIX KUCIOT pa3pymraroT BuTaMuH E.
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BuTtamun ObUI BBIZICNICH U3 Macila 3apoAbIIIe MIIEHNYHbIX 3epeH B 1936 r. 1 mosry4nn Ha3BaHHe
moxogepon. CeMb TOKO(EPOJIOB, TPOU3BOAHBIX HCXOAHOTO COSIUHEHHUS mokoaa [2-meTtun-2-(4"8"
127-TpuMe-TUATPUICIIUI)XPOMaH-6-0I1], HaliIeHbl B IPUPOJHBIX UCTOYHUKAX; CPEIU HUX
HanOoJIbILIeEe PACIPOCTPAHEHHE M HANOOIIBITYI0 OMOIOTHYECKYI0 aKTHBHOCTD UIMEET a-TOKO(EPOIL.
Tokodepossl 0603HaUarOT rpedeckumMu OykBamu: ansda (5,7,8-rpumernnrokon), oera (5,8-
JUMETHIITO-KOIT), TaMMa (7,8-TUMETHIITOKON) U JIeNbTa (8-METHITOKOM).

HenocraTounocts

[posiBnenust HenocTaTOYHOCTH BUTaMuHa E y 11aGopaTopHBIX KMBOTHBIX BECbMa Pa3HOOOPAa3HBL.
KnaccnuecknM mposiBIIEHHMEM Yy KpBIC sBISeTcs Oecruronue. Y CaMOK KpBIC HE YTPadMBaeTCs
CHOCOOHOCTh 00Pa30BBIBATH KAXKYIIYIOCS HOPMAJBHON SIMLEKIIETKY; X MaTKa HeIUIAlleHTa He UMEIOT
nepexroB. OmHAaKO BCKOpE TIOCTE TIEPBOW HEAENH pa3BUTHS HMOPHOHBI IMOTHOAIOT, a 3aTeM
paccacbiBatoTcs. I nOens SMOPHOHOB MOKHO MPEJOTBPATUTh, €CIM BBECTH BUTaMuH E 10 5-ro mim 6-ro
IHS OepeMeHHOCTH. Y caMIOB Hamboyiee paHHUM HAOMIOJaeMBIM *TIPU3HAKOM HEIOCTaTOYHOCTH
SIBISIETCS  HETIO/IBIDKHOCTH  CIIEPMATO30MJOB; TO3[HEE IPOMCXOAUT JETeHEpaIysl 3apOoJbIIIEBOTO
snurenus. He nHabmromaeTcs, ogHako, M3MEHEHUSI HAPYKHBIX ITOJIOBBIX OPTAHOB WIIM CHIKCHHUS I0JIOBOH
CHJIBIL; ITOCIICIHASA MOXCT ociabeBatb pu HpOI{OH)I(I/ITCJILHOﬁ HCIOCTAaTOYHOCTHU BUTAMHWHA E.

Y Kphic TpH HEIOCTATOYHOCTH BHTamMMHA E HaOmromaeTcs Takxke paa APYrHX H3MEHCHUH:
JIereHepalys SIUTEINs NOYEYHBIX KaHAIIBIIEB, ACIUIMEHTALMs IepeTHUX 3y00B (Pe3LoB) U MOsBICHHE
B JICTNIO JIMITH-JIOB KOPHMYHEBOT'O ITUTMEHTA, €CJIM B .COCTaB PAlMOHA BXOAAT HEHACHIIICHHBIC JUIHAIBI
(Ham.puMme,p, TPECKOBBIH XHUpP). Y KpbIC, HAXOJMIMXCS Ha palMOHE C HENO.CTaTKOM BUTamuHa E n
0emnKa, pa3BHBAETCS OCTPHIM HEKPO3 IMEUEHH, KOTOPHIH MOKHO IPEIOTBPATUTH BBEACHHEM IM-CTHHA,
METHOHMHA, ToKO(epona mwin ceneHura (pasa. 49.2.6.8). Hekpo3 medenu pa3BuBaeTCs TONBKO B TOM
ciydae, €CIM pAaIlHOH CONEPKHUT 3HAYUTENbHBIC KOJMYECTBA HEHACHIICHHBIX JHMUIOB. J[pyrum
NIPOSIBJICHUEM HEJOCTAaTOYHOCTH BHTaMuHA E sBIsieTCS TeMOM3 SpUTPOIMTOB in Vitro B MPUCYTCTBHU
MIEPOKCUIOB WJIM MIPOU3BOIHBIX aJUIOKCaHa (HApUMep, AUAITYypPOBOI KHCIOTHI). Y KPBIC C MPOJOIDKH-
TEJIbHOM HENOCTaTOYHOCThIO BHTaMMHa E pa3BuBaeTcs MbllIeUHas JUCTPO(US C  SBICHUAMH
MIPOTPECCUPYIOMIETO Mapannya 3aJHHX KOHEYHOCTEH, MMOHIKAETCS COAEp)KaHNe KpeaTnHa B MEBIIIIAX,
BO3HMKAET KPEATUHYPHSI U HECKOJIBKO CHIDKAETCS 3KCKpELHsl KpeaTHHHHA. MOTYT Takke pa3BHBATHCS
SIBIICHUSI HEIOCTATOYHOCTH BUTAMHHA A BCIICICTBHE OKHCIHUTEIHFHOW NECTPYKIMH IMOCIETHEro H3-3a
OTCYTCTBUSI B pallOHE BUTAMHUHA, 00J1a1al0IIero aHTHOKCUIAaHTHBIMH CBOICTBaMHU.

Bomee uyBcTBHTENBHBI (4We'M KpBICHI) K HEAOCTaTKy BHUTaMHHAa E TpaBOsSOHBIC >XUBOTHBIC
(HanpuMep, KpOJMK, MOpPCKasi CBHHKA), JaXK€ €CIIM WX PalMOH COJACPKUT OTHOCHTEIHHO HEMHOTO
HEHACBHIICHHBIX JIMMUAOB. Y JKHBOTHBIX JTHX BHUIOB OYEHb OBICTPO pa3BUBACTCSA MBIIICYHASL
mctpodus, 1 Yepe3 HECKOIBKO Helelb oHM rnorubarot. [TogoOHas ke kapTUHA HaOMIOAeTCs Y TET,
SITHAT («3a00JIeBaHme OCIJIBIX MBIIII) B YTAT. Y 00€3bsH Pa3BUBAETCS TeéMOJIMTHIECKAs] aHEMUSI.

OnucaH ciy4ail HEJOCTATOYHOCTH TOKOdepoda y B3pOCIOro 4YenoBeka. Y IKEHIMHBI C
XPOHUYECKUM KCAHTOMATO3HBIM JKCIYHBIM IIMPPO30M M HApYIICHHEM BCACBIBAHUS JIMIHUIOB B
KUIIEYHHKE COJCpIKaHNUEe TOKO-(eposia B CHIBOPOTKE KPOBH OBLIO CHM)KEHO; Y Hee HaOII0anach Mbl-
mieyHast CJa0oOCTh, KPEATHHYPHs M HEOOBIYHO CHIBHBIH TEMOJIU3 JPUTPOIUTOB B MPUCYTCTBUH
JIUATYpOBOM KUCIOTBI. JTH NPU3HAKKM HEAOCTATOYHOCTH BHTalmuHa E mcuesnu mocie BBeIeHUS 'a-
To'ko(epona. [ToBBIIIEHHYIO YYBCTBUTEIBHOCTh SPUTPOIMTOB K THATYPOBOH KUCIOTE, CHIKAFOITYIOCS
MocJie BBEJCHUS TOKO(epoIta, HAOII0JAH Y TPEKACBPEMEHHO POIUBIINXCS MIIAJICHIIEB U Y MJIaJICHIICB
co crearoppeeit. Coo0manochk 0 mpu3HaAKaX HEJOCTaTKa BUTaMUHA E mpu a- ¥ p-JHUMO-IPOTCHACMUSIX.
[pu p-TUITONPOTEUIEMHUH OTMEUEHBI 3HAYUTEIbHbIC H3MEHEHHUS B INIA3MAaTHYECKUX MeMOpaHaXx KIETOK
CIM3HUCTON KHIIeyHHKA. [I0CKONBKY MOCiie BBEACHUS BUTAMUHA YIBTPACTPYKTYpa KICTKA CTAHOBHIIACH
HOPMaJIbHOM, OBUIO BBICKA3aHO TPEIIOJIOKEHHE O TOM, YTO BHUTaMHH WIPacT BaXKHYIO pOJb B
MeTabomu3Me MeMOpaH.

