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BBEOEHWUE

buoxumus siBisietcs GyHIaMeHTaTIbHOM HayKoO#, U3ydarollen CTpyK-
Typy BEIIECTB, KOTOPBIE COJIEPKATCS B )KUBBIX OpraHu3max, Meradboauye-
CKH€ MYTU U CIIOCOOBI UX PETYIISIUH, a TAKXKE dHEPreTudeckoe odecreue-
HHUE IIPOLIECCOB, MPOUCXOIAILNX B KIETKE U OPraHU3ME B HOPME U IIPU M1a-
Tosioruu. M3yuenne OMOXUMHUHU SBIISETCS CIIOKHBIM IPOLECCOM U TpeOyeT
OT CTYIEHTa TBOPYECKOIO MOAXO0JA, CAMOCTOSATEIBHOCTH, MOTUBUPOBAH-
HOCTH Y 3HAHHUM MO CMEKHBIM JIUCHMILUIMHAM: OUOJIOTHUH, XUMHUH U (PU3HO-
JIOTUH.

Marepuan HacToOsIIIEro y4eOHOro NocoOusi MOMOTAET YCIEIIHO CaMOo-
CTOSITEJIbHO MOJATOTOBUTBHCS K CEMUHAPCKUM M IMPAKTUYECKUM 3aHSATHIM
paznenoB «CtpoeHue, KilacCupuKanus U pojib BUTAMUHOBY» U « IH3UMOJIO-
rUs» Kypca OMOXUMUU JIJIsl CTYJIEHTOB JIEUEOHOTO U NEAUATPUIECKOTO (a-
KyJbTETOB. VCNonb30BaHUE MPEICTABICHHON aBTOpamMH HH(pOpMAIUU B
KKJOM paszjiene yueOHOro mocoOusi, Mo3BoJisieT o0ydaromumest B 0oJiee
MOJIHOM OOBbEME YCBOUTh OMOXMMHUYECKHE (PYHKIHMH, HOMEHKIATYpY U
KJIACCU(PUKAIIMIO BUTAMUHOB U ()EPMEHTOB, COCTABUTH MPEJICTABICHUE O
KIIMHAYECKOW KapTUHE W MOJIEKYJISIPHBIX MEXaHW3MaxX HapyIIEHUU MeETa-
Oonu3Ma pu HEJOCTATOYHOCTU WIJIM U30BITKE BUTAMUHOB, YTO COCTABIISIET
OCHOBY KJIMHUYECKOTO MBIIUICHUSI COBPEMEHHOr0 Bpaya U (popMUpyeT
PO ECCUOHATIBHBIE KOMIIETCHIUY.

CtpykTypa U coaepkaHue€ JAHHOTO Y4eOHOTro MOCOOHs OTpa)aroT
MHOTOJIETHUW ONBIT MPEenoaBaHusl Ha Kadeape OMOXUMHUHU U MOJIEKYJISAP-
HOM OHWOJOTMM € KypCOM KJIMHUYECKOW Ja00paTOpHOM AMArHOCTHUKHU
OI'BOY BO Cubl'MY Munzapasa Poccun nucuuruinabl «bruoxumusy Ha
Je4eOHOM U MeIuaTpuieckoM (akyJbTeTax.



Paspen 1

BUTAMUHDbI: POJIb, HOMEHKINATYPA,
KNACCUDUKALIUA.
NMPOBUTAMUHbI U AHTUBUTAMUHLI

bosee 100 ;mer Ha3anx MOABWIIMCH MEPBBIE CYXKIECHUA O TOM, YTO JJIS
HOPMaJIbHOW JKU3HEJEITEIbHOCTH OpPraHW3Ma 4YeEJOBEKa HEIO0CTATOYHO
JIUIIb TTOCTYTUICHUS! OEJIKOB, YIJIEBOIOB, JIUINJI0B, MUHEPATbHBIX BEIIECTB
Y BOJbI, HEOOXOJIUMBI JAPYrM€ HE3aMECHHMBIE MUILEBBIE MOJIEKYJbI, KOTO-
pble To3/IHee ObLIM Ha3BaHbl BUTaMUHaMH. [Ipu HemocTaTke BUTAaMHUHOB
pa3BUBANIMCH crienu(puieckre 3a00aeBaHus, TaKMe Kak UHTa, Oepu-oepu,
KJIIMHUYECKasi KapTUHA KOTOPBIX HCYe3alia MPU HOpPMau3alid MUTaHHUS.
Bnepsoie B 1922 r. oreuectBeHHbld yueHbld H.J[. 3enmHckuid BpICKaszan
MPEAIOI0KEHUE O TOM, YTO PaccTpoiicTBa OOMEHA BEIIECTB MPHU HEIO-
CTaTKe BUTAMHHOB OOYCIIOBJIEHBI HApYIICHHEM JEATEIbHOCTH (PEPMEHT-
HBIX CHCTEM, MMOCKOJIbKY MHOTME BUTAMUHBI BXOJST B COCTaB MPOCTETUYC-
CKOM TpyTIIibl (PE€PMEHTOB.

BuramMuHbl — 3TO rpynmna OpPraHUYECKUX BELIECTB (HE3aMEHUMBbIC
nuieBbie HAKTOPhI, HE CUHTE3UPYEMbIe B OPTaHU3ME B HEOOXOAMMOM KO-
JIMYECTBE, HE BKIIIOYAIONIUECS B CTPYKTYPY TKAaHEH M HE UCIOJIb3yEMBbIE
OpTraHU3MOM B Ka4e€CTBE MCTOYHHUKA DIHEPTHUH), AOCOJIOTHO HEOOXOAUMBIX
JUISI HOPMAJIBHOTO Pa3BUTHUSA U KU3HEACATEILHOCTH OpraHUu3Ma KMBOTHBIX
Y YeJOBEKa.

buonornueckas poyib BATAMHUHOB 3aKJIFOYaeTCA B 00ECTICYCHUU ONTH-
MaJIbHOW CKOPOCTU MPOTEKAHUSI OMOXUMHUYECKUX PEeaKIuii U (PU3NOIOTHU-
YECKHUX MPOLECCOB 3a CUET BBIITOJIHECHUS HEMOCPEACTBEHHO WIIM B COCTaBE
0oJiee CIIOKHBIX COCTMHEHUN KATATUTUUECKUX U PETYIATOPHBIX (DYHKITHM.
Tak, BUTaMuH A (peTHHAJIb) BXOJUT B COCTaB CJIOKHOTO O€JIKa pOJOTICUHA
U y4acTBYET B (POTOXMUMHUYECKOM aKTe 3peHus1, KohepMEeHTHbIE (DOPMBI BHU-
TaMiUHOB B2 1 B3 BX0OI4T B cocTaB (pepMEHTOB OKCHUIOPEAYKTa3 U MPUHU-
MAaloOT y4acTHe B MPOLECCaX OKUCIUTENBHOTO (PochopuinpoBaHus, CUHTE-
3€ U OKUCIICHUH YTJIEBOJIOB, JIUMUA0B, aMUHOKHUCIIOT.

B coBpemeHHON HOMEHKJIAType MPUHAITO MCIOJIB30BaTh OJIHOOYK-
BeHHOe oOo3HaueHue sutamuHoB (A, D, E, K, C, H u 1. 1.). lng oxHoit
IpyIIbl BUTAMUHOB, B YACTHOCTH TPyNnbl B, NpUMEHSAIOT KOMOUHAIUIO
oykBeHHO-1TM(poBoi uHaekc (B1, B2, B3, Bs, Bs, Bo (B¢), B12). Kpome To-
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ro, Ha3BaHMsI BUTAMUHOB MOTYT BKJIIOYaTh B ce€0s HAMMEHOBAHUSI, OTpa-
KalolMe XUMHUYECKYI0 TPHUPOIY W OHUOJIOTHYECKYHO POJIb BUTAMHUHOB.
[Ipumep: BUTaMuH A — peTHHAIb, aHTHKCEPOPTATbMUUCCKUN; BUTAMUH
D — xanbuudeposi, aHTUPAXUTHUECKHIA.

Knaccudukaiuss BUTaMUHOB OCHOBaHa Ha MX (DPU3UKO-XUMHUYECKHUX
CBOMCTBAX, XMMUYECKON MPUPOJIC U OCHOBHBIX OMONOrnyeckux r(hPpexrax.

B 3aBucMMOCTH OT pacCTBOPUMOCTH B BOJI€ U OPraHUYECKUX PaCTBO-
pUTENSAX BUTAMUHBI AT Ha xxupopactBopumelie (A, D, E, K, F) u Bogo-
PaCTBOPUMEIC (Bl, Bz, B3, B5, B6, Bg, B12, C, H)

[1Io XxuMUYECKOU MPUPOJIE PAZINIAOT BUTAMHUHBI:

1)  peruHOJI, peTHHANb, PETUHOCBAs KUCJIOTA (BUTAMUH A);

2)  xonekanbiudepoa (BuTamun D3), sprokansiudepoit (Butamun Dy);
3) Tokodepoa (BuramuH E);

4)  TtnamuH (ButamuH B1);

5) HUKOTHHOBas KHMCJIOTa, HUKOTHHamuj (ButamuH PP (B3)) u T. 1.

YacTto moMruMo OyKBEHHOTO OOO3HAYEHUSI YKa3bIBA€TCSI HAMMEHOBA-
HUE BUTAaMHUHA COTJIACHO €r0 OCHOBHOMY OHoJIoTHYecKOMY 3h(DEKTy, yKa-
3bIBAIOIIEMY Ha CIIOCOOHOCTh BUTAMHUHA MPEIOTBPAIIATh PA3BUTUE COOT-
BETCTBYIOIIETO 3a00JICBaHUs, HAPUMEP: BUTAMUH A — aHTHKCEpOTab-
MUYeCKHui, BuUTaMuH D — anTupaxutnueckuid, BuTaMun K — aHTuremop-
paru4eckuii, BuTaMuH B1y — aHTManemuueckuii, Butramun PP (B3) — an-
TUTIETIIATPUYECKUH U T. II.

