Anam un EBa,

BuUTaMuH C 1 NMNCCBAOI'CHbI
Jonuen Kpucyasia

Jonuen Kpucysan — ookmop gpunocogpuu no cneyuanroHocmu
«MONEKYIAPHAs OUON02UAY, npenodasamenb OUON02UU 8 ACRUPAHmMYpe
Hucmumyma kpeayuoHnvix uccie0osanuil.

Kaxnyro 3umy, korga B AMepHuKe BO3-
HUKACT CC30HHAsA SIUACMUSA T'PHUIIIIA, JIFO-
AU TOJIIaMHu 6erT B MarasuHbl U MOKYIIa-
0T Tabnerku ButamuHa C, CHHMAIOIIEIO
CUMITOMBI TpocTyasl. Burtammu C, nmm
acKOpOMHOBasi KHCIIOTa, — OJWH W3 BaXK-
HBIX ()aKTOPOB, CTHMYIIUP YIOIIUX UMMYH-
HYIO CUCTEMY U TEM CaMbIM ITOMOT arOIINX
COKpaTUTh Te4eHHe OOJe3HH W OCIaduTh
CHUMIOTOMBI IpHIIa (HEMOCPEACTBEHHOE
€ro JCUCTBHE HAa BUPYC I'pUIIA OCTAETCS
CIIOPHBIM BOIIPOCOM). DTOT BUTAMHUH BBI-
MOJHACT U Jpyrue (yHKIMH B YeJIOBeUe-
CKOM OpraHm3Me: TaK, OH y4acTBYET B
BBIpa0OTKE KOJUIareHa — BAaXKHOTO Oenka,
PaCcHoJIOKEHHOIO B  HECKOJIBKUX BHUOAX
COG}II/IHI/ITGJ’ILHOﬁ TKaHU, B TOM YHCJIC B
koctu u xpsme (Garrett 1999). Henocra-
TOK B OpraHnM3M¢E BUTAMHUHA C MoXeTr
CTaTh NMPUYMHOW ITMHTH — OOJIE3HH, IpHU-
BOJSLICH K pacraay COCAMHHUTEILHOM
TKaHd, — a MJIMTCIBHOEC €Tr0 OTCYTCTBHUE
BezieT k cmeptu (Marieb 1998).

Yenosek (kak u 00€3bSHBI, MHOTHE JIe-
Ty4He MBI U PHIOBI, BKIIO4Yas (Gopess 1
JI0OCOCS) HE MOXET CaMOCTOSATEIbHO CHH-
TesupoBath BuTaMuH C, HO crocodeH
HaKarimBaTb B OpraHU3ME MECSIYHBIN
3amac 3TOro BayKHOTO BemecTsa. [ moa-
JIepKAHUSI 3TOTO 3armaca HeoOX0auMO 0
KEeH €XEJHEBHO MOTPEOIATh 0K0JI0 60 Mr
ACKOpOMHOBOM KHCIIOTBI; TaKOE €€ KOJIH-
YECTBO COZEPIKHUTCS B allesIbCUHE CpeHe-
ro pasMmepa. B 1o xe Bpems MHorue apy-
T'He JKUBOTHBIC 00JIAJal0T CHOCOOHOCTBIO

BEIpa0aThIBaTh 3TOT BUTAMHH, U MM HE
HY)KHO €CTh ()PYKTHI M OBOIIU IJISI €ro
noxydenus (Garrett 1999).

B mpomnuiom MHOTHE KUTENU CEBEPHBIX
CTpaH, 0COOEHHO 3UMOH, )KECTOKO CTpajia-
mu ot orcyrcrBusa ButammuHa C. Ilo Bceit
BHJIMMOCTH, MHOKECTBO JIIOJIeH MOrudano
OT IIMHTH M3-32 HEBO3MOXXHOCTH JIOCTaTh
B 3UMHEE BpPEeMs OBOIIHN U (GPYKTHI.

Ho ecnu ButamuH C — CTONb BaKHBIH
MTUIIEBO MPOJYKT, © MHOTHE APYTUE JKU-
BOTHBIE CIIOCOOHBI €r0 BBIPa0aTHIBATH,
nouemy xe bor He man monsaM OHOXUMU-
YECKHEe MEXaHU3MBI, KOTOPBIE TTO3BOJMIHN
OBl U HaM MIPOU3BOJUTH €T0 B CBOEM Opra-
HuzMe? CymecTBylOT JBa BO3MOXKHBIX
oObsicaenus: (1) moau Mo KakoH-TO OBI-
JI1 CO3/IaHBI HECTIOCOOHBIMHU K 3TOMY, JIH-
00 (2) onm yrpatninyu MHPOPMAIUIO, 32J10-
JKEHHYI0 B T€HaX, KOTOpPbIe KOIUPYIOT
Oenku, HEeOOXOAUMBIE IS CHHTE3a acKop-
OMHOBOW KHCIIOTHI.