MeTtabonm3m

BonbmmHCTBO  MpOSBICHMIT HETOCTATOYHOCTH TOKO(epona 3aBHCHUT, IMO-BHANMOMY, OT
MPEKPAIICHUST OCYIISCTBIIEMOr0 BHTAMHHOM HHTH-OUPYIOIIETO JCHCTBHS HAa ayTOOKHCIICHUE
HEHACBIMIECHHBIX JKAPHBIX KHCIOT. MeETHIeHOBBIH cuHMiA, THomupeHwriaMuH W N.N-mudeHmt-"-
(deHuneHIMaMuH (DPPD)—sermectra, y4acTBYIOIINE B 00paTUMBIX OKHUCJIHUTEIBHO-
BOCCTAHOBHTEINIFHBIX PEAKIHMIX (CTPYKTYpHO HE CXOIHBIC C TOKO(EPOIIOM), MPEIOTBPALIAIOT MHOTHE
MIPOSIBIICHUS] HEJIOCTATOYHOCTH BUTaMHHA E y sKCHeprMEHTabHBIX UBOTHBIX. BBIIO 1M0.Ka3aHO, 4TO
DPPD crnocoben 3ameHATr BUTaMHH E y Tpex mNOKoNeHWHA KpbIC. Boibmioe 9mciao pasmuaHBIX



COCIMHEHUH, CTPYKTYphl KOTOPHIX MIMEIT HEKOTOpoe CXOACTBO € TOKO(eposioM (KyMapHHBI,
XpOMaHBI, (PEHOJIBI, XMHOHKI U JIp.), TIPOSIBISIOT (HEKOTOPYIO) aKTUBHOCTh BUTaMuHa E; pa3nudnbie sxe
(dhopmbl youxuHoHa (pasa. 12.4), Hanmpumep rexcarua-po-CoQ4, mo kpaifHelt Mepe He MeHee a.KTHUBHBI,
yeMm a-Tokogepos. HemsBecTHO, KOppEIHPYeT JIM OTHOCUTEIbHAss OMOJOTHYECKas aKTUBHOCTh ITHX
COIMHEHUH C MX aHTHOKCUIAHTHOM aKTUBHOCTBIO.

Ileuenr Gorara He TOJBLKO BHTAMHHOM A, HO COACPKUT TAKKEC 3HAYUTCIBHOC KOJIHMYCCTBO JU-a-

TOKO(EPOXUHOHA
CH, CH,
H,C O ! O CH,
R R
O O
CH, CH,

TxaHM KUBOTHBIX C HEJIOCTATOYHOCTHIO BUTaMHHA E, 0COOCHHO ceplievHast ¥ CKEJIeTHAS MBIIIIIEI,
Oosee OBICTPO TMOTPEOISAIOT KUCIOPO, YeM TKAaHH HOPMAJIbHBIX )KUBOTHBIX. a-T0Ko(epos Hellerko
MOJIBEPraeTcsi 00paTHMOMY OKUCIICHHIO. [Ipy XUMIYECKOM OKHCIICHUU 00pa3yroTcs a-
TOKO(DEPOIXUHOH U a-TOKO(DEPOIIOKCH/T; IIEPBBIN MOXKET OBITH BOCCTAHOBIICH B a-TOKO(EpoT;
HEHM3BECTHO, OJTHAKO, MPOUCXOIATIIN MMO00HBIC TIPEBPALICHUS B OHOIOTMIECKUX CUCTEMaX
TPAHCIOPTA IIEKTPOHOB. Y BEIMICHHOE OTPEOICHHE KUCIOPOIa MBIIIAMH )KUBOTHBIX TIPH
HEIOCTATOYHOCTH BUTaMUHA E CBsI3aHO, MO-BUANMOMY, C MIEPO-KCHTHBIM OKUCIICHIEM
HCHACBIMICHHBIX JXUPHBIX KUCIIOT. B APYrux TKaHAX, HAPUMEP B TICUCHH, 3TO IPUBOIUT K
HAPYIICHUIO CTPYKTYPHI MHTO-"XOHJIPHUI W CHIDKCHHUIO JAbIXaHus. IMEIOTCS TaHHEBIC O TOM, YTO MEpo-
KCHIHOC OKHCIICHUC HEHACHIIIICHHBIX )KUPHBIX KUCIOT B HAOILIA3MATH-YECKOM PETUKYIYME
MBIIICYHBIX KJICTOK MPUBOJNUT K OCBOOOKICHUIO 'MH30COMABHBIX TUAPOIIA3, B PE3yJIbTaTe
pa3BuBaeTCs MbIIeyHas qucTpodus. Bee mposiBieHNs HETOCTATOYHOCTH BUTaMUHA E mpencTaBisoT
c000I4, MMO-BUIMMOMY, BTOPUYHBIC SBJICHUS, 00YCIOBICHHBIC OTCYTCTBUEM TOPMOKCHUS
MEPOKCHTHOTO OKHCJICHUS ITOJTMHEHACHIIIICHHBIX )KUPHBIX KHUCIIOT.

B opranusmMe 4enoBeka MPOUCXOAUT OKUCIICHHE KaK XPOMAHOBOTO KOJIBLIA, TAK M OOKOBO e a-
TOKO(epoIIa; H300paKCHHbBIH HUMKE MTPOLYKT SKCKPETHPYETCS C HKEITUbI0; IPEIBAPUTEIILHO OH
KOHBIOTHPY-ETCs (10 00erM THAPOKCHIILHBIM IPyIaM) ¢ AByMs MoJiekysial MU rimrokypoHOBO#
KHCJIOThI, 00pa3yst AUTIIOKO3UTypPOHAT.

CH,4
CH,
HO CH,—CH,—C T
C—CH,
CH, 2
IMoTpedHOCTH

CooOmieHnst 0 HATMYUH MPU3HAKOB HETOCTATOYHOCTH TOKO(Epoa B clydasX, KOraa HapylIaeTcs
BCACBIBaHHE JIUMHIOB, SBISIIOTCS CIUHCTBCHHBIMH TAHHBIMH O TOM, YTO BUTamMuH E HeoOXomum st
YeJoBeKa. YUUThIBas YHHBEPCAIbHYIO MOTPEOHOCTh APYTrHX BHIOB JKUBOTHBIX B 3TOM BHTaMHHE,
MOJXKHO TIOJIaraTh, YTO TOKO(EPOJIbI SBISAIOTCS HEOOXOAUMBIMU KOMIIOHCHTAMH JHETHI YEIOBEKA; MX
LIMPOKOE paclpoCTpaHeHne B OOJBLIMHCTBE CIydacB OOECIEUMBACT MPEAOTBPAILICHUE POSBICHHUN
HeocTaTouHOCTH. [ToTpeOHOCTE B TOKO(dEpode CBs3aHa, IMO-BHIUMOMY, C COACPKAaHHEM B JHETE
MOJMHEHACHIICHHBIX KUPHBIX KUCIOT. Hanbonee 6GoraTbiMu MPUPOAHBIME HCTOYHHUKAMHU TOKOdepoIa
SIBIISTIOTCST PACTUTEIBHBIC Macia, HAlPUMEP MAclio 3apOJBIINICH MIICHUYHBIX 3€PEH, PHUCOBOE MAcIIo,
MaJIo CeMsIH XJIOMTYATHUKA, a TAK)Ke JIM-TIAAbI 3eJICHBIX JINCThEB. PHIOUI ®KHUpP HE CONEPIKUT TOKOpepoa.

51.4. Buramun K
Y Kyp, HaxXomAMUXCS Ha CHHTETHYECKOM pAIOHE, Pa3BHBAETCS TeMOPPArndeckoe COCTOSHHE,
XapakTepHu3yIolieecss 3aMeICHHBIM CBEpTHIBAHHEM KpoBH. BemiecTBo, Haxomsmieecss B Pa3TUIHBIX
MMUIIEBBIX TMPOIYKTaX, oOlajaromiee MPEeBEHTUBHBIM ACHCTBHEM, OBUIO Ha3BaHO BHUTaMUHOM K; oHO
OBLIIO BBIZICNICHO M3 KOHIICHTPATOB JIIOIEPHBI UPBHIOOKOCTHOW MYKH B 1939 1. [IpemapaT u3 nronepHsI
ToJTydn1 HasBauue sumamun K1, a u3 peibokoctHoit mykn— K.2.
W3BecTeH psaja aHaioroB BuTaMuHa K2; oHM OTJIMYIAIOTCS TONBKO JUIMHOW OOKOBOM IETIH; Y
COCIMHEHMSI, BBIZICIICHHOT'O U3 PHIOOKOCTHOW MYKH, OOKOBAas Meb COACPKUT 30 yriIepoTHBIX aTOMOB.
AxTuBHOCTBIO BUTamMHHA K 00651a1a10T MHOTHE GJIM3KHE TI0 CTPYKTYPE COSMHEHHI. MOXHO OTMETHUTB,
HanpuMmep, 4to 2-1metmi-1,4-madToxuHoH (MEHAMOH) UMEET TaKYIO e aKTHBHOCTH (B pacdere Ha
MOJIb), Kak 1 BUTamMuH K 1
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BoccranoBneHHnas ¢opma MeHaauoOHa, 2-MeTWi-1,4-HaQTOrUAPOXHU-HOH, MMOYTH TaK K€ AKTHUBHA,
KaK UCXOJHOE coerHEeHWe (IIPH TECTUPOBAHWU HA KypaxX). A30THUCTBIH aHaior, 4-UMHHO-2-METHI-1-
HapTOXU-HOH, B 3—4 pa3za 3¢ddekruBHee ButamuHa Ki u sBisercs HambOoliee MOIIHBIM H3BECTHBIM
COCZIMHEHUEM 3TOU TPYIIIIbI.