HekoTopsie BUTaMUHBI MOCTYNAIOT B OPTaHU3M YEJIOBEKA C MUIICH B
BUJIC TIPEIIIECTBEHHUKOB — MPOBUTAMMHOB. Tak, mpeaiecTBEeHHUKOM
BUTaMHHA A SBJSIIOTCS KapOTHHOWJBI, COJAEp’Kaluecs B KpPacHO-
OpaH>XEBBIX OBOIIAaX (MOPKOBb, TOMaThI, nepen). Hanbonpmen ouonoru-
YECKOM aKTUBHOCTHIO 00JajaeT -KapoTHH, MOCKOJIbKY B OpraHU3ME Ye-
JIOBEKA U3 HETO o0pa3yeTrcs JABE MOJIEKYJIbl BUTaMuHa A. B KuiedyHuke u
MEYEHHU TMOJ AECHCTBUEM [-KapOTUHIMOKCUTEHA3bl B MPUCYTCTBUM KHCIIO-
poaa o06pa3yroTcs IB€ MOJIEKYJIbl PETUHAJISI, KOTOPBIE B TIOCJIEACTBUM TIPU
NEUCTBUU PENYKTa3bl CIOCOOHBI BOCCTAHABIMBATHCS B JIBE MOJIEKYJIBI pe-
tunoua (puc. 1).

ButamMuHbl B Opranu3Me 4ejaoBeKa HE CUHTE3UPYIOTCS M JIOJKHBI MO-
CTynaTh U3 BHE, TeM He MeHee BuTamuubl D3 u PP (B3) cnocoOHbl cuHTe-
3UPOBATHCSI M3 BEIIECTB-NPEANICCTBEHHUKOB, TEM CaMBIM SIBJISFOTCS HC-
KIoYeHneM w3 mnpaBuiia. lIpoBuramunom D3z sBisieTcs 7-aeruapo-
X0JIECTEPOJI, KOTOPBIN B KOXKE MOJ JIEUCTBUEM YyJIbTPa(HUOIETOBOTO CBETA
IpeBpalaeTcs B Xojekanbiudepon — Butamun D3 (puc. 2).
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Puc. 1. IlpeBpaiiienue B-kapoTuHa B aKTUBHYIO (hOpMy BUTaMHHA A

7-pervapoxonecteporn xonekanbumdepon

Puc. 2. ObpazoBanue xonexkaibiudpeposna (Butamun D3) u3 mpoButammua

N3 aMuHOKHUCIOTHI TpunTodaHa B OpraHM3ME 4YEJIOBEKa BO3MOXKEH
cuHTe3 KopepMeHnTHOM Gopmbl BuTamuHa PP (Bs3) (HAJ/I" — HUKOTHHAMMU-
TaJeHUHANHYKICOTHT), OJTHAKO 3Ta aMUHOKHUCJIOTA SIBJISIETCS HE3aMEHU-
MOH, U 1711 obecrieueHus] MOTPeOHOCTH B BUTAMUHE HEOOXOMMO €ro I0-
crymienue ¢ nuiei. Kpome toro, B cuntese HAJI® u3 mpoBuTamuHa
NPUHUMAIOT YyuyacThe (EpPMEHTHI, colepxalue mnupuaokcanbdocdar
(kodepmenTHas hopma BuTamuHa Bg), ciegoBaTesnbHO, HEOOXOIUMO J10-
CTaTOYHOE MOCTYIUIEHUE BUTaMUHA Bg ¢ nuien.

Kpome BUTaMUHOB BBIACISIOT Psifi XMMHUUYECKHUX BEIIECTB, KOTOPHIC
00J1aJlal0T BUTAMUHHBIMU CBOMCTBAMU, UX MPUHATO OOBEIUHATH B TPyI-
1y BUTAMHMHONOJA00HBIX BemlecTB. BuramuHonoqo0HbIe BeliecTBa (Xo-
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JIVH, JIUTIOEBAsi KUCJIOTa, NTAaHTaMOBas KUCIIOTa, OPOTOBAst KHUCIIOTa, HHO-
3WUT, YOUXWHOH, KapHUTHH, BUTaMuH U W 1p.), 007Ja1al0T HEKOTOPHIMH
CBOMCTBaMH BUTAMHHOB, HO HE SIBJISSFOTCSI CTPOI'O 00SI3aTCIbHBIMH ITHUIIIC-
BbIMH (hakTOpamu (HYTPHEHTaMH), X ISHUIUT HE TPOSBISCTCS OMpe/ie-
JICHHBIM CIICI(PHUSCKUM CUMITOMOKOMILICKCOM.

OTKpPBITHE BUTAMUHOB CBHIFPAJO BaKHYIO POJIb B MPO(HIAKTUKE H
JICUYeHUH psina 3abosieBaHui. BemecTBa, crocoOHBIC BBITECHATH Kodep-
MEHTHBIE ()OPMBI BUTAMHHOB M3 aKTHUBHOTO IICHTpa (epMeHTa (KOHKY-
PCHTHOE MHIMOMPOBAHNUE), IPEMATCTBOBATh CUHTE3y BUTAMUHOB U UX aK-
TUBHBIX (hOpPM, OBLITM HA3BAaHBI AHTUBUTAMHHAMM.

Cynb(haHuIaMUIHBIC MPEnapaTthl, SBISIOTCS CTPYKTYPHBIMH aHAJIO-
raMi MapaaMUHOOEH30MHONW KHUCIOTHI (CTPYKTYPHBIH KOMITOHCHT BHUTA-
muHa Bo) (puc. 3) v ucronb3yroTcs B KayecTBe 0AKTEPUOCTATUICCKHUX Jie-
KapCTBCHHBIX CPEJCTB, NMPUBOAAIINX K HAPYIICHHIO CHHTE3a BUTAMHHA
KJICTKaMHU OaKTepuil M, KaK CIEACTBHE, HECIIOCOOHOCTHIO CHHTE3UPOBATh
HYKJICHHOBBIC KHCJIOTBI, YTO OCTAHABIIMBACT POCT U JICJICHHE OaKkTepu-
AJTbHBIX KJICTOK.

0 N
NH., HN ﬁ— NH,

HO O

napaaMmmHob6eH30nHas KkmucnoTa cynbhaHnnammgbl

Puc. 3. CtpykrypHbie GOpMyIIbl TApaaMUHOOCH30MHOM KUCIOTHI
U CyJb(aHMIaMHUI0B

AnTtuBuTaMUHOM K SBIS€TCS OUKyMapoJ, MpensTCTBYIOMUM oOpa-
30BaHUI0 aKTUBHOU (OpMBI BUTAaMUHA, YTO HApPyIIAET KapOOKCUIMPOBA-
HUE (DAKTOPOB CBEPTHIBAIOIICH CUCTEMBI KPOBU M HUCIIOJIB3YETCS B MPO-
buIakTUKE U JIeYeHUH TPOMOO030B. [ TMKOMPOTEUH CHIPOTO KYPUHOTO SIH-
1[a aBUJIUH B KUIIEYHUKE O00pa3yeT KOMIUIEKC C YEThIPbMS MOJIEKYJIaMHU
BUTaMUHa H U IpensaTCTBYET €ro BCACHIBAHUIO.

Takum 00pa3oM, BUTAMHUHBI SIBJSIOTCS TPYIOW OPraHUYECKUX Be-
IIECTB C PA3IMYHON XUMUUYECKON MPUPOJON U OUOTOTUYECKUMU (PYyHKI[U-
SIMH, TIOCTYTAIOIIUX C MUIIEH Wi 00pa3yloluecs: B OpraHu3Me 4eaoBeKa
U3 MPOBUTAMHHOB. OTKPBHITHE aHTUBUTAMHHOB U UX 3()(PEKTOB BO3/ACH-
CTBHSI HA ME€Ta0OJIU3M BUTAMUHOB CIIOCOOCTBOBAJIO MCMOJIb30BAHUIO UX B
Ka4ueCTBE JICKAPCTBEHHBIX CPEICTB ISl JI€UEHUS psiia 3a00I€BaHUM.



Pazpen 2

ABUTAMUHO3bI, TMNOBUTAMUHOS3bI
U TMNEPBUTAMUWHOS3bI.
HAPYLWLEHUE OBMEHA BUTAMUHOB

CyuiecTByeT psiJ NATOJOTMYECKUX COCTOSIHUW, CBSI3AHHBIX C HENO-
CTaTKOM WJIM M30BITKOM BUTAMUHOB, Pa3BUBAIOIIMXCS MPU HAPYILIEHUSX
oOMeHa ¥ (yHKIIMI BUTAMUHOB.

[Ipu rinybokoM neguuuTe BUTAMUHOB B OpraHu3Me (OTCYTCTBHH IO-
CTYIUIEHUS] C NMUIIEH HEKYMYJUPYEMBIX U HECUHTE3UPYEMBIX 3HJIOTEHHO
BUTaMHUHOB JINOO HApYLIEHUM UX OOMEHA), XapaKTepU3yroluecs KINHU-
YECKUMHM CUMIITOMaMU Pa3BUBAIOIIMXCS 3a00JI€BaHUM, MPUHITO HA3bIBaTh
aBUTaMHHO3aMHu (1IMHTa, Oepu-0epu, mesiarpa, paxurt u ap.). B ciaydae,
€CJIM BUTAMUHBI MOCTYNAIOT C MUILEH M (WIM) YyCBaMBAIOTCS B HEIOCTAa-
TOYHOM KOJIMYECTBE, JTUOO OHU 3aMacaroTCad WM YaCTUYHO CUHTE3UPYIOT-
Csl B OpraHM3Me, KIIMHUYeCKas KapThHa 3a00yieBaHus (TMIOBUTAMHUHO32)
MeHee crnenuduuHa U XapaKTepu3yeTcsl MpeodiialaHueM OOLIUX, HEcIe-
U(UUECKUX TPOSIBICHUNA YMEpPEHHOro AeuiuTa BUTAMUHOB (TOJIOBO-
KpYXEHUE, Pa3IpaXUTEIbHOCTh, TOJIOBHAs O0Jb, OCIA0JEHHE MaMSTH,
¢u3ndeckas U yMCTBEHHAas YTOMJIIEMOCTb U T. 1.). Hemocrtatok BuTamMuHa
CHayaja BeJleT K MOOMJIM3AI[MU €r0 3almacoB B OPTaHU3ME U HUCTOUIECHUIO
TKAHEBBIX JeNo (KUPOBask TKaHb U MEUYEHb ISl )KUPOPACTBOPUMBIX BHUTa-
MHUHOB), 3aT€M K OMOXMMHUYECKUM HapylIeHUsIM (CyOKIMHUYECKUMN nedu-
IIUT) Y, HAKOHEl, K ICTUHHOW HEJIOCTaTOYHOCTU C BBIPAXKEHHOW KIMHUYE-
CKOM KapTUHOW 3a0osieBaHus. [Ipu HETOCTAaTOYHOCTU MHUTAHUS MOXKET
UMETh MECTO ACPULIUT HE OAHOTO BUTAMHHA, & HECKOJbKUX (MOJMTHIIO-
WIK MOJHABUTAMMHO3), TPUBOASAIIMN K PAa3BUTHIO CIIOXKHON KIMHUYE-
CKOM KapTHHbL. ['MIepBUTAMHUHO3bI — MMATOJOTUYECKUE COCTOSIHUS, BBbI-
3BaHHBIE C MOCTYIUICHUEM B OPraHW3M Ype3MEpPHO OOJBIIOr0 KOJIMYECTBA
BUTAMHHOB M XapaKTepHU3YyIOIIMECS HAPYHICHUAMH (HU3HOJIOTHUYECKUX
MPOIIECCOB, CBSI3aHHBIMU CO CIEUM(PUUECKON POIBI0 BUTAMUHOB B OOMEHE
BEIIECTB, @ OTYACTH UMEIOLIUE XapaKTep HECMEeUU(PUIECKOr0 OTPABIICHHUS.
bonee apyrux TOKCUYHBI )KUPOPACTBOPUMBIE BUTaMUHBI A U D.