B nonb3y nepBoil rUnoTe3sl CyIECTBY-
0T JIOTWYHBIE OnOJelcKkne u HayJIHbIE
aprymeHntsl. Agam u EBa morim wu3Ha-
4albHO OBITH CO3/IaHBI JIMIICHHBIMH OHO-
XUMHWYECKOTO TYTH TPOM3BOJICTBA BHTa-
muHa C ¥ MOTOMY 3aBHCENH OT MUTAHHS
(dpyKkTamMu, KOTOpBIE SBIISIIOTCS €r0 Hau-
Jy4IIAMU WCTOYHWKaMu. Ham wm3BecTHO,
YTO TIEPBBIM JIIOJSAM OBLIO pa3peneHo
eCTb B DJIEMCKOM cajy JIOObIe IIIOABI,
kpome 1mioga ¢ [pesa mozHaHus gpodpa u
3ma; Oojee TOro, y HuUX OblIa BO3MOXK-
HOCTh €CTh IUIOJBI C JApeBa XU3HU. bor



CKa3al UM IUIOJUTHCA M PAa3MHOXKAThCH,
HAIlOJIHATh CBOMMH ITOTOMKAaMHU 3eMJIIO.
IMpomecc pa3smHOXKEHUs TpeOyeT mHTA-
TENBHBIX BEMECTB UIT (POPMUPOBAHUS
Tena pebeHKa B Tepuos 0EpeMEHHOCTH U
[OCJIe POXKACHHUS — a 3HAUMT, Amamy
EBe HE0OX0aUMO OBLIO MUTATHCS, YTOOBI
obecrieunBaTh pa3BUTHE JETEH M MOANep-
XKHUBaTh COOCTBEHHBIN opraHm3M. Kcrarn,
COBPEMEHHBIC JUETOJIOTH PEKOMEHAYIOT
pannoH, Oorarelii GpyKTaMH ¥ OBOILIAMHU
— CaMBIM 3J0POBBIM HCTOYHHKOM ITHTa-
TENBHBIX BEIIECTB; 3TO COIJacyeTcs ¢
3anoBexsMu, mgaHHeIME Co3jmareneM Ha-
muUM  TpapoguTensM. Bo3moxHo, bor
CO3/1JI JIFOJICH 3aBUCHMBIMH OT (PPYKTOB —
HCTOYHHKA aCKOPOMHOBOH KHCIIOTHI — KaK
HAaIlOMWHAHHUE O TOM, YTO OHM 3aBHUCAT OT
Hero.

OpmHako BO3MOXEH JIM BapuaHT, YTO Y
Anama u EBBI B TeHax copepxaiach WH-
dbopmaruist 0 (epMeHTax, HeOOXOAMMBIX
s cuaTe3a sutamuaa C? Ecres 1 B co-
BPEMEHHOM T€HOME YEJIOBEKAa OCTaTKU
9TuX reHoB? Kak HOKeH BBITILIICTH He-
(yHKITMOHATIBHBIN OCTaTOK TaKOI'O FeHa H
KaK y4eHBIM PACIO3HATh e€ro?

Bo BcsikoM ciydae, eciii y IIEepBBIX JIHO-
Jelt u Obla Takasi reHeTmdeckas uHpOop-
Manus, TO OHAa YK€ JaBHO HCUe3Ta M3
9eJI0BEYEeCKOr0 T'eHOMa: 3a00JeBaHUs
IUHTOM OBUIM ONMMCAHBI €IIe BO BpeMEeHa
Pumckoit ummniepun (Davies 1970).