51.4.1. HegocTaTOYHOCTDH

Ipu wuckmouennn ButalmMuna K wu3 panmoHa y 51abopaTOpHBIX IKUBOTHBIX-TPBI3YHOB €r0
HEJIOCTATOYHOCTh HE HAOMI0OJaeTcs; 3TO OOYCIOBICHO 0Opa30BaHHMEM BHTAMHHA KHIICYHBIMHU
OakTepusMH, a HE OTCYTCTBHEM IIOTPEOHOCTH B HeM. ECIM pOCT KHIIEYHOH (IIOpHI TOJIaBIeH
Cynb(OHAMHIAMH, C€CIIH XKUBOTHBIC COJCPKATCS B CTEPIIBHBIX YCIOBHSAX WM €CIH TPCATPUHSITHI
MepBbI, MPEAYNPEeKAAONUe KO'TIPOQaruio, TO y STUX JKUBOTHBIX OBICTPO MOSIBISIOTCS MPU3HAKA
HemocTaToyHOCTH BuTamuHa K. Y denmoBeka mpu creatoppee, 00yCIOBICHHON 3aKYMOPKOW KETIHBIX
MyTeH, CIpy, MOPaKEHHEM IODKENTYI0YHON JKeIe3bl WK IPYTUMHU MPUYUHAMHE, KOTOPBIC 3aTPYIHSIOT
BCACBIBAHHEC JIUMHIOB, BO3HUKACT HEIOCTATOYHOCTh BUTaMuHAa K. OTHOCHTENBHO HEOOBIINE
MOBPEXKICHUS, KOTOpPbIE OOBIYHO HE SBISIOTCS ONACHBIMH, y JKHBOTHBIX C HEIOCTATOYHOCTBHIO
BuTamMuHa K COMpPOBOXIAIOTCS CHIBHBIMH KPOBOTCUYCHHUSIMH, KOTOPBIC MOTYT MPUBECTU K .IIOKY H
rudesn. [TockobKy HeZOCTaTOYHOCTh BUTAMHHA MOJKET OBITh CJIEICTBHEM 3aKYIIOPKH JKEIUHbBIX ITyTeH,
0OBIYHO TIepe/T OTIEPALIUCH C IIETBI0 YIAICHU KaMHEH MapeHTepaibHO BBOIAT BUTaMUH K.

[Ipu3Haku HEZOCTaTOYHOCTH BUTaMuHAa K MOTyT HaOMIOMATECS Yy HOBOPOXKICHHBIX JETCH. ITO
MIPOSIBIIACTCS B BHJIE TEMOPparndecKoil 00JIe3HN HOBOPOXKAEHHBIX, KOTOPAs IJUTCS TOJNBKO JI0 TeX II0p,
MOKa B KHIICYHHKE CIle HEeT OakTepHuanbHoi (uopsl. Beenenue putamuna K OepeMeHHBIM KEHIIMHAM
mepen  poJaMH CHIKAIT YHCIO CIydaeB paccMaTpuBaeMoil Oonie3HH. JIpyrux mposiBICHUH
He0oCTaTOYHOCTH BuTamuHa K y denoBeka (kpoMe HapyIICHUs CBEPTHIBAHUS KPOBH) HE 0TMe4eHO. [1o-
BHANMOMY, He TpeOyeTcsl BBeICHH B PallMoH BUTaMUHA K, ecim He HapymIeHO BcachIBaHUE JIMITHIOB
u3 kumieyHuka. OOmiee KOIMYecTBO HEOOXOAWMOTO BHTAMHHA, MMOCTYMAIOMICTO ¢ MHIICH W 3a CUeT
KHIIEYHOH (IIOPBI, HEU3BECTHO.

51.4.2. MeTaboau4yeckasi poJib

beuto ycraHoBIEeHO, 4TO (YHKIIMOHAILHOW OCHOBOHW BIMsAHWS BUTamMuHA K Ha cWHTE3 B 'medeHH
YeThIpeX 3WMOTEHOB CHCTEMBI CBEPTBIBAHUS KpPOBH SABISETCS OOpa3oBaHWE OCTaTKOB Y-
KapOOKCHUTITyTAMHHOBOM KHCJIOTHI, HEOOXOAMMBIX i cBs3biBanusa Ca’+ (. 30). Takue ocraTku
HaxoJiaTcsl Takke B HeOosbmioM Oenlke W3 KOCTHOW TkaHu (Ti. 39). VYuurtbBas MIUpOKOe
pacnpocTpaHeHHe BUTAMHHA CpEIM PACTCHHH, >KMBOTHBIX W Oaktepuit u ponb Ca” BO MHOTHX
mporeccax, MOXKHO ITojlaraTb, 9TO TIPOIECC ”-KapOOKCHIMPOBAHMSA OCYIIECTBISIETCS Y MHOTHX
OpPTaHNU3MOB.

B ombiTax ¢ MUTOXOHIPUAMHU KJIETOK Kyp (JInOO ¢ HemocTaTkoM BuUTaMuHa K, MO0 momydaBIImx
JIUKyMapuH, pasn. 29.3.2); HaOmonamu pa3oOiieHne okucieHus u gochopmmupoBanus. JukymapuH
BEI3BIBACT Pa300IICHUC B IICMU TPAHCIIOPTa ICKTPOHOB Kak Ha ydacTke oT NADH mo murtoxpoma c,
Tak ¥ Ha yJacTKe OT (eppouuToXpoMa c 10 Kuciopona. B meuenn mmeetcs (raBonpoTens, KOTOPHIH
KaTaJu3upyeT BOCCTaHOBIIEHNE MEeHauoHa o aerictBueM NADH.

[oce BBenenust ‘C-MeHamuona B medeHn Obul oGHapyxeH Butamua K1 (20). ITo-BHammomy,
MPOUCXOIUT yHalicHne OOKOBOHM menu BuTamuHa K2 w K Koublly mpucoemunsercs 20-yriepomHas
OokoBas 1enb BuTamuHa K1 DTy peakiuio, BEpOsATHO, KaTAIM3HPYeT TOT ke (PepMEeHT, KOTOPHIit
OCYLIECTBIISIET IPUCOEIMHEHNE OOKOBOHM LleMM K KOJBLEBOM CTpyKType yOouxumHoHa (pasam. 23.2.11).
Koneunast cynp6a Butammua K HewsBecTHa, HEKOTOPOE KOJIMYECTBO MEHAJMOHA HKCTPE-TUPYETCS B
BHJEC CMCCH MOHOCYIb(haTa U JUNTIOKO3HIYPOHHIA BOCCTAHOBICHHOW (GopMBbI, 2-meTui-1,4-
HaQTOTHAPOXUHOHA.

51.5. BuTaMHHBI: HEKOTOPbIE 3aKJIIYATEIbHbIE 3aMeYaHUSA

He mnpencraBnsieTcst BEpOSITHBIM, YTO ,C IIOMOINBIO KJIACCHYECKHX METOAOB, KOTOpBIE ObLIN
UCIIONIb30BaHbI IIPH OOHApYXXEHUH HE3aMEHHMBIX (DaKTOPOB ITUTaHMs, OyJeT OOHapyKeH KaKkoH-I10o
HOBBIH (pakrop. CoxpaHseTcs, OIHAKO, BO3MOXXHOCTb, YTO JIOAM M JKUBOTHBICHYXJAIOTCS B
ONpEJEICHHBIX €LIe HEU3BECTHBIX COEIMHEHUSX, KOTOpbIE JMOO MOCTABIAIOTCS KHUIIEYHBIMU
OakTepusMH, 100, BO3MOXKHO, MEPEHOCATCS OT MaTepH K IUIOLY B KOJIWYECTBE, HOCTATOUYHOM JUIS



MOJ/IepKaHusl aJeKBaTHOTO POCTa M 3[0POBbS B TEUYCHHE OJHOIO WIIM 0O0Jiee «IOKOJECHHH. DTh
MPE/IOIOKEHUS] MOKHO TPOWLIFOCTPHPOBATh HAa MpHMEpax OTKPbITHS BuTamuHa K, OWOTHHA,
(donmeBoil kUCHOTHI M KobOand-aMyuHa. HezHauwTenbHBIE MOTPEOHOCTH B KoOamamMuHe W OMOTHHE Ha-
MMOMUHAIOT O TOM, YTO TIPH HCIIOJIB30BAHUU PAIIMOHOB, COCTOSIINX U3. IPUPOTHBIX MPOIYKTOB, CICIYCT
YUYUTBIBATH BEPOSITHOCTh TIPUCYTCTBUSI B HHUX €Ill¢ HEM3BECTHBIX (DaKTOPOB.