['uno- 1 aBUTaMUHO3bI y YEJIOBEKA M )KMBOTHBIX Ha3bIBAIOT IK30I'€H-
HbIMHU (TIEPBUYHBIMU), €CJIM UX MPUUYMHOMN SIBISETCS HEIOCTATOYHOE IO-
CTYIUICHHE WJIU MOJHOE OTCYTCTBUE BUTAMHHOB (MJIM UX MPEIIIECTBEHHU-
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KOB) B MUIIE NP HOPMAJIbHBIX MOTPEOHOCTAX. BaxkHeH MU npudanHamMu
IHAOTE€HHBIX (BTOPUYHBIX) TUIO- U aBUTAMUHO30B SBJISIOTCS:

1)  HapymeHHs IPOIECCOB BCACHIBAHUS BUTAMHUHOB MpH 3a00JICBaHUSIX
KETYNOYHO-KUIIEYHOTO TPAKTA, IEYEHHU, MMOJIKETYAOUHOM JKEIE3bI;

2)  yCWICHHBIA pacriaj WM KOHKYPCHTHAs yTHJIW3allus BUTAMHHOB B
KUIICYHUKE NP HAIMYMM KUIIEYHBIX Mapa3uTOB U MATOTC€HHONW MHKPO-
¢opsr;

3) MOCTYIUICHHE B OpPraHW3M aHTHBUTAMHHOB (ITHIIEBBIX, JICKAPCTBCH-
HBIX U Jp.);

4)  TMOBBIIICHHBIC TOTEPU BUTAMHUHOB;

5) moBbIIICHHAS MOTPEOHOCTh B BUTAMHHAX MPH HEKOTOPBIX (DHU3HOJI0-
TUYECKUX M MATOJOTHUYECKUX COCTOSHUAX (OEpPEMEHHOCTh, JaKTarus, Qpu-
3UYECKasi U HEPBHO-IICUXUYECKAsl HArPy3Ka, THPEOTOKCUKO3 U Ap.);

6) HEJOCTATOYHBIM CHHTE3 HEKOTOPBIX BUTAMHHOB KHIICYHOW MHUKPO-
baopoii;

7)  HapylieHHs 0OMEHA BUTAMUHOB (IEPBUYHBIC M BTOPUUHBIC).

KupopacTBopriMble BUTaMHUHBI CIIOCOOHBI HAKaIlJIMBATHCA B KUPO-
BOW TKaHU U MEUYECHHU, HO Y HOBOPOXKICHHBIX JCTEH MPAKTUYECKH HET 3a-
nacoB ButamuHa A, K, HemocTatok moctyrieHuss BuTamuHa D depe3
IJIalEHTY (OCOOCHHO y HEJIOHOUIEHHBIX JIETEI) U C TPYJIHBIM MOJIOKOM, H
€CJIM OTCYTCTBYET MOCTYIUJICHHUE 3TUX BUTAMUHOB U3BHE OBICTPO pa3BUBa-
€TCS aBUTAMHHO3 C COOTBETCTBYIOUIUMH KIMHUYECKUMHU CHUMITOMAaMH.
[Ipu O0TCYTCTBUU J€UEHUSI BOZMOKEH JIETATbHBIA UCXO/I.

Hapymienuss oOMeHa BUTaMUHOB MOTYT OBITh MEPBUYHBIMHU M BTO-
puuHbIMU. [lepBUYHBIE — BpPOXKIECHHBIE (F€HETHYECKU-OOYCIOBJICHHBIE)
HapylieHus. BropuuHble — CBsi3aHbl ¢ 3a00JI€BAHUSIMU OPTaHOB, MPUHU-
MaIOIIUX y4acThe B MeTab0JIM3Me BUTAMUHOB, UJIM C HEJOCTAaTKOM HE0O-
XOJAUMBIX I METa00IM3Ma BUTAMUHOB BEILIECTB.

K BpoXJIeHHBIM HapylieHUsM oOMeHa U (YyHKIIMA BUTAMUHOB OTHO-
CATCSI BHUTAMMH3ABHCHMbIE COCTOSHUS (KOPPUTUPYIOTCS METaJa03aMU
BUTAMUHOB) 1 BUTAMHMHPE3UCTEHTHBIE COCTOSIHUS (BBEJACHUE J1a)KE BbI-
COKHX JI03 COOTBETCTBYIOIIUX BUTAMHUHOB HE YCTpaHSET SIBJICHUI UX He-
nocTaToyHOCTH). KinHMYeckass kapTHHA BPOXKICHHBIX HapyIIEHUM 00-
MeHa U (YHKIIMA BUTAMUHOB MAJIO OTJIMYAETCA OT KIMHUYECKON KapTUHBI
aTMMEHTApHOTO aBUTaMUHO3a. [IpuunHamMu pa3BUTHS MOJIOO0HBIX 3a001e-
BaHUH SIBIISIIOTCS TE€HETHYECKUE Ne(DEKTHI, BHI3BIBAIOIINE HAPYIICHUS KaK
COOCTBEHHO 0OMEHa BUTAMUHOB, KOTOPBII OCYIIECTBIISIETCA NIPU YYACTUH
cnenuduueckux O0eKoB U PepMEHTOB (HapyLIEHUS MPOIECCOB BCACHIBA-
HUS, TpaHCIIOpPTa, MpEeBpaIleHud BUTAMHUHOB B KO(MEPMEHTHI WU B aK-
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TUBHBIE (OPMBI, HAPYIICHUS B3aUMOJCHCTBHUS KodepMeHTa ¢ amodep-
MEHTOM, TO €CTh Ae(deKT oOpa3oBaHus XxouohepMeHTa), TaK U HAPYIICHUS
CHUHTE3a TeX OCJIKOB, NMPU B3aMMOJCUCTBUU C KOTOPHIMU BUTAMHHBI WIIH
WX aKTUBHBIC (DOPMBI OCYIIECTBISIOT CBOM crienupuueckue GyHKIUHU B
oOMeHe BemeCTB (HACICACTBEHHBIM Je(PeKT cHuHTe3a arnodepMeHTa)

(puc. 4).

9K30reHHble

(nepBnyHbIe) NOCTYMNfeHne BUTaMmHa C nNuLen
rTMNoBUTAMUHO3bI

X 1

A

BCaCblBaHne

X 2

TPaHCMNOPT B KPOBU

X 3 4

SHOOreHHble B}
(BTOPUYHBIE) CMHTe63 kocpepmeHTa, BHYTPUKITETOYHbLIN
rMNOBUTaMUHO3bI 0 pa:a:OBaHVIe CUHTE3 anoepmeHTa,
aKTUBHON (POPMbI B cneumdmyeckoro 6enka

KneTkax OpF?HOB " U3 AMUHOKUCTOT
TKaHen

f s

obpas3oBaHue xonogepmeHTa, BbINONTHEHNE
Bronornyeckon yHKLMK

Puc. 4. Hapymenus oOMeHa 1 QyHKIHMM BUTAMUHOB: 1 — HapylieHne BcachbIBaHUSA B
KHILIEYHUKE, 2 — HapyIlIEHWE TPAaHCIIOPTa K OpraHaM U TKaHsM, 3 — HapyIIeHHUe Mpe-
BpanieHus B KohepMEeHThI WM aKTUBHBIE (POPMBI, 4 — HapyllIeHHe CUHTE3a anodep-
MEHTOB WJIH clieUPUUIECKUX OETKOB, B3aUMOICHCTBYIOIINX C BUTAMUHOM IIPH pea-
JU3auy ero GyHKIHM, 5 — HapyIlleHHe B3auMOAeCTBUS KOhepMEHTa WIIH aKTUB-
HOU (pOpMBI BUTAMHUHA C aTOPEPMEHTOM U ceU(PUIECKUM OEeTKOM

B nHacrosiee Bpems onucaHbl 3a00J€BaHuUs, CBS3aHHbBIC C BPOXK/ICH-
HBIMU HapylIEHUsIMU OOMeHa U QyHKIMH BUTaMUHOB Tpytimbsl B (B1, Bs,
Bs, Bo, B12), H, A, D, E, K. Jlanee OyayT pacCMOTpPEHBI BPOXKJICHHBIC
HapyImieHus oomeHa U GpyHkiuii BuTaMuHoB Bs 1 D, mposiBisronyecs 3a-
00JICBAaHUSMU: THUPUJIOKCUH3ABUCUMBIM CYJOPOXHBIM CHHJIPOMOM, IIH-
PUIOKCUH3aBUCUMOMN aHEMHUEW, BUTAMUH D-3aBUCUMBIM PaxWTOM, BUTA-
MHH D-pe3uCTEHTHBIM PAXUTOM.
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Pazpen 3

BPOXAEHHbIE HAPYLWWEHUA OBMEHA
N ®YHKUUN BUTAMUHOB D un Bs

K BpoXxJIeHHBIM HapymieHUsIM oOMeHa ¥ (yHKIIM BUTAMUHOB OTHO-
CAT MUPHUIOKCHH3aBUCUMBIA CYJOPOKHBIM CHHAPOM, IHUPUJIOKCHUH3ABU-
CUMYK aHEeMUI0, BUTaMUH D-3aBUCHUMBIH paxuT, BUTAaMUH D-pesu-
CTEHTHBIM PaxuT U Jp.