B nro6oMm reHoMe CymIecTBYIOT ToOCie-
nosatenbHocTu JJHK, koTOpbIe Ha3pIBaOT
ncesnoreHamu. OOBIYHO MX CUHTAIOT HeE-
(yHKITMOHATBHBIMH OCTaTKaMH (pyHKIIHO-
HaJIBHBIX T€HOB. ECTh HECKOJIBKO KpHTe-
pHEB, MO3BONSAIONINX OTIMYUTH HOPMAJb-
HbIIl TeH OT mncesporeHa. llceBporeHHas
nocnenoBarensHocTh JIHK 00bruHO Ha
70% 1UMHHEE AHAJOTMYHOTO YdacTKa
(YHKIMOHAIPHOTO TEHAa, OJHAKO B HEH
OTCYTCTBYET IIPOMOTEp, ITO3BOJSIOIINIT
TPaHCKPHOMPOBATh 3Ty IIOCIIEAOBATENb-

Hocte B PHK u B wurore cosngare Ha ee
ocHOBe Oenok (Zhang et al. 2003). Ilces-
JOT'CHBI 00BIYHO HMEIOT pa3pbIBBI B
«KOJMPYIOIIEM pEruoHe» — HalpuMep,
CTOII-KOAOHBI, KOTOPBIC MPEKIACBPEMEHHO
0OpBIBAIOT CHHTE3 Oellka Ha OCHOBE T'€Ha
(Zhang et al. 2003). CauTaercs, 4TO ICEB-
JIOT€HbI CHJIBHO OTKJIOHSIOTCS 110 COCTaBY
0T HCXOIHOTO (DYHKIIMOHMPYIOIIETO T'eHa,
MOCKOJIBKY OHH HE IOJBEprarorcsi oosee
CTaOMIM3NPYIOMEMy AEHCTBHIO OTOOpa.
VIHBIMH CIIOBaMH, €CJIM KJIETKa IepecTaeT
UCIIOJIb30BaTh 110 HA3HAYEHHIO Kakyko-
HuOynp nens JJHK, ata nens ObicTpo Ha-
KaIuIMBaeT B ce0e MyTaluH, U [10CIIe10Ba-
TCIBHOCTh UCXOIHOI'O q)yHKHI/IOHaJ'II:HOFO
reHa Jierpajupyer J0 COCTOSIHUS IICeBJIO-
rena (Karp 2002).

Mmnorue IICCBIOI'CHBI OBIIIN BBISIBIIEHEI
MyTeM CpaBHEHMs CXOJHBIX I10CIIEI0Ba-
TEJIFHOCTEH TeHOMa ¢ () YHKIIHOHATBHBIMU
reHamu opranusma. Hampumep, y mroneit
€CTh MHOT'O T€HOB, KOJUPYIOIIHUX PrOOCO-
MaJlbHbIe OCJIKH, U €CTh HECKOJIbKO 4elio-
BCUCCKHUX pI/I6OCOMaJ'II)HI)IX IICCBOOTCHOB
Co CBOI\/'ICTBaMI/I, OIIMCAHHBIMH  BBIIIC
(Zhang et al. 2003). UtoOsI HaliTH B Yeno-
BCUCCKOM I'€HOME MCEBAOI'CH, B IPOIIJIOM
OTBeuYaBIIMi 3a BeIpaOOTKY BUTamMuHa C,
HY)KHO IIPOBECTH CPaBHEHHE MEX[Y Yelio-
BCUCCKMM T'€CHOMOM U T'€HOMOM OpraHu3-
Ma, y KOTOPOTO ecTh (hyHKIMOHAIBHBII
T'CH C 3TUM HAa3HAYCHHCM.

B 1994 rogy rpymnma SHOHCKHX Y4€HBIX
BBISIBIJIA y 4YellOBEKa I10CJIe/[0BaTEIb-
Hocth JIHK, mmMeromyro MHOTO 00IIero ¢
KPBICHHBIM TEHOM, KOIUPYIOUINM Qep-
MeHT (L-rymoHO-y-makToH), KOTOpBIi
KaTaIu3UpyeT MOCICIHIO CTaJUI0 CHH-
Te3a ackopbuHOBOM kucioTsl (Nishikimi
et al. 1994). B oOHapyXeHHOI MOCIeno-
BaTEJIbHOCTH 4YEJIOBEYECKOro IICEB/IOreHA
66ut0 4 m3 12 3K30HOB (PaboOUMX KOIH-
PYIOIIKMX yYacCTKOB T'€HA), KOTOPBIE IPO-
SIBJISIIOT MHOTHE CBOWCTBA IICEBJIOI'CHOB.



I'omomorust mocnenoBaTeNbHOCTEH Yemo-
Beka u KpbIcel gocturaer 70-80% B 3aBu-
cuMocTH OT 3k30Ha. Ilocmemyromue wmc-
CIIEIOBAaHMS MOKA3ald, YTO ITH YeThIpe
9K30HA eCTh W y Apyrux npumaros (Inai,
Ohta, and Nishikimi 2003). ¥V mopgeit HeT
JWIIb TOocienHero (epMeHTa Uit 3aBep-
maroIieil cragun cuHTe3a BuramuHa C, a
BCE OCTaJbHBIE (DEPMEHTHI, OTBEYAIOIIUE
3a MpeBpaleHne riaroKo3sl B BuTamuH C,
B HAII€M reHoMe npucyTCTBYIOT.