IIpu paccMOTPEHHUU UMEIOIUAXCS JAHHBIX 0 META0OJUUECKOM POJIH Pa3IIYHBIX MTUIIEBBIX (aKTOPOB
W T1aTO.TeHe3e CHHAPOMOB, BO3HHKAIOIINX TP HEIOCTATOYHOCTH COOTBETCTBYIOIINX (haKTOPOB, BUIHO,
YTO. MPAKTUYCCKA HHU B OJHOM CJIydac HaOIIOIaeMbIi CHHIPOM HEIOCTATOYHOCTH HEIb3s MONHOCTHIO
0OBSCHUTH Ha OCHOBE CBEICHHI O XapaKkTepe HapylleHui Metabonu3ma. Tak, HalpHUMep, OCHOBBIBAsSICh
Ha JAHHBIX O (PYHKIMH NUPUAMHHYKICOTHIOB, HENB3s OOBICHUTH «Tpu [l», HaOmOmaeMbie MpU
nesuiarpe (Iuappesi, AepMaThT, qeMeHnus). [Ipy. nuHre mopaKeHue MEe3eHXUMAaJbHBIX TKaHei MOXKeT
OBITh CBS3aHO HE TOJIGKO C HapyIICHHEM OOpa30oBaHMs KOJUIATCHA W3-3a HEIOCTaTKa acKOPOWHOBOM
KHCIIOTBI;  TIONMHEBPUT Tpu  Oepu-Oepu  HENb3s  OOBSICHUTh. HAa  OCHOBE  CHIDKEHUS
MUPYBATACTHIPOTCHA3HOW aKTHBHOCTU. KOXXHBIC-TIPOSBIICHUS MPHU HEIOCTAaTKE 'MHOTHX BHTAMHHOB
OTPaXKalOT, IO-BHIMMOMY, HAPYILIEHUS OIPEICICHHBIX BHUIOB METAa0OIMYECKUX aKTHBHOCTEH, B
OCYILICCTBICHUU KOTOPBIX OHH YYaCTBYIOT, OJJHAKO MPUYMHHBIC-B3aMMOOTHOIICHUS €IIe HE BBISICHCHBI.
K umciy Hanbosiee MONHO 0XapaKTepU30BaHHBIX IPUMEPOB B3aMMOCBS3U MEXy U3BECTHOM (QyHKIUeH
BUTAMHHA M XapaKTEPOM HAPYIICHHH, BOSHUKAIONINX MPH €0 HEIOCTATKE, CICIYeT OTHECTH yJacThe
BUTaMHHA A B 3pHUTENILHOM Ipoliecce W posib BUTamuHa K B 00pa3oBaHWMHM 3MMOT€HOB (DEpPMEHTOB
CHUCTEMBI: CBEPTHIBAHUS KPOBH.

Jlanee, HeT OCHOBaHWI OBITh yYBEPEHHBHIMH B TOM, YTO BCE BO3MOXKHBIC IMPOSBICHUS HEIOCTATKa
W3BECTHBI JUI1 KaXIOr0 W3 BUTaMUHOB. HemocTaTOK JaHHOTO BHTaMHHA, BBI3BIBas TIIyOOKOE
HapylieHne (GYHKIUHK OJHOTO OpraHa WM OJHOTO THUIIA .KJIETOK, MOKET MPUBECTH KHUBOTHOE K THOEIH,
MPEXKIC YeM OKAXKETCS BO3MOXKHBIM BBISCHUTH BIIMSHHE HEJOCTATKA HA JPYTHE OPTaHBI WM THUIIBI
KJIETOK. B TO ke BpeMsi JaHHbBII BUTAMHH MOXET ObITh OJMHAKOBO HEOOXOJUMBIM Uit (DYHKIMH BCEX
kieTok. Tak, HampuMmep, KPOJIHKH ¢ HETOCTaTOYHOCTHI0 BUTaMHHA E OBICTPO MOTHOAIOT, TIPU 3TOM Y
HHUX OOHAPYKHBAIOT TOJIBKO MBILIICYHYIO JUCTPO(HUIO U MATOJOTHIO CKEJIETHBIX U CepeYHO# M. B
TO K€ BPEMs y KpPBIC TIPU XPOHUYECKON HEIOCTATOYHOCTH BUTaMUHA E HAOIIOMAIOTCS MOpaXXCHUSA U
psiga apyrux opraHoB. HemocTaTodHOCTh HHAIMHA Y co0ak, HAXOJSIIMXCS .HA KYKYPY3HOM paluoHe,
MPUBOJUT K «UCPHOMY SI3BIKY». TsDKECTh 3TOTO 3a00JICBaHUS MOMKET OBITHCHIDKCHA, €CIIA BBOAUTH
KHBOTHBIM (DU3UOJIOTHUECKHI PAcTBOD; MPU

-STOM pa3BHBACTCSI HOBBII MATOJIOTMYCCKUIA CHHAPOM.

JKuBoTHOE MOrHOAET BCIEACTBHE BBIKIIOUEHHS XH3HEHHO BAKHOTO MPOLECCA, KOTOPBIH MEPBhIM
HapyIIAeTCs MPU HEAOCTATKEe BUTaMUHA. .J[JIs TOrO 4TOOBI OOHAPYKUTH IPYTUE MPOIECCH (peaKium),
KOTOpBIE 3aBHCAT OT PAacCMaTPUBAEMOTrO BHTaMHHA, HEOOXOIUMO MpPEXIe BCEro HAWTH Takhe MyTH
BO3CHUCTBUSI, KOTOPBIC MO3BOJIAT MPOJTUTH KHU3Hb KUBOTHOTO, KOMIICHCUPYS THOCIBHBIC IEPBHYHBIC
a¢dekTsl HemocTaTouHOCTH. [IpeKkpacHOi WITIOCTpanuel ycrexa Takoro MoJaXoja SIBISETCS MOJHas
KapTHHA BIHMSHUS HEOCTATOYHOCTH PETUHONA HA CETYATKY Y KPBIC C HEJIOCTATOYHOCTHIO BUTAMUHA A,
MOJTyYarOIMX PETH-

*HOCBYIO KUCIIOTY.

51.6. Henmos1HOLIEHHOE TUTAHHE

XOTsT JTOCTUTHYTHl 3HAUYMTENbHBIE YCIEXHM B M3YyYEHUH BOMPOCOB IMHUTAHUS U HMMEIOIIAsCS
nH(pOpMAINUS TO3BOJSIET TMPABUIBHO IIAHUPOBATH €0, HETOJHOIIEHHOE MHTAaHHWE BEChbMa HIUPOKO
pacmpocTpaHeHO Ha 3eMHOM Mape. He BHonHe NpaBWIBHO MpPENCTaBICHUE, COTJIACHO KOTOPOMY
MIPUYXHBI HETIOJIHOTICHHOTO MTUTAHUS SBIISTIOTCS YUCTO IKOHOMUYECKUMH; BO MHOTHX CITydasX CTOJIb ¥Ke
BaXHOC 3HAYCHHC HMMEET HE-OCBEICMIICHHOCTh Ioield. Beckma dwacto BcTpeuaroTcs Oepu-Oepu,
KBAIIHOPKOP M KCEPOPTAUTLMUST; MEHEE YaCTO HAOIIOIAIOTCS TSDKETIBIN paxuT, TeJiarpa u uHTa.

[Ipu oOciieOBaHNM COCTOSIHUS IMUTAHUS JIFOJCH B YKOHOMHYECCKH CIa0OPa3BUTHIX palioHAX YacTo

00HapYXUBAIOT KpaitHe HU3KOe TIOTpeOIeHNe He3aMEHUMBIX TTHUIIEBBIX (DAKTOPOB, KOTOPOE, OAHAKO, HE
BCeria MpUBOAUT K 3a0oneBaHusiM. OOBsICHEHHE 3TOMY JaeT OJHA U3 OCHOBHBIX KOHIICIIIHN .[TUTAHUS
— TMpEACTaBIeHUE O cOANAHCUPOBAHHOU Oueme. VI3BECTHO, UTO B TIUTAHWU JIIOJIEH W TIPU KOPMIICHUH
9KCIICPUMCHTAILHBIX JKUBOTHBIX COQJIAHCHPOBAHHAS MHUIICBAs CMECh (IaXKe €CIU oOujee KOIUYeCcmeo
ee orpaHuueHo) OoJiee TPEANOYTHTENIhHA, YEM pAIMOH, KOTOPHIA aJeKBaTeH II0 COJCPIKAHHIO
OOJIBIIIMHCTBA KOMIIOHEHTOB, OJHAKO XapaKTCPU3yeTCs 3HAYUTEIBHBIM HEIOCTATKOM TOJBKO 00HO20
MUTATeILHOTO BemecTBa. [IpW HEAOCTATOYHOM THTAaHWUM HAOMIOMAIOTCS 3aJep)KKa pocTa, aHeMus,
THIIOTIPOTEUHEMUS], B TO BPEeMs KaK IpH HecOATaHCHPOBAHHOM MHUTAaHUM BO3HHUKAIOT Ieiuiarpa, Oepu-
Oepu, IMHTA ¥ T. J. VI3BECTHO TaKke, YTO KPBICHI, HAXOJAIIAECS Ha PalliOHe, B KOTOPOM TOJHOCTHIO
OTCYTCTBYIOT BUTAMUHBI KOMILICKCca B, crtocOOHBI BEDKUBATh B TCUYCHUE HEOXKUIAHHO JUTUTEIBHOTO TIe-
pHOJia BPEMEHH, B TO BPEeMsI KaK B YCJIIOBUSAX HEJOCTaTKa OJHOTO THA-MHHA OHH MOTHOAIOT B TEUCHUE
HECKOILKUX HEOETb.
Baxnoe 3HaueHune HMMeEET TaK)Ke MeTa0oNMYecKas ajantanus. Y JIoJAeH, HaXOOAIIMXCs Ha
MaJI00eJIKOBOM JMeTe, CO BPEMEHEM YCTAaHABIMBACTCS a30TUCTOC PABHOBECHE, BEPOSATHO, Onaromaps
CHIDKEHHIO aKTHBHOCTH (DEPMEHTOB, AETPAIUPYIOIMINX AaMHHOKHCIOTH, M YCHICHHIONIPOIECCOB
HCIIOJIb30BaHUS pe3epBa JUMUI0B. XOTS MO3T B3pOCIOro-4esIOBEKa UCIIOJIb3YET B KAUECTBE UCTOYHHUKA
SHEPTHH TJABHBEIM O0pa3oM TJIOKO3Y, TNPH TPOJODKUTEIHHOM TOJOJAaHWHA B KAa4eCTBE TaKOTO
HCTOYHUKA BBICTYMAET P-OKCUMACIISIHAS KUCIIOTA.