IIMpUIOKCUH3ABUCUMBIN CYIOPOKHBIA CHHAPOM — HACJECIICTBEH-
HOE ayTOCOMHO-pEleCCUBHOE 3abojeBanue, onucannoe B 1950-1953 rr.
B CIIIA, korja AeTsM CTajlu J1aBaTh B MUILY KOHCEPBUPOBAHHOE MOJIOKO.
VY nerelt MOSBISUIUCH CYJIOPOKHBIE MPUMAIKH, KOTOPHIE MPOBOIUPOBA-
JIUCh PA3JIUYHBIMUA BHEIIHUMHU Pa3JAPAKUTEIIMU (IIIyMOM, MPUKOCHOBE-
HUEM U JIp.) BbUI0 yCTaHOBJIEHO, YTO MPU CTEPUIIU3ALIMU MOJIOKA pa3py-
maercas BUTaMUH Bs. [IMpUIOKCMH3aBUCUMBIA CYHOPOXKHBIM CHHIAPOM
oOycnoBiieH nedexktom depMeHTa TiyTamaTiaeKkapOOKCUIa3hbl, KaTalu3u-
pYIOIIEro J1eKapOOKCUJIMPOBAHUE TJIyTaMUHOBOW KHUCJIOTHI U 0Opa3oBa-
HHE raMMa-aMHHOMACJISHON KHUCJIOTHL. ['amMMa-aMUHOMACISHAs KHCJIOTa
SBJISIETCS TOPMO3HBIM HelpoMenuatopoM. [ledext pepmeHTta cBsizaH co
CHWKEHHEM CpOJACTBa amodepMeHTa K mnupuaokcainbdocdary. Bcenen-
CTBHE 3TOro Ae(eKTa CUHTE3 raMMa-aMHUHOMACISTHOW KUCJIOThI HapyIla-
€TCSI, YTO MPUBOJUT K IOBBIIMICHUIO BO30YJIWMOCTH ILIEHTPAJbHON HEPB-
HOUW CHUCTEMBI, IIPOSABIISIIONICHCS BOBHUKHOBEHUEM Yy NIETEH CKIIOHHOCTH K
IPHUCTYIIaM KIIOHUYECKUX M TOHHYECKUX cynopor (puc. 5).

B oTiauuune ot cygopor, 0OyCIOBIEHHBIX J€GUIIMTOM MUPUIOKCHHA,
OHU Pa3BUBAIOTCI Ha (pOHE HOPMaIbHOW OOECIEYEHHOCTH OpraHu3Ma
OTUM BUTAMHUHOM M HE KYIHUPYIOTCS MPUEMOM TMPOTUBOCYIOPOKHBIX
CPEJCTB, HO OBICTPO MCUE3AIOT IOCIe Ha3HAYEHUS TTUPUAOKCUHA B 00JIb-
IIINX JT03aX.

Knuaudyeckue NposBICHUS TUPUIOKCHH3aBUCUMOIO CYyIOPOKHOTO
CHHJIpoMa OOHAPYKUBAIOTCS B MIEPBBIC JHU, JaXKE YacChl MOCIIE POXKICHUS
pedenka. HaOmrogaroTcss mporpeccupyromias ABUraTeabHas BO30yIH-
MOCTb U TIOBBIIICHHAS YyBCTBUTEIBHOCTh K NMPUKOCHOBEHHUIO U 3BYKaM,
MOSIBJISIFOTCSL HUCTarM, CJAIOHOTEUEHHUE, IIMaHO03, allHOd, MPOH3UTEIIbHBIN
BBICOKMI KpuK. be3 nedenus 3abojieBaHHE OOBIYHO 3aKAHUYMBACTCS Jie-
TaabHO. JIMKBUAMPOBATH CYIOPOTH M JAPYTHM€ CHUMIITOMBI 3a00JICBAHUS
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BO3MO>KHO TOJIBKO BBICOKMMU J103aMH niupuaokcaibdocdara. [locne nmpe-
KpAIllEHUsI PETYJISIPHOTO MIpUeMa Ipenapara BCKOPE BO3HUKAET PELIUAMB.

Puc. 5. Kaptuna cynopor y aerei

IIPU TUPUIOKCUH3ABUCUMOM CYIOPOKHOM CHHIPOME
(http://microbak.ru/wp-content/uploads/2016/06/stolbnyak-18-768x595.ipq)

IIupuaokcuH3aBUCUMAsl aHEMHsI — HACJIEACTBEHHOE ayTOCOMHO-
pereccuBHOe 3a00J€BaHKE, B OCHOBE KOTOPOrO JIEKUT M€HETUYECKH JIe-
TEPMUHUPOBAHHOE HAPYIIEHUE aKTUBHOCTU ()EPMEHTOB U KOPEPMEHTOB,
NPUHUMAIOIINX YYaCTUE B CHHTE3€ reMa. JTOT BUJl aHEMHUHU HE pa3BHUBa-
€TCsl 3a CUET HEJOCTaTKa MUPHUIOKCHUHA, COJIEpHKAHUE KOTOPOrO B KPOBH
JOCTUTAeT HOPMAJIbHBIX 3HAYECHWM, MPUUYUHOW 3a00JIEBaHUS SIBIISIETCS
HapylieHne oOpa30BaHUsl aKTUBHON KO(EpMEHTHON (POpMBbI — MUPHUIOK-
canbpocdara, npu ydactTuu ¢(epMeHTa NHUpUIOKCAIbKUHA3bl U ATO.
CuHTe3 rema Mpu NHPUIOKCUH3aBUCUMOM aHEMUM CHUXKAETCA BCIEI-
CTBHE HU3KON aKTUBHOCTH (De€pMEHTA aMHUHOJIEBYJIMHATCUHTA3bI, UCIIOIb-
3ylollel B kauecTBe kopepmenTa nupugokcanbdocdar. Hapyiienue cun-
T€3a rema, SIBJSIOIIErOCs KOMIOHEHTOM IeéMOrjI00WHA, MPUBOJUT K CHU-
XKEHHUIO COJIEp’KaHUsI TEMOTJIOOMHAa B JpUTpoLUTaX (TUIOXPOMUS),
YMCHBIIICHUIO Pa3MepoB KJICTOK (MUKpOLHTO3) (puc. 6, 7), a HEyTHIH3H-
pyeMoe KeJe30 OTKIIAIbIBAeTCs B TKAHIX B BUJE T€MOCHACPHUHA.

CrneBa npencTaBiieH Ma30K KPOBU peOCHKA ¢ MUPUIOKCUH3ABUCUMOMN
aHeMHuel, B KOTOPOM BUHBI CI1a000KpaIlleHHbIE (TUTIOXPOMHBIE) SPUTPO-
IUTHI HEOOJBIIOTO pa3Mepa (MUKPOIUMTO3) MO CPABHEHHUIO C KJIETKaMH
KpPOBH Ma3Ka 4eJ0BEKa, He MMEIOIIEro 3Tou maroyioruu (crpana). Jlede-
HUE MHUPUIOKCUH3ABUCMMOU THUIIOXPOMHOM MHUKPOLIMTAPHOW aHEMUHU

12


http://microbak.ru/wp-content/uploads/2016/06/stolbnyak-18-768x595.jpg

OCYIIECTBIIACTCS HA3HAUEHUEM BBICOKUX /103 NMupHaokcanbpocdara u He
MOAJAETCS KOPPEKIIMY BBEICHUEM APYTUX BUTAMHUHOB.

lem - XXeneso femorno6buH SpUTpouuT

Puc. 6. CtpykTypa remorioOnHa
(http://mirsowetow.ru/wp-content/uploads/2017/05/gemoglobinl.jpq)

Puc. 7. KapTuHa KpoBH NpU NUPUAOKCUH3ABUCUMOM

TUTIOXPOMHOW MUKPOITUTAPHOU aHeMHH (CJIeBa) U B HOpME (CrpaBa)
(http://studentsofmedicineplus.weebly.com/uploads/1/0/6/9/10696096/9281931.9if?681)