INoxoxe, HaMM4UME y 4YeIOBEKa IICEBIO-
T'€Ha, MOTEHIIMATIBHOr0 CIIOCOOHOT0 KO-
poBarh L-ryloHO-y-JIaKTOH, U IPUCYTCT-
BHUE JPYruX (EpMEHTOB, HEOOXOAMMBIX
JJIA CUHTE3a BHUTaMHUHAaA C, CBHJCTCIILCT-
BYCT B IOJIB3Y TOT'O, YTO JIIOAU YTPATUIIN
paHee OBIBIIYIO y HHUX CIOCOOHOCTH K
TaKOMY CHHTE3Y.

OpmHako Bce He Tak mpocTo. Kak Obio
OTMEUYCHO, y UENOBEKa COXPAHUINCH
b 4 3K30HAa OT T€Ha, KOJMPOBABIIErO
L-rynoHo-y-JIaKTOH; B TAKOM CIIydae, B
TPETU T'€HA, TUMNOTCTUYCCKU TOMOJIOTHUY-
HOTO KPBICHHOMY, OKa3aJICh ITOJHOCTBIO
yTpadeHsl. B 1o ke BpeMs OOJBIIMHCTBO
NICEBJIOTEHOB  cofiepkar B cedbe 90%
(YHKIIMOHAIBHOTO TeHAa. JTO MOXET 03-
HauaTh 3HAYUT, YTO HAama IOCIeq0Ba-
tenbHoCcTh JHK, npuHsTas 3a nceBAorex,
Ha CaMOM JieJeé MOXXET HMETh COBCEM
HHYIO (QYHKIHIO, HEYKEJIN TeH KPBICHL.

Tor ¢akT, 94TO B TEXHOJIOTHIECKOM
mporiecce nepepaboTKU TIIIOKO3bI B BHTa-
MuH C OTCYTCTBYeT TOJIBKO OJWH, IIO-
crenHU (DepMEHT, MOXKET MOKa3aThCs
HECIICIIHAINCTY CBHUAETENBCTBOM CYIIECT-
BOBAaHUA TYIMAKOBBIX OMOXMMUYECKHAX
myreil. Ha camom xe nmene Omoxummue-
CKHUIl IIyTh CHHTE3a aCKOPOMHOBOM KHCIO-
ThI Y KPBIC BECACT €III€ U K CUHTEC3Y IIATU-
YIJIEpOAHBIX CaxapoB B IEHTO30docdat-
HOM IIyTH, KOTOPBIM MMEETCsl IpaKThye-
ckn y Bcex xuBOTHBIX (Linster and Van
Schaftingen 2007). B srom myTtu ecthb

HECKOJIBKO METa0OJIMYeCKNX MPOMEXy-
TOYHBIX IPOJYKTOB, MOKA3BIBAIOIINX, YTO
JTaHHBIE BEIIECTBA MOT'YT OBITh HCIIOJIB30-
BaHBI KaK MPEAMICCTBEHHUKH JJISI MHOTHX
BEIIIECTB, BXOJAIINX B COCTaB KICTKH. B
MeHT030(0c(HaTHOM IYTH MATHYTIIEPOSI-
HBIE caxapa NPOU3BOMAATCS W3 TIIOKO3BI
(IIecTUyrIepoaHOro caxapa) W B JIallb-
HelleM ucnons3yrores B cunrese JHK,
PHK u MHOrux BeHIECTB — HUCTOYHHUKOB
sHeprum, Takux kak AT® u HAJIOH
(Garrett 1999). J)KuBoTHBIE, CHHTE3UPYIO-
mue BuTamMuH C, MOTYT HCIOJB30BaTh
o0a IyTH, 94TO IIOKAa3aHO HA CXEME HIDKE.
Jltonn m Apyrue «MeHee CYACTIIMBEICY IO
CPaBHEHHIO C KpPBICAMU >XHBOTHBIE HC-
MOJB3YIOT TOJBKO MeHTo30(hochaTHbII
ITyTh.