KonndgecTBeHHBIH ¥ Jake KadeCTBEHHBIH COCTaB COAJAaHCHUPOBAHHOW TMHIIEBOW CMECH,
00CCIICYNBAOIIUI ONTUMAIBHOE COCTOSHHE 3J0POBBS, MOXCET CHJIBHO OTIHUYATHCS y PA3TUYHBIX



WHIVUBHAYYMOB W3-3a HACJICACTBEHHBIX OcCOOeHHocTe. Hampumep, mnersiM, CTpajarommMm ra-
JIAKTO3EMHEH, HE CIIeyeT AaBaTh IMPOAYKTHI, COAEPKALINE JIAKTO3Y; JIHLA ¢ (EHUIKETOHYPHEH JJOIKHBI
MPUHAMATh MUHUMYM (eHMIIaNa-HUHA; THa0CTHKY JOJDKHBI TIIATEIbHO OaTaHCHPOBATh B IUETE COACP-
»KaHHUe YIJIeBOJIOB M JIMIHIO0B. BeckMa BEeposITHO, UTO STOT NepedeHb OyIeT B OyayIieM pacuiupeH.

IIpy TpOROIKUTENHPHOM JIEYEHHM JICKAPCTBEHHBIMH IIpEMapaTaMd MOTYT HHIYIHUPOBATHCA
COCTOSTHHSI HEJJOCTaTOYHOCTH OIPEJNENICHHBIX KO,MIOHEHTOB IMHTAaHUS BCIEJICTBUE JIMOO HapyIICHHS
YTWIN3aOUHM TOCIEAHUX, JIM0O HapylIeHWs HOpPMaJbHOTO Merabosmsma medeHu. Hanpumep, mpu
JeyeHnH TyOepKyie3a H30HMA3HAOM (THApa3HA  HM30HMKO-THHOBOW  KHCJIOTHI)  IOBBINIAETCS
MoTpeOHOCT, B  THpUAoKcHHEe-(paszm. 50.5.3). B psme cooOmieHnit yka3piBaeTcss Ha BOSHUKHOBEHHUE
COCTOSTHHS HEJIOCTATOYHOCTH (DOJIMEBON KUCIIOTHI ITOCTIE JICYEHHsT HEKOTOPBIMH ITPOTHBOCYAOPOKHBIMU
IpenapaTamH.

YcoBepIIeHCTBOBaHHBIE METOJIbI J1a0OpPAaTOPHOW AWArHOCTUKH ITO3BOJITIOT OOHApYKHTh paHHHE
COCTOSTHHSI HEJOCTaTOYHOCTH MHOTMX HE3aMEHHMbIX KOMIIOHEHTOB muuM. Mcmonp3oBaHue 3THX
METOJIOB, OCOOCHHO IIPH MAacCOBBIX OOCIIEJOBAHUSIX, MOMOIJIO YIIyYIIUTh COCTOSHUE IHMTAaHUS B
OonmpIe YacTH CTpaH 3amajza W OJHOBPEMEHHO BBIIBHIO OIPOMHBIC INPOOJIEMBI, CBA3aHHBIE C
HEJOCTaTOYHBIM MUTAHUEM JIIOAEH,. *KUBYIIUX B SKBAaTOPHAIbHON 30He. TepMUH «HENONHOLIEHHOE
IIUTaHKWE» HE BCErJa aJCeKBaTeH IPH paccMoTpeHMH npoOiem nwuTanus Hacenenus CIIA; B
KJIaCCMYECKOM CMBICIIE HUMEETCS B BHIY HEJOCTaTOK OJHOTO WM Oojiee KOMIIOHEHTOB paluoHa.
OpHaKo 3HAYUTENBHOE YHUCIO JIIOACH CTPafaloT OT TYYHOCTH WU3-3a HEpayuoHanbHO20 NUMAHUSA.
YcraHoBieHo, 4TO .110 KpaiiHel Mepe 15% nacenennst CIIIA umeer n30bITOYHBIN Bec (110 CPaBHEHUIO C
MPUHATHIM CTaHAAPTOM) M YTO HE MEHEE 4eM y 6 MIIH. 4eJIOBEK M30BITOK Beca HOCHT MAaTOJIOTHYECKUN
xapakrtep '(T. e. Bec Oosbie yeM Ha 20% INpeBbINIAET MPUHATHIA CTaHAAPT, YYUTBHIBAIOIIMKA POCT U
cTpoeHne ckeinera). Ecnm rumepxoiecTepHHEMHs [EHCTBUTEIPHO HMEET BAXKHOE 3HAUYCHUS B
IaToreHe3e aTepoCKIIepo3a, TO HepalMOHAIFHOE MUTaHWe PHOOPETaeT BEAYLIYIO POJIb CPEI IPHYNH
cmeptaoctH B CIITA m EBpome. He cnemyeT, koHEeYHO, 3a0bIBaTh M O «KIACCHYECKOM» HEIOCTATKE
MIUTaHKs, OTHAKO UCTHHHBIE MacIITaObl HEAOCTATKa MUTaHUS (B IIMPOKOM CMBICIIE) HEU3BECTHEI.
ITpoBeneHO CpaBHHUTEIBPHO HEMHOTO HCCIEIOBAHUI C IETBbI0 HAXO0XKIACHUS YCIOBHH «ONTHMAIBHOTO
MUTaHUs», OJHAKO HE YCTAHOBJIEHBI Ja)k€ KPUTEPUM ONTUMAIbHOTO NMUTaHMA. B skcmepumeHTax Ha
KHMBOTHBIX B Ka4e€CTBE KPUTEPHs OOBITHO HCIIOIB3YIOT YBEIMUECHHE Beca MOJOIBIX KpbIc. OHAKO HET
JAHHBIX O TOM, YTO JWeTa, O00eCHEeYMBAIOIIAs MaKCHMalbHBIA MPUPOCT Beca B MEPHOA JIETCTBA H
IOHOCTH, ONITHMallbHA U JJISI BO3POCIIOTO YeJloBeKa (T. €. 0OecrednBaeT MpOoJODKUTENBHYIO KU3HD C
XOpOIIMM COCTOSIHHEM 3JI0pOBBs). VIMEIOTCSl SKCIepHMEHTalbHBIE JTaHHBIC, CBHIETEILCTBYIOIINE O
TOM, YTO NIPH TIOTPEOIICHUH JUETHI, 00CCIICUNBAIOIIEH JIMIIb MHHUMAIBHBIC TOTPEOHOCTH B
*HEOOXOANMBIX IIUTATENIBHBIX BELIECTBAX, MIPOIOJLKUTEIBHOCTD KU3HH yBennuuBaercs. Ecium atu
CBEJICHUS OKa)KyTCs CIIPABEATIMBBIMH, TO IPHIAETCS IEPECMOTPETh PEKOMEHAINH, IPUBEICHHBIE B

Tabi1. 49.2.