Butamun D-3aBUCHMBIH pPaxXuUT — HACJIEJACTBEHHOE 3a00JieBaHUE,
nepesaroIieecs Mo ayToCOMHO-PEIECCUBHOMY THUMY. PoauTenu 00IbHBIX
JIETEN, KAK MPABUJIO, 3I0POBBI, HO SIBJISAIOTCS HOCHUTEIAMHU «I1ATOJOTHYE-
CKOro» reHa. B cBsI3u ¢ Te€M, 4TO BUTAaMUH D-3aBUCHUMBIN PAXUT MOKET
MOJTHOCTBIO M3JICUMBATHCS MPU TPUMEHEHUHU OOJBIINX /103 BUTaMUHA D 1
3Ta 3aBUCHUMOCTh OT BUTAMUHA COXPAHSIETCS HA MPOTSKECHUU BCEU KU3HU
00JILHOT'0, OBLJIO MPEJJI0KEHO Ha3biBaTh ATy (opMy 3a00jIeBaHUs BUTa-
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MHUH D-3aBUCUMBIM paxuTOM. BpIIENsAOT ABa TUIla BUTAaMHUH D-3aBu-
cumoro paxuta: I tun (tun Ilpagepa) cBszan ¢ aedextom 1-o-ruapo-
KCWIa3bl B TIOYKaX, OCYIIECTBIISIIONICH TMpeBpaileHue 25-TUAPOKCHU-
xoJiekanbiudepona B akTuBHyr (opmy Butamumna D — 1, 25-gurun-
pokcuxonexkansuudepod; Il Tun (tun bpykca) cBa3aH ¢ pe3UCTEHTHOCTHIO
TKaHel k 1, 25-guruapokcuxonekanbluudepoly BceieAcTBUE AedekTa
KJIETOYHBIX PEIIENTOPOB, B TO BpEeMs Kak 00pa3oBaHUE aKTUBHOU (HhOPMBI
BUTaMMHA HEe HapymieHo. Hapymenue cunTe3a 1, 25-muruapokcuxo-
JekanblMdeposia CTAHOBUTCS NMPUYMHON CHUKEHMSI BCACHIBAHUS MOHOB
KaJIbLIMS B KUIIEYHUKE peOeHKa, YTO BEACT K TMIIOKAIbIIMEMUN, HA (HOHE
KOTOPOM MPOUCXOIUT (OPMHUPOBAHUE BTOPUYHOIO THUIEpHapaTUPeo3a.
JucOananc B paboTe dHAOKPUHHONU CUCTEMbI MPOSIBISACTCS HAPYIICHUEM
oOMeHa Kanmblus U Gochopa B KOCTAX U Pa3BUTUEM PAXUTOIMOJOOHBIX
nedopmanuii ckeneta. IlepBble KIMHUYECKUE MIPOSIBICHUS JTAHHOW IMaTO-
JIOTUM TIOSIBJISIIOTCSI HA TPEThEM—IIITOM MeECsIIIe KU3HU peOeHka. PaHHuMu
CUMIITOMaMU BHUTaMUH D-3aBHCMMOro paxura SIBJISIFOTCS B3JparvBaHUs
BO BpEMsl CHa, HapyILIEeHUs] (OPMYJIbl CHA, TOBBILICHHAS! TOTJIMBOCTh, 00-
JBICEHUE TOJIOBBI peOEHKA B MECTE€ KOHTakTa ¢ moaymkoi. [To mepe Bo-
BJICUCHHS] B IMATOJIOTUYECKUN MPOLIECC KOCTHBIX CTPYKTYpP MOSIBIISIIOTCS
OpraHMYeCKHe U3MEHEHUS B OMOPHO-ABUraTelibHOM amnmnapare. KocTHbie
MOpakEHUsI MOCTEIIEHHO HapacTalT Aaxke Ha (PoHe MpoPUIAKTUUECKUX
MEPOIIPUATAN U NPUMEHEHUS TEPAIEBTUYECKUX 103 BUTamuHa D. Jlns
BUTaMUH D-3aBUCMMOro paxura XapakTepHa THUNOKAJIBIIUEMHS, MOBBI-
IIIEHHOE BBIBEJICHUE U3 opranuzMa ¢ocdaToB, BhICOKass aKTUBHOCTH IIe-
Jo4HOU (ocdarazbl, rUIEpAMUHOAIUATY PUSL.

OTAnYuTENbHBIMU MIPU3HAKAMU BUTaMUH D-3aBUCHMOro paxuta OT
COCTOSTHUM, CBSI3aHHBIX C HEIOCTAaTKOM BUTaMuHa D, SIBISIOTCS Mporpec-
CUPYIOIIUA XapakKTep KOCTHBIX Jedopmanuii, OTCYTCTBHE NPU3HAKOB
HOpMaJu3alliid KOHIEHTPAIIMU KaJIbIMg B KPOBH M HOPMaJbHOE COAEP-
JKaHUE 25-TUIPOKCUXOJIeKaIbIM(eposia B KPOBU MPU JICUCHUH BUTAMU-
HoM D B noze 4000 EJ] B cytku B TeueHue 6—8 Hemenb. [Ipu Tsxenbix
MOpaKEHUSIX KOCTHOW TKaHU pa3BUBaeTCs AchopMalivsi KOCTeH HUKHHUX
KoHeuHocTel 1o O-o0pasHoMy wunu X-oOpazHomy Ttunmy. Ha craiige
MPEJCTABICHBl PEHTTCHOJOTHYECKME CHUMKHU KOCTEH HUKHUX KOHEYHO-
cTel peOceHka ¢ BuTaMuH-D-3aBucuMbIM paxutoM (puc. 8). Kpome nopa-
KEHHS] KOCTEeM KOHEYHOCTEH, MPOUCXOAMUT HApPYIIEHHE CTPYKTYphl U
dbopMbI KOCTEH uepemna, TpyAHON KIETKH, IMpeArsieduid, GopMupoBaHue
paxuTHdeckux OpacietoB u 4eTok (puc. 8). Taxxke mpexacrabieHa (oTo-
rpadust pedeHKa, CTpaJarolero 3TUM 3a00JIeBaHUEM CO BCEMU TEpeUHc-
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JICHHBIMHM TPU3HAKaMH HapYIICHUs CTpoeHus ckenera (puc. 8). Kpome
BHEIIIHUX MPOSIBJICHUN HApYIICHUN CTPOCHMS KOCTEH CKeleTa, HaOIoa-
€TCS U U3MEHEHUE CTPYKTYPbl KOCTHOW TKaHU — OTMEYAIOTCS MPU3HAKU
pe3opOmu OepIioBBIX KOCTEH MPU BUTAMUH D-3aBHCUMOM paxwuTe U MHU-
Hepau3alys KOCTHOH TKaHU B HOpMe (puc. 8).

Puc. 8. Knuanueckue npu3Haku BUTaMUH D-3aBUCHMOTO paxuTa
A, b — HCKpuBIIEHHE KOCTEN HUKHUX KOHEUYHOCTEN

(http://storage0.dms.mpinteractiv.ro/media/401/321/5387/9765675/3/rahitism.|pg ;

http://drugline.org/img/term/rickets-12991 1.GIF), B — paxutudeckue 4eTKH Ha pe-
opax (http://vkapuste.ru/wp-content/uploads/2016/08/1408a-38.jpq), I' — Buj pedeH-
Ka ¢ BuTaMuH D-3aBucumbiM paxutom (http://www.anatomybox.com/wp-
content/uploads/2011/11/rickets-in-a-three-year-old.jpeq), /I — GepiioBbie KOCTH ¥ UX
MUHEpaIu3alys B HopMe (clieBa) U Ipu BUTaMUH D-3aBUCHUMOM paxuTe (CripaBa)
(http://havef.com/wp-content/uploads/raxit.jpg)

OCOOEHHOCTBIO JIEYEHHS BUTaMHH D-3aBUCHMOrO paxuTa SIBISETCS
HEOOXOJUMOCTh 3aMECTUTENIbHON Tepanuu akTUBHON (OopMOIl BUTaMUHA
D — 1, 25-nuruapokcuxonekanbiudeposoM. [Ipu paHo HazHauyeHHOU U
aJICKBaTHOM Tepanuu KJIMHUYECKUE U OMOXUMHUYECKUE MPU3HAKKU O0JIE3HU
y JIeTeil paHHEro BO3pacTa MOABEPraroTCs 00paTHOMY pa3BUTHIO. B ciy-
qasx MO3JHEN NUArHOCTUKH, KOTJA YKE UMEIOTCS TsKENbIe U IpyOble Ae-
(dopmManuu HIWKHUX KOHEYHOCTEH, 3aTpyAHSIONINE NEPEeIBUKEHUE OO0Ib-
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HBIX, MMOKa3aHa KOPPUTHUPYIOLIAs OCTEOTOMHUS, JIJIsi YCIICIIHOTO MPOBEIe-
HUSI KOTOPOU SIBIIIETCA CTOMKAs PEMUCCHUSL.

Buramun D-pe3ucTeHTHBIH PAaXUT — HACJIECACTBEHHOE PaXUTOIIO-
noOHoe 3a0oseBaHMe, UMEIONIEEe JTOMHHAHTHBIA CHEIUICHHBIA C
X-xpoMocoMo# Tun HacieaoBaHus. K pa3Bututo 3a00€BaHUs TPUBOASAT
HECKOJIbKO MPUYUH: 1) nepBUYHBIN Ae(dEKT BcachiBaHUS Kajdblius U Goc-
¢aToB B KUIIIEUHHKE; 2) N30UpaTenbHbIi qedekt peadcopobumu pocharon
B TMOYEYHBIX KaHajblax (mepBUYHAs TyOylomnatus), 3) COYeTaHHBIC
HapyIlieHus peadcopOiuu Kanbius U pochaToB B MOUYKAX U KUIIICUHUKE;
4) BTOpUYHBIC HAPYIICHUS MPOIIECCOB MpeBpalleHus BuTamMuHa D B ak-
TUBHYIO ¢opmy. Boigenstor uyetbipe QopMbl TEYEHUST BUTAMHUH
D-pe3ucTeHTHOTO paxuTa, P KOTOPHIX HAOII01aeTCsl IMOO COUEeTaHHBIN
ne(eKT KIETOK IMUTEIHS TOUYCUHBIX KaHAIBIEB U YHTEPOLUTOB (MIEPBbIN
BapUaHT), JTUOO MPEUMYIICCTBEHHBIH NEPEKT KIETOK IMUTENUs Toued-
HBIX KaHaJblIeB (BTOPOM BapHaHT) WM SHTEPOIUTOB (TPETHUN BapHUaHT),
MOBBIIIEHHAS! YYBCTBUTEIBHOCTh K BUTAMUHY D M CKIIOHHOCTh K THIIEp-
BUTAaMUHO3y D (4eTBepThlii THM). YCTAaHOBIEHO, YTO NpPU BHUTAMUH
D-neduuutHOM paxuTe B SMUTEINU TPOKCUMATIbHBIX U3BUTHIX KaHAJIBIICB
MOYEK HApYIIEH CHHTE3 TpaHCMOpTHOro Oenka mis gocdaro. Hapyre-
HUS aKTUBHOT'O TPAHCIIOPTa HeopraHudeckux (ocdaToB B MOUEUHBIX Ka-
HaJbIaX CO3JAI0T MX MOCTOSIHHBIN AEMUITUT B KPOBHU, YTO U MPUBOJIUT K
(GhOopMHUPOBAHUIO PAXUTOIOIOOHBIX 3a00jeBaHui ckeiera. KinuHuuyeckas
KapTHUHA MOXKET IIMPOKO BAPbUPOBATH B 3aBUCUMOCTHU OT (hOpPMBI 3a00ie-
BaHUS: HaJIMYME EIWHCTBEHHOTO cuUMNTOMa — rumnodocdaremus, 10
dbopM, Tipu KOTOphIX THUINOPochaTEeMHUsi COMPOBOXKIACTCS TKEIBIMU
KOCTHBIMU HApyLIECHHUSIMUA. Y OOJIBIIMHCTBA AETEW, OOJbHBIX BUTAMUH
D-pe3ucTeHTHBIM PaxuTOM, U3MEHEHUS CKEJIeTa BBISIBISIOTCS Ha BTOPOM
rojly >KM3HH, OJTHAKO OINKCAHBI CIy4yau MO3JHEd MaHHu(ecTauu 3adoe-
BaHUS (Ha MSITOM—IIIECTOM TOAY >KU3HH).