I'mr0K03a ==> IPOMEXKYTOUHBIM IPOAYKT
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nieHTo30ocdaTHbIi TyTH

Tak 4TO HUKAaKOro TyNMHKa HET, U MPO-
MEXYTOYHBIC IPOXYKTHI MeTabosm3Ma
HHUKYZa He Tepsaorcs. B hepmente xe mist
cuHTe3a BuUTamMpHa C HET HEOOXOAMMO-
CTH, TIOTOMY YTO JIIOAM MOTYT IOTYydYaTh
3TOT BUTAMMH C MULIEH.

Ceiiuac U3BECTHBI YK€ THICIIH YeTIOBe-
9YeCKHX ICEBJOICHOB — HO, HECMOTpPS Ha
WX CXOJNICTBO C () YHKIIMOHAJTBHBIMH T€Ha-
MH, TOYHAs! (YHKIHUS TICEBIAOTEHHBIX IO-
CJIE€J0BATEIbHOCTEN B FECHOME HEU3BECTHA
HU OJHOMY yueHoMYy. boxee Toro, He cie-
JIyeT CUHMTaTh JOKAa3aHHBIM, YTO ICEBIO-
TeHBI — 9TO OCTATKH HEKOrna () yHKIIMOHU-
POBaBIINX T€HOB, KOTOPBIC TENEPh JIHIIh
3arpOMOXK/IA0T T'€HOM, Kak XjaM. Bos-
MOxHO, 31U ydactku JJHK urpator B re-
HOME YeJIOBeKa U YKHUBOTHBIX HEKYIO POJIb,
KOTOpas. IOKa He BbIACHEHa. bonee cra
net Hazaa Pobept Bunepcreiim mpemmno-



Jlaraji, 9To B OpraHM3Me 4eJIOBEeKa NMeeT-
cs1 cBbItie 80 OpraHoB, HE BBHITIOTHSIOIINX
HHUKaKoOH () YHKIUH — JIUIIb TIOTOMY, 9TO B
TO BpeMs 3TH (PYHKIHH HE OBLIM M3BECT-
vel (Wiedersheim 1895). Dtu oprans
CUHTAIINCh «PYOUMEHTAPHBIMH» — OTXO-
JIaMH 3BOJIIOIIIIOHHOT' O TIPOIIeCcCa, U B HBI-
HEeIIHUX YydeOHMKax OMOJIOTMH 10 CHX
IOp HEKOTOpPBIE W3 HHUX HA3BaHBI
«pyAauMeHTamu». B aHanmormyHoM mono-
KEHUH CETONHSA HAXOIUTCA M HayKa TeHO-
MUKa. YUeHble He 3HAIOT (YHKIHMHA TOTO
nnu uHoro ydacrtka JIHK — HO 3TO HE
3HAQUNT, YTO HUKAKOM (YHKIMH y HHX
HET, ¥ 4TO 3TO «OTXOABI» 3Boonmu. Ha-
mpuMep, ObIIO MOKA3aHO, YTO IICEBAOTe-
HBl Y JPOXOKEH HIparoT PeryisiTOpPHYIO
poib 11 () YHKIHMOHAIBHBIX T€HOB, C KO-
TOPBIMH OHH CXOJHBI ITO TOMOJOTHH IO-

cnenosarenpHocTet  (Hirotsune et al
2003). Inst mpoBepKH ITUX TUIIOTE3 HE0O-
XOAMMBI JalbHEHIINe UCCIIeIOBaHuUs; HO
HEKOTOpbIE JaHHBIE O ()YHKIHMOHATBHOMN
3HAYMMOCTH TICEBJOTEHOB B YelIOBeue-
CKOM T'€HOME YK€ TIOTY4CHEI.

Wrak, Ob11 1 y Anama u EBBI TeH, Ko-
IUpYIOIHuKA  (QEepMEeHT, Y4JacTBYIONIUI B
cuHTe3e BuTamuHa C, U OblLjIa JIM 3Ta WH-
dopmarust MO3XKe yTepsHa BCICACTBHUE
MPOKJISTHS, — WINA TIEPBBIE JIOAU OBLIH
COTBOpPEHBI 0€3 TaKOW TeHEeTHYECKOW WH-
¢dopmaru? OKOHYATETHHBIA OTBET Ha
9TOT BONPOC CTAHET M3BECTEH, MOXAIYH,
JIUIIB TOCNIE BTOPOT'O MPUILECTBUS XpH-
cTa. A TeM BpeMeHEeM BCeM HaM Heo0Xo-
JIMMO TIOTPEOJIATh ¢ MUIIEH JOCTaTOYHOE
kommyectBo ButamuHa C. [lostomy st
IpeyIararo: CheIuM-Ka 110 arenbCHHy!
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