Marnun

ExenneBHas MOTPEOHOCTH B MarHUM TOYHO HE OIpe/esieHa; CUNTAIOT, OJHAaKO, 4To 103a 200—300
MI/CYT MIPEIOTBPAIIACT MPOSBICHHUS HEAOCTATOYHOCTH (IIPEIIOJIaraeTcsl, YTO BcackiBaeTcs: okosio 30%
Marausi). @aKkTopsl, BIMSIONIME HA BCAChIBAHWE MAarHUs, Takue ke, Kak W s Kameius (Tia. 39), Ho
M3BECTHHI CIIy4aW BPOKIACHHOW HEIOCTATOYHOCTH BCACBIBaHHMS Mg2+ W3 KHUIICYHHKA; 3TO YKa3bIBAacT
Ha HaJMYUE CIICIU(PHISCKOT0 MEeXaHU3Ma BCachIBaHUS 3TOro HoHa. HopManbHas koHIeHTpanus Mg2+
B CBIBOPOTKe coctaBiseT 1,8—2,5 makB./nm; okomo 80% MarHus HOHHM3HPOBAHO W CIIOCOOHO K
muddy3nn; ocrambHas dYacTh cCBs3aHa ¢ OenmkoM. B spurpormrax [Mg2+] HECKOTBKO BBIIIE WU
COCTaBJIACT OKOJIO 3,5 MIKB./J, & B KJIeTKaxX TKaHew [Mg”+] 00br4HO 0KoJio 16 MAKB./11. Bosnbinas 4acTh
Mg2+ oprann3Ma 4elioBeKa HaXOJOHUTCS B ckeneTe. [locTynuBImil myTeM BCachIBAaHHSA WIJIM BBEICHHBII
napeHTeparsHo Mg2+ OBICTPO IKCKpeTHpYETCs ¢ MOYol. OCHOBHOE KOJTHYCCTBO MArHUS BBIACISCTCS C
(exkamusaMu; 3TO MarHwidi, KOTOpPHIM HE aacopOMpoBayics B KulIeyHuke. Ilocime mpueMa MarHwust
YBEIUYMBACTCS €r0 IKCKPEIHs Kak ¢ (peKanusMu, Tak U ¢ MOYOH.

VY ugemoBeka HemocTtaTok Mg2+, 0OyCIOBICHHBIH XapakTepoOM INHTAHUS, KpalHE MallOBEpOSTEH.
OpnHako OOJNBINKE TMOTEPH STOrO JJIEMEHTA MOTYT HPOWCXOIWTH TPH TUappee; MOCIEACTBUS WX
CKa3bIBAIOTCA, €CITH TTALlMeHTaM BBOJIAT JKUAKOCTH, He coaepkamue Mg”-. Korma [Mg2+] B chIBOpOTKE
CHIDKACTCS J0 MPUMEPHO | MAKB./JI, MOXKET BO3HHKATh CHHIPOM, HATIOMHHAIOIINN OCIIyIO TOPSYKY: Y
OOJIEHOTO HACTYHAET MOMYKOMAaTO3HOE COCTOSIHHE, Y HETO HaOJIIOJArOTCs MBIIIEYHAs APOXKb, CIIA3MBI
MBI B OOJACTH 3aIlsCThsi U CTOIBI, TMOBHINICHHE HEPBHO-MBIIICYHOW BO30YIUMOCTH B OTBET Ha
3BYKOBBIC, MEXaHUYECKUE M 3pUTEIbHBIC pa3apaxuTenu. Beenenne Mg2+ BrI3bIBaeT ObICTpOE YiTydIle-
HHUE COCTOSIHHUS TTAlUCHTA.

Mapranen

Henocrarok Mapranma 6bu1 BOCIPON3BE/ICH HA KPbIcaX, Kypax u cBUHbAX. OH NIPUBOANT K HAPYIICHHUIO
(YHKIMY BOCTIPOM3BEICHUS (IereHepaluy CEMEHHUKOB, HAPYILICHNE SCTPAILHOTO [IUKJIA, YMEHBIICHHE
AaKTallMM M paccacblBaHHE TIIIoAa). Y Kyp HEAOCTaTOK MapraHia MmposiBisercss B (opme
ocTeoancTpodyH, KOTOpas HOJy4YHuia Ha3BaHHE neposuc’, 00NIbIIeOepIOBONPEAILTIOCHEBEIE CYCTaBbI
YBEITMYUBAIOTCS, JUCTANBHBIA KOHEIl OOJBIION OeproBOi KOCTH W TMPOKCHMAIbHBIA KOHEI]
MIPEATUTIOCHEBBIX KOCTEH HCKPHUBISIOTCS, CYXOXHJINSI MKPOHOKHBIX MBIMIL COCKAIB3BIBAIOT CO CBOMX
MbIenkoB. Ilocneanee 0OCTOSITENBCTBO MOCITYKHUIO OCHOBAHUEM ISl YacTO YHOTPEOIIEMOro Ha3Ba-
'HUSl «3a00J€BaHME COCKOJIB3HYBIIMX cyxoxmmmin» (slipped tendon disease). Tounas morpeGHOCTH
YeJIoBeKa B Maprasie He ycTaHoBieHa. CollM MapTaHIA IUIOXO BCAChIBAIOTCA M3 KHIIEYHHKaA. [locie
MIApeHTEPAIbHOTO BBEJCHUS MapraHel] KOHIEHTPHPYETCS B TEYeHM M II0YKaX, OCOOCHHO B
MHUTOXOH/IPHAX; 3KCKPETHPYETCsl OH TNalB'HBIM 00pa3oM B TOJICTYIO «KHIIKY W KelTdb, W JIHIIb
HeOoJbIIast 70l ero MosBiseTcs B Mode. IIpreM OoJIbIIMX KOJIMYECTB MapraHiia 3aTpydHSET, I10-
BUIUMOMY, BCAachbIBaHHE JKEJI€3a, BBI3bIBAs AHEMHIO; IOCICIHSS, OMHAKO, JIETKO MPEXyIpEeKAacTcs
IyTEM YBEIMUYCHUS COJCPIKaHMUs B PALIOHE JKee3a.

Menab

Henocrarok wmemu HaOmogamd y MIAJACHICB, IMOJNYyYaBIIUX TOJBKO MOJIOKO; OCHOBHBIM
MIPOSIBIICHUEM HEJIOCTaTKa SBIIETCS MUKPOIITapHas HopMoxpoMHas aHnemus. OHa HaOmromaeTcs Takke
Yy KpBIC C HEJIOCTATKOM MEOH W OOYCJIOBJICHA, MO-BUAMNMOMY, HAPYIICHHEM BCACBHIBAHHS JKelie3a U3
KWIIEYHUKa (aHeMHs OBICTPO TPOXOAWT IIOCHIE TApEHTEPaIbHOTO BBEACHUS JKene3a). Y KpBIC
HAOMIONaeTcss YMCHBIICHHE COJCPKAHHMS B IICYCHU IUTOXPOMA ¢ M IIUTOXPOMOKCHAA3BI; Ke-
JIE30CBSA3BIBAIONIAS CIIOCOOHOCTh IUIAa3MBI YBEIWYHMBACTCS. Y MIIAJCHIEB, IOJNyYaBIIUX MOJIOKO C
Jo0aBKoO jKeJie3a U BUTaMHHA Biz, HaOMoqamm MakpoIUTapHY0 aHEMHIO, KOTOpash MPOXOAMIA TTOCIIe
BBEJICHUS MEIIH.

IIpr pauTenbHOM pE3KO BBIPAYKEHHOM HENOCTATKE MEAW Y KpPbIC M CBHHEH pa3BHBaeTCS
PaXUTONONOOHBIH CHHAPOM M BO3HHKAIOT HEBPOJIOTHYECKHE HAPYIICHHSA. XPOHHYECKUI HETOCTaTOK
MEIH BBI3BIBACT y CAMOK KPBIC aHACTPyC. B OTHOCHTENHFHO paHHEM MEPHOJC HEIOCTATOYHOCTA OHH
MOTYT 3a0epeMeHEeTh, OJJHAKO OEPEeMEHHOCTh 3aBepIaecTcss abOPTOM HIIH POKACHHEM MEPTBOTO IUIOJA.
VY oBen HEJOCTATOK MEAW HPUBOAUT K TSDKEJIOMY 3a0O0JICBaHHUIO, CBS3aHHOMY C JEMHEIMHH3aLUen
armMHHOTO0 Mo3ra (swayback). ApTepuu CBHHEH C HEJOCTATKOM MEIW CTAHOBATCS JIOM'KAMH H3-3a
IpeKparieHuss oOpa3oBaHUs JECMO3WMHA W H30JIECMO3MHA; B peE3yJbTare HE MOXET 00pa3oBaThCs
aJieKBaTHAs TIOMEPEYHO-OIINUTAsI CTPYKTypa diactuHa (paszn. 38.2). 3HauuTeNnbHbIC OTIOKEHHUS MEIU B
TKaHsIX HaOMIO#aoTCs NpH Oone3Hu Buibcona, 00yCIOBICHHON IeNaToJICHTUKYJISIPHON JiereHeparyeii;
mpu 3ToM 3a00JICBaHWM YMEHBIIAETCS  KOJIWYECTBO  IEpPyJOINIa3MHHA—MEIbCBSI3BI-BAIOIIETO
rJ00yJIMHA HOPMaJIbHOM IIJ1a3Mbl KpoBH (pasz. 29.2.3).