XapakTepHbIMU OMOXUMUYECKUMHU npu3HaKaMu BUTaMUH
D-pe3ucTeHTHOTO paxuTa SBIAIOTCS BhIpakeHHasi runodocdaremus u
runepdocdarypusi, MOBBIIEHHE AKTUBHOCTH IeouHOM (ocdarasbl B
KPOBH, HOpMaJIbHbIE 3HAYCHUS KOHIICHTPAIIUU KaJbIlUs B KPOBH U MOYE.
Conepxxkanue 25-rugpokcuxoliekanbiiudepona u 1, 25-TUTHIPOKCH-
XoJieKanbplrdeposa B CHIBOPOTKE KPOBU B HOPME.

[Ipr pEHTreHOJOTUUECKUX MCCIACAOBAHUSAX BBISABIAIOT JBa THIIA
KOCTHBIX U3MEHEHUM: 1) CXOJHbIE ¢ TEMU, YTO HAOIIOIAIOTCS MPU BUTA-
MUH D-nepuuurHOM paxute B BHAEC CUCTEMHOTO OCTEONOpO3a, Pa3phiX-
JICHHOCTH MeTa’nu(U3apHBIX OTACIOB U KOPTUKAIBLHOTO YIIJIOTHEHUS KO-
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CTH; 2) mopakeHue MeTau30B yxke cHOPMHUPOBABIICHCS KOCTH C pa3BU-
THEM OCTeOMasluU. VICKpUBICHUSM MOJBEPraloTCsl KOCTH TOJCHEH U
OenpeHHbIe, CIEICTBHEM Yero SBIISICTCS BO3HWKHOBEHHE XapaKTEPHOM
«yTHHON» MOXOAKH y pebenka (puc. 9).

Puc. 9. Knuandeckue npu3Haku BUTAaMUH D-pe3rCTEeHTHOTO paxuTa

A — HCKpUBIICHHE KocTel HIKHUX KoHeuHocTtel (https://diabetik.quru/wp-

content/uploads/2017/03/2-20.jpg), b, B — nedopmartus rpyaHoit KiieTku
(http://get-ucheba.ru/images/u-menja-kilevidnaja-grudnaja-kletka 2 1 35575.jpq),

I' — nedbopmanus kocTel yepena
(http://health777.ru/foto2.png?i=30964 &k=kraniostenoz-sagittalnogo-shva-foto),

N, E — paxutnueckue opacnetsl (http://lechimdetej.ru/images/lechenie-detej/rahit-u-

rebenka-priznaki-profilaktika-i-lechenie 4 1.jpg; http://diagnoster.ru/wp-

content/uploads/2013/03/CHetki-pri-rahite-rentgen.jpq),

K — muHepanuzamus KOCTH B HOpMe (CiieBa) U Mpu BUTaMUH D-pe3ncTeHTHOM
paxuTe (cnpasa) (https://med-explorer.ru/wp-
content/uploads/2016/01/%D0%9F%D1%80%D0%B8%D1%87%D0%B8%D0%B
D%D1%8B%D0%BE%D1%81%D1%82%D0%B5%D0%BE%D0%BF%D0%BE
%D1%80%D0%BE%D0%B7%D0%B0%D0%BA%D0%BE%D1%81%D1%82%D
0%B5%D0%B9-1024x845.ipq)

HaOmronaercsa negopmaniusi KOCTe yepena U HapyIIeHUs CpallleHus
poaandkoB (puc. 9). [lpu Butamun D-pe3ncTeHTHOM paxuTe y JAeTel pas-
BUBAETCSl XapakTepHas aedopmalusi TpyAHON KIETKH C U3MEHEHHEM €€
dbopMBbI, pa3MepoB, HAPYLUIEHUEM CTPOCHHUS TPYJIUHBI U pedep, MPOUCXo-
IUT WCKPUBJIECHUE TMO3BOHOYHUKA. Bcnenctue paedopmanuu KoOCTeH
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IPYAHOM KIETKM M TO3BOHOYHMKA HApyIIaeTCsl MOJIOKEHUE OPraHoB
OPIOIIHON TOJIOCTH, CHIXKAETCSI TOHYC OPIOLIHOM CTEHKU U (GOpMUpPYETCS
BBINYKJIBIA KUBOT (puc. 9). Taxxke nepopmanusm mojaBEpraroTcs KOCTH
HUKHUX KOHEYHOCTEH: OOHAPYKUBAIOTCS YTOJIIEHUS TUCTAIbHBIX OT/e-
JIOB TpyOUaThIX KOCTEH MpEIIeunii, MOJTYyYHBIINE HA3BAHUE «PAXUTHYE-
ckue OpacieTsl» (puc. 9).

JI71s1 iedeHust UCTOb3YIOT OYEHb BBICOKHE J03bl BUTamMuHa D u ero
aKTUBHOW (POpPMBI MO KOHTpoOJIeM coiepkaHus GpochaToB M KajblUsd B
KpOBU M ModYe. MakcuMajbHBIE J103bI BUTaMHHA D MOTYyT IOCTHTATh
300000 ME B cyTkm.

Heo6xoa1uMo OTMETUTh, YTO OCHOBHBIM MPHUHITUIIOM JICKAPCTBEHHOM
Tepanuy BPOXKJICHHBIX HapyIIEHWH MeTaboJIM3Ma BUTAMHUHOB SIBIISIETCS
Ha3HA4YCHUE OOJBHBIM BBICOKHMX 103 BUTAMUHOB, KJIMHHYECKas KapTHHA
HEJIOCTATOYHOCTH KOTOPBIX HAOIIOaeTCA.

Jtst JIedeHns TUPUIOKCUH3aBUCHMOTO CYIOPOYKHOT'O CHHIpOMA U
NUPUAOKCUH3aBUCUMOM aHEMUHU HEOOXO0IMMO Ha3HAYATh BHICOKHE JO3bI
koepMmeHTHOM Popmbl BUTamMuHa Bs — muponokcanbdocdara. st ne-
4eHUs1 BUTAaMUH D-3aBUCUMOr0 ¥ BUTAaMUH D-pe3uCTEHTHOTO PaXUTOB
TpeOyeTcsl Ha3HaUYC€HHUE BBICOKHMX J103 aKTUBHOU (DOPMBI BUTAMHHA —

1, 25-guruapokcuxosiekanbiudeposia (KaTbIUTPUON).
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Pazpen 4
XNWPOPACTBOPUMbIE BUTAMUHDbI

K KupopacTBOpUMBIM BHTAMHHAM OTHOCST TPYIILY OPraHUYECKUX
ruApoPoOHBIX HE3aMEHUMBIX MUIIEBBIX BEIIECTB, HE CUHTE3UPYEMBIX B
HEOOXOMMOM KOJIMYECTBE, HE MCIIOIb3YEMbIX B Kaue€CTBE HCTOYHHUKA
DHEPIrUM U HE BKIIIOYAKOIIMXCS B CTPYKTYpy TKaHeu. K xupopactBopu-
MbIM BuTamuHaMm oTHocST A, D, E, Ku F (maon. 1).

Tabnuya 1

Cmpoenue u kraccugukayus H#cupopacmeopumsvlx UMAMUHOB
1O XUMUYECKOU NPUpooe U OUOOSUYECKOU POU

Buramun | Knaccuduka- | Kuaaccudmu- Crtpoenue
oM 1Mo 0HOJIO- | KauMs MO XHU-
THYECKOH PpoJIM| MHYeCKOM
npupoue
Butamun | antukcepodra- PETHHOJI HaC  CHs CHs
. |
A JIBMUYECKUI (CH=CH— C= CH);— CH,— OH
CH3
pEeTUHAIIb H3C CHs CHs
[ PAY
(CH=CH— C=CH)>— C\”
CH3
pE€THHOECBAA HiC  CHs CHs
| O
KHUCJIOTa &
(CH=CH— C=CHp— €
OH
CHy
Burtamun aHTUpaxu- AProKabliu-
D> TUYECKUHN bepon
Buramun XOJICKaJIbIH-
D3 dbepon
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Oxonuanue mabauyol 1

Buramun AHTHUCTEPU- a-TOKO(epo CHs
CHs
HsC O
3 S, Ch CHs CHs CHs;
Buramun | aHTHTeMOppa- | (QHIIIOXUHOH o}
K THYCCKUN CHs
9H3 (-I:H3
CHz-CH=C~-[CH~ CHz~CH,~CH;- CH,
o
MEHAXHHOH 0
CHs
CH;,
I
(CHz-CH=C-CHy) H
o]
n=6, 7 nau 9
MEHAINOH 0
T
0]
Buramun JTHHONEBASA | oy (CH,)y— CH=CH— CH,—CH= CH—(CH,);— COOH
F KHCJIOTa
JMHOJCHOBAS | (. CH,—(CH= CH— CH,);—(CH,)s — COOH
KHCJIOTa
apaxyI0HOBas . :
paxul CH;— (CHy)4—(CH= CH— CH,); — CH,— CH,— COOH
KHCJIOTa

4.1. BUTAMUHDbI TPYMIMbI A

Tepmun «BUTaMUH A» OOBEIUHSET TPyNIy OJU3KUX MO XUMHUYECKOU
CTPYKTYpE COCIMHEHUN — PETUHOJI, pETHHAJIb, PETUHOEBYIO KHCIIOTY, UX
3¢uUpHI.