KobanbT

Henocratounocts kobanbTa HabOMIOmamd y KPYIMHOTO POTAaTOr0 CKOTa M OBEIl BO MHOTHX paiOHAX
3eMHOT0 mapa. Bce TposBIEHHS 3TOW HEZOCTaTOYHOCTH SBISIOTCSA, MO-BHANMOMY, CIEICTBHEM
HapyIIeHUs CHHTE3a MHUKpOOpTraHM3MaMmu pyOra BuTamMpHa Bi2, KOMIIOHEHTOM KOTOPOTO SIBIISETCS
kobasbT. He mMmeeTcs TaHHBIX O HeoCTaTKe KoOaabhTa (B YMCTOM BHJIE) Y HEXKBAUHBIX )KMBOTHBIX (BCE
OHH HYXXJAIOTCS B (MIOCTYIUICHUU BUTaMHUHA Bis ¢ mutieir).

unk



VYV kpbIc Ipu HEIoCTaTKe ITMHKA HAOMIOMAIOTCS 3aIepKKa POCTa, OOJLICEHNE, TOBPEKIACHHS KOXKH,
IHUIIEBOA U POoroBubl. IIpy KOpMIICHHH CBUHEH apaXMCOBOM MYKOM, IMOJBEprHyTOii 00padoTke, mpu
KOTOPOH yMEHBIIAeTCs JOCTYHHOCTh IWHKA, y HHAX (pa3BUBAETCS CH'HAPO.M, 'HAa3BIBACMBIi
napaxkepamo3om, XapakTepu3yIOLUIMHCs 0TKa30M OT IHIIN U PBOTOH. 3a00sieBaHUE JIETKO M3JICUHBACTCS
pu BKIroueHNH B pa-lumon ZnCOa (0,02%). 3aboneBanne BO3SHHUKAET TOJIBKO B TOM Ciydae, 'eciii B
panroH BBOASAT JOTOJHUTEIBHOE KOJIMYECTBO KAIBIHS; IPH OYCHb BBICOKOM COJCP)KaHHWH KaJbLUs B
panroHe TOSABIIAIOTCS TaKKe
*IIpU3HAKHM HEAOCTATOYHOCTH MapraHia. AHaIn3 MMUIIEBBIX IPOIYKTOB 'Ha COJep)KaHHUE IIMHKA HE JIaeT
aZIeKBATHBIX JAHHBIX U CYXAEHHS 00 WX IIEHHOCTH KaK MCTOYHHKOB 3TOTO AJIeMeHTa. Tak, coeBble
000BI, KyH)XXyT M apaxucoBasi MyKa coJlep)KaT 3HAa4MTeJbHbIE KOJMYECTBA LU.HKA, .KOTOPBIH, IO-
BHIMMO.MY, HE TOCTyIeH s opranm3Ma. Coobmanock 0 HeIOCTaTOYHOCTH IMHKA (COYeTaromencs B
.psizie cilydaeB ¢ HEJAOCTAaTOYHOCTBIO KaJIbLMs M JKejle3a) Y HEKOTOPBIX I'PYNIT HACEJICHUS B PAa3IMUHBIX
paiionax Cpennero Bocroka (Mpan, Erumer m nmpyrue cTpasbl). ITO CBS3BIBaE€T C IMOTpeOIICHUEM
palMoHOB C OYEHb BBICOKHUM COJIEp)KaHMEM 3JIaKOB, OoraThix (GUTHHOBOHW Kucimotod (pazm. 39.1.1),
KOTOpas TpPETSATCTBYeT BCACHIBAHHMIO COJICH IIMHKA W3 KUIICYHHWKA. HemocTaTo4HOCTh ITMHXKA
HaOmogaeTcss B JIEPEBHSAX, I/l XJeO BBINEKaeTcsl Oe3 MCIONB30BaHMS JIPOXOKEH; B ropojax ke, rae
xJ1e0 M3TOTOBIIIOT Ha IPOXOKaX, B HEM 3HAUYNUTEIHHO CHIDKCHO COJepKaHue (GUTHHOBOM 'KHCIOTHI, TaK
Kak B JApOXoKax MMeroTcs ¢eplmeHTsl, runponmsyrone 'ee. HemocraTox auHKa TposiBiIseTcs B
3aMeIJICHUH POCTa M HEJOPa3BUTHH MOJIOBBIX OPTaHOB B IOHOIIECKOM IEpHOJIe. Y CTAHOBIICHO, YTO
*e)KEeJHEBHAsI IOTPEOHOCTh B IUHKE COCTABIISICT MEHEE 5 MI. Y UHUTHIBas
*IIUPOKOE PpACIPOCTPaHCHHE NWHKA B THIIEBBIX IPOAYKTAX, MAallOBEPOATHO, YTOOBI BO3HHKIA
HEJIOCTATOYHOCTh IIMHKA Y YEJIOBEKa, €CIIM OH INOJydaeT pAalMOH, HE COAEpKalluid 4pe3MEepHOTO
KOJIMYECTBA 3JIaKOB.

dTop

Pons ¢Topa mpu Oone3Hsx 3yOoB (kapuwec, Kpamdaras dMallb) paccMaTpUBAJIach BEIME (pasi.
39.3.1). JJaHHbIX O Opyrux OWOJOTHMYECKHX (YHKIHMSX 3TOro' ajaeMeHra He umeercsi. drop, oxHaxo,
paccMaTpuBarOT KaK HEOOXOAMMBIN (haKTOp NMUTAHUSA, ITOCKOJIBKY OH HEOOXOAWM AJSI HOP.MajJbHOTO
(YHKIMOHMPOBAHHMS TKaHEH 3y0a.

Monubaex

HeﬂOCTaTOK MOJ'II/I6ﬂeHa MNPUBOAUT Y KPbIC K YMCHBIICHUIO dKTUBHOCTHU KCAHTUHOKCHUAA3bl KUIICYHUKA
1 TNICYCHH, €I'0 JICTKO BbI3BaTh, BKIIFOYMB B COCTAB pallnoHa BOJ'H)(l)paMaT. Civit Ha6J'IIOH€HI/I$[ II03BOJIX JIK
YCTaHOBUTH, YTO MOJ'II/I6,H€H ABJIACTCA KOMIIOHCHTOM KCAaHTHHOKCHA-3bI. HpI/IHI/IMaH BO BHHUMAaHHEC
¢ynkunonupoBanue Mo+ B cocraBe pspa Apyrux (GEepMEHTOB, IMPUHATO CYHUTaTh, 4YTO JUIS
HOPMaJIbHOT'O pOCTa TpeGyIOTCH CJICAOBBLIC KOJIMYECTBA 3TOI'0 3JICMCHTA.

Cenen

[Ipu comepkaHMM KpHIC HA pANHOHAX, WCTOYHHKOM O€lKa B KOTOPBIX SBISETCS TIIATEIHHO
OYHNIICHHBIN Ka3ewH, )KUBOTHBIC MPHUMEPHO 4Yepe3 .MeCsI BHE3aITHO MOTH0aroT BCIEACTBHE HEKPO3a
medeHn. MHOTHE TPHUPOJHBIE MHINEBBIE TMPOAYKTHl TPEIOTBPAINAIOT THOENs >XHBOTHBIX. “BrlTo
YCTaHOBJICHO, YTO KOMIIOHEHT 3THX HPOIYKTOB, SBISIOMINICS HEOOXOAWMBIM (DaKTOPOM NHTAHHSA,
COJIEPKHT celieH (KOMIIOHEHT ellle He 0XapaKTepHu30BaH OKOHYATENIbHO). [TokazaHo, uto mobaBieHHE K
eKallepUMEHTANBHBIM DPAllHOHAM CEJICHUTa TOJHOCTBIO MPENOTBpPAIIaeT Pa3BUTHE HEKpO3a IIEUCHU.
ITocKkoJIbKY CeJieH SIBJIETCS KOMIIOHEHTOM <TJIyTaTHOHIEpPOKCHAas3sl (pa3zd. 32.5.5) u, Mo-BHIUMOMY,
HEKOTOPHIX IPYTUX (PEpPMEHTOB, OH MOXKET PACCMAaTPHUBATHCS KaK HEOOXOIUMBIH SJIEMEHT.

B oTtHOCHTENBEHO OONBIIMX IO3aX CEJCH YpPEe3BBUANHO SHAOBUT. IIOCKONBKY 3TOT 3JIEMEHT MOXKET
3aMEHATH Cepy B IIMCTHHE W 'METHOHWHE Y MHOTHX PacTEHHH, PACTYIINX HA MOYBaX, OOTaTHIX CEJICHOM,
BO3MOKHOCTh OTpPABJIICHHS CEJICHOM SIBIIACTCS OIHOM M3 MpoOJieM 3IpaBOOXPAHEHUS M CEIbCKOTO
XO3AHCTBA B HEKOTOPHIX 00JIACTAX CEBEPHOTO, IICHTPAIHHOTO U IOTO-

3amanHoro paionos CIIIA.

Jpyrue 31eMeHTbl

HNMeroTcst mpenBapuTelbHBIE TaHHBIE O TOM, YTO JJI POCTa .MOJIOABIX KPBIC HEOOXOIUMBI
CJIEJIOBBIC KOJIMYCCTBA OJIOBA U BaHAIUS, OJJHAKO KaKas-IMOO cremuduyeckasi pojib STHX JJICMCHTOB B
MeTraboau3mMe He u3BectHa. CooOMaNoch, 4To Il HOPMAILHOTO MeTaboIM3Ma YTICBOOB HEOOX0 UM
xpoMm; crermduyeckas poip ero He sicHa. KpemHwuii sBiseTcss HEOOXOIUMBIM (HaKTOPOM s
HOPMAaJIbHOTO Pa3BUTHS KOCTEH.

B 3akiroueHue ciemyeT OTMETHTh, YTO HEIOCTATOYHOCTh MHKPODJIEMCHTOB SIBJISCTCS PEIKUM
SIBJICHHEM B TUTAaHWHM 4eJloBeKa. VICKIIOYEHMsI COCTaBIISIOT HEIOCTATOYHOCTh HOJa B paloHax ¢
SHJIEMUYCCKUM 3000M, HEIOCTATOYHOCTh MEIU y MIIAJICHIICB, HAXOMSAIIMXCS Ha JUETE, COCTOSIIEH
TOJIBKO M3 MOJIOKA, ¥ HEJOCTATOYHOCTD JKEJI€3a.



IIUTAH: crosmue Mecra.
A63a11 0 KopepmMeHTax

@OyHKIMOHANBHBIE IPYIIIBI OEJIKOB, YYaCcTBYIOIIUE B HYKJICO(QHIBHOM, OOLIMEM KHUCIOTHOM HIIH
OCHOBHOM KaTaju3e.

OKHUCINTETbHO-BOCCTAHOBUTEIbHbIE KOQEePMEHTHI

e HUKOTHMHamMHuAaJAeHUHAUHYKIeoTua (NAD)
HUKOTUHamMuAaieHuHAnHYKIeoTuadocdar (NADP)

¢ (1aBHUHOBBIE HYKJICOTUIBI, TaKuE, Kak (hraBuHMOHOHYKIeoTH (FMN) 1
bnaBuHanenuHauHykieotus (FAD)

e MeTauIonop(GUPUHOBBIC KOMIUIEKCHI, KaK, HAIPUMEp, IPUCYTCTBYIOIIUE B
[IUTOXpOMax, KoOaMue, MePOKCHUIa3e U Karana3e

® acKOpOMHOBAs KUCIIOTA

e JunoeBast (THOKTOBAs) KUCIOTA

e kodepmeHT Q (YOMXUHOH)

® HOHEI METaJIOB, Takue, Kak Cu2+

Huanuun,- crepeocnemudpuanocTs 1 Mexanusmbl HAJI=3aBucumoro karamusa . [{71s
QJIKOTOJIBACTUPOT€HA3BI, IPOTOH MEPEHOCUTCSI HETIOCPEICTBEHHO OT CyOCcTpara K
Ko(epMeHTY, a IEPEHOC MPOTOHA OT PACTBOPHUTEISI OTCYTCTBYET.

Pubodnasun,
BO3MOXKHBIE MEXaHM3MBI (JIABHH3aBUCHMOTI'0 KaTalu3a U TpU (yHKLIUH

1. buonoruueckoe JeruApUPOBAHHE.

2. AxTuBamys MOJIEKYJSIPHOTO KHCIOpOJa M TMEPEeHOC OJHOTO0 WIH JBYX
KHCJIOPOIHBIX aTOMOB 0T > Ha MOJIEKyITy CyOCTpara.

3. DNEeKTPOHHBIN TPaHCTIOPT.

KobGamuHbIe U1 KOOaTaMHUHHBIE KODEPMEHTBI: METa00IMIECKAsT POJIb, TIPEATIONAracMble MEXaHU3MBI
eHCcTBHS

AckopOMHOBasI KHCJIOTA: OHMOTEeHE3 U METabOJH3M.

CrpykTypa (heppuI0KCHHOB.

KodepmenTsl, He 00/1a1a101111e OKUCIUTEIbHO-BOCCTAHOBUTEIbLHBIMH
cBOlicTBAMH

THaMHUHIIIpodocdar

nupuaokcaabpochat

¢donuesas (nTepowi-L-riryraMuHOBAas ) KUCIIOTA
OUOTHH

TJIyTaTHOH

S-aeH03nIMETHOHUH

KopepMeHT A

aJIecHO3MHMOHO-, T1- U Tpudochat (AMP, ADP, ATP)
ypuauHpocdar



HOHBI Pa3JIMYHbIX METAJJIOB, MpeXxe Bcero Zn2+, Mn2+, Mg2+, Cu2+, Co2+, 4'-
dbocdomnantorenH

[ManToTeHoBas kucioTa - GyHKUMH B cocTaBe kopepmenta A u AIlb.

Tuamun -

[upunokcans-Gochar. Mexanusm BHYTPUMOJIEKYISIPHOTO OOIIETO KUCIOTHOTO (UM
00I1Ier0 OCHOBHOTO0) KaTaJln3aTopa. - IepeaMuHUpOBaHKE.C 00pa3oBaHUEM

ocHoBanuit [Iudda. Xapaxrep npossnsemoii n'upunokcanspocdaTom KaranuTHIecKkoi GyHKIMM
OTIpe/ICISACTCs MPUPOION (PepMEHTa, B 'COUCTAHUH C KOTOPHIM OH JeicTByeT. Tak, u3 .cxemsl (8.17)
CIIeIyeT, 4TO MUPHI0X-canbdocdaT CIyKUT KOPEepMEHTOM B TAKHX IpoLieccax, Kak AeKap-
OokcuMpoBaH | e, TpaHCAMUHUPOBAaHKE, PALleMHU3aLHsl M CHHTE3 aMHHOKHCIIOT. Pazinudne Mexay
peaKusiMU, KaTalu3upyeMbIMU nupuokcasem [cxemsl (8.13) u (8.14)] u pepmenramu,

®onuesas kucinora. KohepmenTsl Ha ocHOBe FH4 yqacTByIOT B peakuusix rnepeHoca
OJTHOYTJIEPOAHBIX ()PArMEHTOB, COOTBETCTBYIOIIUX IO COCTOSIHUIO OKUCIICHUS
¢dbopmuary, popmanbaeTUay U METAHOIY.

BroruH sBisieTcs 'MpocTeTHUECKON IPYIIIOH pa3IMYHbIX (PEPMEHTOB, KATATU3UPYIOIUX BKIIOUCHHE
002 B opraHuuecKHe COCIMHEHHUS, B 4aCTHOCTH aueTnin-CoA—~kapOokcuiassl, nponuonui-CoA—kap-
OOKCHIIa3bl, METHIMAJIOHWI-TPAHCKapOOKCHIIa3bl U MUPYBATKapOOKCH-TIa3bl.

S-AIeHO3MJIMETHOHUH

JlaBHO M3BECTHO, UTO B OMOXMMHUYECKUX MPOIIEccax poJib NEPe-310CUNKa METUIBHBIX
TPV BHIONHSAET METHOHUH. OCyILeCTBIIsAS IEPEHOC, METOIOHUH HAXOIUTCS B
«aKTHBHOI» (hopMe, B KaUECTBE KOTOPOM BBICTYIAET CyJIb(pOHHEBAs COJb S-
angeHo3uiaMeTHoHuHa (8.14). iMmeHnHo 3TO coeiMHEHNE 00eCIIeYnBaeT MEePEHOC
METHJIBHOM TPYIIbI HAa Pa3IMyHble HyKJIEO(UIIbI.

Kogepment A

@Oysk1us KohepMeHTa A COCTOUT B MIEPEHOCE ALMIBHBIX TpyHI. Briepsoie oH ObLI

UACHTUUIIMPOBAH KaK YCTOMYMBBIN K HArPEBaHUIO KOPAKTOP, HEOOXOAUMBIN AJIs

OCYIIECTBJICHUSI HEKOTOPBIX PEaKUUi alleTHINPOBAaHUS, B YACTHOCTH ISl BBEJICHHS
alleTWIBHOM TPYIIIBI B alleTOaleTaT U UTPaT.

InpumuanHoBsblie pocdaThl

CymiecTByeT HECKOJIBKO KJIACCOB MUPUMHUIUHOBBIX (hocaToB: ypUaANH-, TUTO3UH- H
nHO3UH(OCOATHI. Y pUIMHOBBIE HYKJICOTHIbI UTPAIOT BAXKHYIO POJIb B META0OIM3ME
yraeBogoB. O6mmee ctpoenne UDP-yrieBonoB mokazano Ha cxeme 8.19 [25]. UDP-
YIJIEBOJIHBIE KO ()ePMEHTHI BBIMOIHAIOT JBOSKYIO (PYHKIIMIO. Bo-TIepBbIX, OHM MPHUHU-
MAalOT y4acTHe B Pa3IMUHBIX PEaKIUAX INTUKO3UIBHOTO MEPEHOCa U, BO-BTOPBIX, CaMa
YIIJIEBO/IHAS YAaCTh MOXKET MOABEPTaThCs MPEBPALLCHUSAM ITyTeM OKHCICHHS WIH
OKHCIIUTEIHHOTO J1IeKapOOKCHINPOBAHUS