ButamuH A oOiafaeT MHUPOKUM CIEKTPOM OHOJOTHYECKOrO JeH-
ctBud. OH y4acTByeT B mpoueccax (oTopeneniuu, HeoOX0auM ISl pocTa
Tena, BOCIPOU3BEICHHS TOTOMCTBA, MOAACPKaHUSI UMMYHOJIOTUYECKOTO U
reMaToJIOTUYEeCKOro craryca, npoaudepanuu u 1uddepeHImpoBKr TKa-
HEW (AMUTEIUN KOMXKHBIX MOKPOBOB, CIU3UCTBIX, CIIEPMATOTEHHBIA 3TUTE-
JIUH, KOCTHAas TKaHb); BIUAET HA MHOTHE CTOPOHBI OOMEHa BEIIECTB: TKa-
HEBOE JIBIXaHWE U PHEPreTHUUECKUl OOMEH B TKaHSAX (CTaOWJIU3UPYET MU-
TOXOHJpUalbHble MEeMOpaHbl U AKTUBUPYET CHUHTE3 YOMXHMHOHA), OOMEH
OenkoB (BO3ACHCTBYET HAa MHUIMALIMIO PEIUIMKAIMK), YTIEBOJOB (y4acT-
BYET B CHHTE3€ MEMOpPAHHBIX TTTMKOMPOTENHOB U TIMKOIUIUIOB), JTUIIN-
J0B (BIUAET Ha MPEBpAIEHUE MEBAJIOHOBOM KHUCJIOTHI B XOJIECTEPHUH),
HYKJIEMHOBBIX KHUCJIOT. BONbIIMHCTBO U3 MeTaboauyeckux 3P(HEeKToB BHU-
TaMHHA A CBA3aHO C €ro BIUSHHUEM Ha CTAOMJIBHOCTh U IMPOHMUIIAEMOCTH
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KJICTOYHBIX MeMOpaH. biaromapst HaMMuniO ABOWHBIX CBSI3€H BUTaMHH A
MOXET y4aCTBOBAaTh B OKUCIUTEIbHO-BOCCTAHOBUTENIBHBIX peakuusx. Bu-
TaMUH A 1 B OOJIbIIIEH CTENEHU MPOBUTAMUHBI — KAPOTUHOUIBI B OTpEie-
JICHHBIX J103aX 00J1aJal0T AHTUOKCHUAHTHBIM () PEKTOM.

B oprann3me BUTaMUH A UCHOJB3YETCS B BUJIE PETUHOIA, PETUHAIA U
PETUHOEBOM KHUCIOTHL. B 1IUTO307€ pa3nuyHbIX KJIETOK OpraHu3ma oOHa-
PYKEHBI JiBa TUIA OCJIKOB, MPOSBIISIIONIUX BUTAMUH A-CBSI3BIBAIOIIYIO aK-
TUBHOCTh (PETUHOJICBS3bIBAIOIINI OCJIOK M KJIETOYHBIA OEJOK, CBSI3bIBa-
IOIIUI PETUHOEBYIO KUCOTY). PeTnHans obecreurnBaeT npoiecchl CBETO-
U 1[BETOBOCIIPHUATHS; PETUHOJ U PETUHOEBAs KUCJIOTa TPEOYIOTCA ISl pPO-
cta U JudPEpeHIIUPOBKU SMUTEIUAIBHON TKaHU (PETHHOEBAsl KUCIOTa
MPEAOTBPAILAET METAIIA3UIO JKEJIE3UCTOr0 SMUTENUA B IUNIOCKUI OpOroBe-
BaIOIIMK, BO3MOXKHO MOCPEACTBOM PETYJSALMU SKCIPECCHU TE€HOB psiia
(dbakTOpOB pocTa), HEPBHOW M KOCTHOW TKaHH, a TaKKE€ YUaCTBYIOT B pery-
JSIUUM CUHTE3a TOPMOHOB (KOpBHI HAJANOYEUHUKOB U3 XOJECTEpUHA), CEK-
PETOB, KOMIIOHEHTOB MEXKJIETOUYHOI'O BEIIECTBA, TNIMKONPOTEUHOB U TJIH-
KOJIUMUJ0OB MEMOpaH, 4TO BO MHOTI'OM ONPEAENSIET CBOMCTBA KJIETOYHOM
MOBEPXHOCTU W TIOBEJICHUE KJIETKU B IiejoMm. [leiicTBue BUTaMuHa A B
KJIETKE CBSI3aHO C IIMKO3UWiITpaHcepazamu. Butamun A oka3bIBaeT 4030-
3aBUCHUMOE BIUsSHME Ha Tiposudeparuio u AudepeHImpoBKy KIETOK Me-
3eHXUMHOU monyJisiiuu (pubpodsacTel, Makpodaru, TUMQPOIUTHI, IPUT-
pouuThl). Bce 3T0 mO3BOISIET paccMaTpUBaTh BUTAMUH A B KaueCTBE O/I-
HOro U3 (akTopoB MopdoreHesa. Butamun A npuHuMaeT ydyactue B (o-
TOXUMHUYECKOM aKkTe 3peHus. CBETOUYBCTBUTEIHLHBIM MUTMEHTOM CETYaT-
KU (MaJI0YEK) SBJISIETCS CIIOXKHBIA OEJIOK POJOIICHH, COCTOSIINAN U3 MPOTE-
MHA OICMHA W NPOCTETUYECKOW TpyIIibl, MOpeacraBieHHon 11-muc-
perunanem (puc. 10). Ha cBeTy polOTICHH pacileruisieTcsi Ha OICHH U pe-
TUHAJIb, TOCIEAHUN MOJBEPTraeTCA MPEBPAILCHHUIO B TpaHC-popmy. DoTo-
M30MEPU3AIUs PETUHAS BBI3IBAET MECTHYIO JICTIOJSPU3ALINI0 MEMOpPaHHI,
YTO MPUBOAUT K BO3HUKHOBEHHIO J3JIEKTPUYECKOTO HMITYJIbCa, KOTOPBIN
pacrnpocTpaHsieTcs 0 HEPBHOMY BOJIOKHY. LMK npeBpalieHuii CBEeTOUyB-
CTBUTEJILHOTO MUTMEHTA 3aBEpIIAeTCs] B TEMHOTE pereHeparueid pojon-
CUHa (COEIMHEHUEM OlcuHa U 11-nuc-peTnHans, KOTOPbIA MOYXKET CUHTE-
3UPOBATHCS] U3 LUC-PETUHOJIA WM TPAHC-PETUHAJSA) U BOCCTAHOBICHHUEM
YyBCTBUTEILHOCTH K CBETY CJIa00il MHTEHCUBHOCTHU. [loTepu perunHans B
IIUKJIE JOJKHBI BOCTIOJIHATBHCS 32 CUET MOCTYIUICHUS B OPTaHU3M PETHHOIA
c nuieit. [Ipu nedunmre BuTamMuHa A HaOIIOAAETCA HAPYIIEHUE TEMHO-
BOH (pa3bl IMKJIa — BOCCTAHOBJIEHUS pooncuHa (puc. 10).

Pa3BuBaetrcss  nmereHeparus — Hapy)XHbIX ~ CETMEHTOB  MaJIOYeK.
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Nedonunt ButammHa A

Puc. 10. Mexanu3m HapyIIeHUS] CyMEPEYHOTO 3pEHUS TP TUTTIOBUTAMUHO3E A



['myGokwuit neunMT BUTaMruHa A MOXKET OKa3bIBaTh BIMSHHE Ha IIBE-
TOONIYIIIEHUE, TAK KAK OH BXOJIUT U B COCTaB MOJONCUHOB (CBETOUYBCTBU-
TEJIbHBIX MUTMEHTOB KOJIOOYEK, OTBEYAIOIINX 3a I[BETOBOE 3PCHHUE).

XapakTepHbIMH CHMIITOMAMM HEAOCTATOYHOCTH BUTAMHMHA A y 4e-
JIOBEKA W >KUBOTHBIX SIBJIAIOTCS CHEUU(PUUECKUE MOPAKEHUS Tiia3, KOXKH,
CIIM3HUCTBIX 000JI0UEK, TOPMOKEHHE POCTa, CHI)KEHHE MAcCChl Teja, olI1ee
UCTOLIEHHE opraHusMa. [lopakeHue 3muTenus KOXKHU MPOSBISETCS €ro
YCKOpPEHHOU Tposiudepanieii u naToJornyecKuM OPOrOBEHUEM, YTO CO-
MPOBOXKJIACTCS pa3BUTUEM (POJUIMKYJISIPHOTO MamyJIe3HOr0 THIIEPKEepaTo3a
(«xabbsi KoXKa»). HapylieHue smuTenu3aliuu BBI3BIBAET CYXOCTh KOXH,
HieNTylieHrue, pa3BUTHEe BTOPUYHBIX MHpexkuuid. [Ipu aBuTamMmuHoze A mo-
paXkaeTcsl TakXKe DIUTEINN CIM3UCTON 000JOYKM MOYEIOJIOBON U JbIXa-
TEIbHOW CHCTEM, a TaKXe€ MUILEBAPUTEIBLHOIO TPAKTA, YTO BBHI3HIBAET
(ycyryOmsieT) HapylIeHHe BCACBIBAHHS >KUPOPACTBOPUMBIX BUTAMHHOB.
OporoBeHue SMUTENHS CIE3HOr0 KaHaJla MPUBOJUT K €ro 3aKyIopKe, pas3-
BUTHIO CYXOCTHM KOHBIOHKTHUBBI M POrOBOM 000JI0YKM Trjaza (kcepod-
TAJIbMHUM) C MOCIEIYIOIMUM KOHbIOHKTUBUTOM, OT€KOM, U3bSI3BICHUEM U
pa3MATrYEeHUEM POTOBUIIBI (KEPATOMAJIALMNS ), TaK KaK rja3Hoe sS0JI0KO He
OMBIBAE€TCSl CIE3HOM >KHAKOCTBIO, 00nafaronieid OaKTepHUIIMAHBIMU CBOM-
ctBamu. MoskeT HabmoaaThcs arpodust cie3Hbix xene3. Ha ckiepax 00-
pa3yloTcs ouyarw rumnepkeparosa (omsmku burto) (puc. 11). Mcxomom ke-
paToOMaJIAIMU MOXET OBbITh NMOMYTHEHHE POTOBUIIBI (O€IbMO), TMPUBOIS-
niee K cienote (amoauonun). CrnennpruyecKuM CUMIITOMOM aBUTaMHUHO3a
(TUITIOBUTAMUHO3a) A SABJISIETCS KypWHas, WM CyMepeuHas, ciernoTa (re-
MepaJionus ). HegoctaTouHOCTh BUTAaMUHA A MPOSIBISIETCS MPEXIE BCETO
HapylUIEHHEM TEMHOBOW aJanTallii — YBEJIMYEHUEM MPOMEKYTKa BpeMe-
HU, HEOOXOAMMOTO JIJIsl aJlalTalliy Mocie Mepexojia U3 OCBEIICHHOTO T0-
MelleHusl B TeMHoe. Hapsiy ¢ 3TUM yBeJIUYHUBAETCSI 3PUTEIbHBIA MOPOT,
TO €CTh MUHUMAaJIbHAasi HHTEHCUBHOCTh CBETA, KOTOPasi BBI3HIBACT 3PUTEIb-
HBIC OIIYIICHHUS.

Jeduut BuTamMuHa A BBI3BIBAET HAPYLICHHE CUHTE3a XOHIAPOUTHH-
cynbdara, BIUsIonee Ha (POpMUPOBAHUE COCTUHUTEIHLHON TKaHU, B TOM
yucjae KOCTHOM, M3-3a yBeNMYeHHUs pacraaa ¢ochoaneHo3nHPpochocyab-
dara nmoj IeUCTBUEM JIM30COMANIBHBIX CyJib(aTas, MOAaBIIEMbIX PETHHO-
UJIAMH.

Y HOBOpPOXJIEHHBIX JETEW MPAKTUYECKH HET 3allacOB BHUTaMHUHA A,
MO3TOMY TIPU OTCYTCTBUHU €TI0 B AMETE OBICTPO PAa3BUBACTCSI aBUTAMHHO3 C
COOTBETCTBYIOIIUM CUMIITOMOKOMILIEKCOM, BILUIOThH JIO JIETAJIBHOTO HUCXOJIA.
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Puc. 11. Knuandeckue nposBICHUS] HETIOCTATOYHOCTH BUTaMUHA A
a — (QOJUTUKYJISIPHBIN MaIyJIe3HbINA TUIIEPKEepaTO3 («KaObs KOXKa)
(http://4.bp.blogspot.com/Ih9ng236vde/unbub8pc7ri/aaaaaaaaaw0/mdkscyewjai/s320
/dscn1030.jpg), 6 — kcepodramemus (https://uflebologa.ru/wp-
content/uploads/2017/09/pokrasnenie-pri-davlenii.jpg), B — ouaru runepkeparo3a Ha
ckiepax (Omstiku 6uto) (https://drleesb.files.wordpress.com/2012/07/pterygium-lee-
sa0-bing2.Jpg), r — KepaTOMaJISIKs U TIOMYTHEHHE POTOBHUIIBI
(https://cl.staticflickr.com/9/8092/8410461813 0860953419 b.jpq)

BropuyHbIi rMMIOBUTAMUHO3 A BO3MOXEH IIPU MEYEHOUYHOM HEJO-
CTaTOYHOCTH, TaK KaK B KJETKax MEYEeHM PEeTHHOJAICTEepa3a OCBOOOXKIAET
PETUHOJI, KOTOPBIA TPAHCHOPTUPYETCS B KPOBHU B CBSA3aHHOM C OCIKOM CO-
CTOSIHUAM; TPU MPOTEUHYPUU — BCIIECICTBUE MOTEPU PETUHOJICBSA3BIBAOIIE-
ro OeJika; MpH aJKOroju3Me — BCJICACTBUE HEJOCTaTKa IIMHKA U HUAILIMHA,
HEOOXOJUMBIX Il MeTaboJin3Ma BUTaMHUHA A, a Tak)Ke HapyIICHUs Bca-
ChIBAaHMS PETUHOJIA M3-3a AJIKOTOJIbHOW MalibabcopOumu. Hapyienue mpe-
BpalllcHUs NPOBUTAMHUHOB B BUTAMUH A C Pa3BUTHUEM KAPOTHHEMHUYECKOU
TICEBIOKENTYXH MOKET BO3HUKATh MPU TUIIOTUPEO3E, TAK KAK aKTUBHOCTH
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B-kapoTuHIMOKCUTEHA3hI ((hepMeHTa, MpeBpallaromero B-KapoTUH B pe-
TUHAJIb) CTUMYJIUPYETCA TOPMOHAMH IIIUTOBUIHOMW YKEJIE3BbI.

HenocrarouHocTh BUTaMUHA A MOKET pa3BUBATHCS MPU BPOKICHHOM
HapYIICHUH MpEeBpalleHus: B-KapoTUHA B PETUHAJb, CBI3aHHOM C T'€HETHU-
YECKUM J1€(PEKTOM [-KapOTHHINOKCUTECHA3BI.

[Toctymienre B OpraHu3M OOJIBIIKNX /103 BUTAaMUHA A, MPEBBIIIAIOIINX
BO MHOTO pa3 (pU3HOJOTHYECKYI0 MOTPEOHOCTh, BBHI3BIBAET XaPAKTEPHYIO
KapTUHY MHTOKCHKAIIMU, U3BECTHYIO O]l HA3BAHHUEM T'MIIEPBUTAMMHO3a
A. T'unepBUTaMUHO3 A y YE€JIOBEKA MOXKET BOSHUKHYThH B PE3yJIbTaTe YIIO-
TpeOJIeHHUS MTPOAYKTOB, COAEPIKAIIUX OOJIbIIIOE KOJIUYECTBO BUTAMUHA A,
MO0 TOKCHMYECKUX 703 MpenapaToB BUuTamuHa A. OCTphIf runepBUTaMu-
HO3 A 4alle BCETrO BBIPAXKAETCS B TOJIOBOKPYKEHUM, TSXKEJIOU TOJOBHOMU
00JM, COHJIMBOCTH, CTYIOpPE, NUCTENICUYECKUX SIBJICHUAX (IIOHOC, PBOTA),
HIETYIIEHUU KOXU. XPOHUYECKOE OTPABIICHUE BUTAMHHOM A BIJEYET 3a
co0oli TOJOBHYIO 00JIb, CYyXOH NE€PMATHUT, BHINIAJIEHUE BOJOC, 0OJIb B CY-
CTaBax M KOCTSIX MPH XOJh0€ M HAJABIUBAHUH, OTEK BJOJIb TPYOUATHIX KO-
CTEH, MOBBIIICHHYIO JIOMKOCTh KOCTEW, KaJIbIMHO3 CBA30K, aHOPEKCHIO,
MOTEPIO BeCa, T'eNaTOCIUICHOMEraluio, reMopparnyeckuii cunapom. He-
PEAKO HAOIIOJAIOTCA CUMIITOMBI 3K30()TaIbMUU U TOBBIIIEHUS JABJICHUS
CIIMHHOMO3TOBOM JKHIKOCTH, OT€K COCKa 3PUTEIBLHOIO HEPBA, CBSI3aHHBIN
C pa3BUTHEM JIMKBOPHOU TMIIEPTEH3UM U CIAABJICHUEM HEPBOB B OTBEPCTH-
X KocTel yepena. Beicokne 10361 BUTaMHHA A SMOPHUOTOKCUYHBI.

ButamMuH A COAEpKUTCS B OCHOBHOM B MPOAYKTaxX >KMBOTHOI'O MPO-
UCXOXJIeHUA (TIeUeHb, IEJIbHOE MOJIOKO, CIMBKH, CMETaHa, CIMBOYHOE
Maciio, cbip). OcoOeHHO OOTraThl UM NEYEHb U BHYTPEHHUM KUP HEKOTO-
pPBIX BUJIOB PbIO (MANITYC, TPECKA) U MOPCKOTO 3Beps (KUTHI, MOPXKH, TIO-
neHu, nenbhuHbl), 0emoro menaseas. OCHOBHBIM MUIIEBHIM HCTOYHHUKOM
KapOTHUHOB (ITPOBUTAMUHOB A) SIBJISIFOTCSI IPOAYKTHI PACTUTEIIHBHOTO MPO-
HCXO0XJICHUS — MOPKOBb, KPAaCHBIN Tepell, TOMAaThl, 3€JIeHb METPYIIKHU, Ca-
JaT, IIMUHAT, [IaBeNb, OOJenuxa, MUMoBHUK U Jp. CyTouyHas moTpeo-
HOCTh B BUTamMuHe A 115 B3pocioro denoeka — 1,5-3,0 mr mwim 2-5 mr
B-kapoTuHa; nJg AeTeH BbIIe, 4eM i B3pocibix. [loTpeOHOCTH B BUTa-
MUHE A TIOBBINIACTCS TPU OEPEMEHHOCTH, JAKTaIllMh, YTOMJIEHUH, TIPO-
JOJDKUTEIBHOM HaNpPsHKEHUU 3PEHUS.

4.2. BATAMUHDbI TPYIMMNbI D

OtkpbiTue BUTaMuHa D (kanbiudepost) cBs3aHO C MOMCKaMU Jieueo-
HOTO mIpenapara A NpoPUIAKTHKUA W JedeHUs paxuta. OCHOBHBIM HC-
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TOYHUKOM BuTaMuHa D saBigercsa 3unoreHdbii cuaTe3: 10 80 % HeoOXo-
AUMOTO KOJM4ecTBa BUTaMuHa D3 (xonekanpiudeposna) opraHu3M MOMKET
CUHTE3UPOBATh B KOXKE (B MakpodarajJbHbIX KJIETKaxX JIEPMbl) MO BO3ICH-
CTBUEM YIbTpadUOJETOBBIX Jydeil U3 7-Aeruapoxoiiecteposa (MpoBUTA-
muHa D3) (puc. 12).

®u3NOJIOTHYECKU aKTUBHOUM (hOopMOH sIBJIsieTCsl HE caM BUTaMuH D, a
ero MetadoauThl (B HacTosmee BpeMs nx u3BectHo Oojee 40: 25-OHDs,
10,25-(OH)2D3, 24, 25-(OH).D3, 25, 26-(OH).Ds3, 1, 24, 25-(OH):D3 u
1p.), oOpasyromuecs B pe3yjbTaTeé OOMEHHBIX IMPEBpAIlCHUNH B TKaHSX.
Oo6pa3zoBanue KJIbIUTPUOJIA (1, 25-quruapokcuxonekanbiudepos
[1, 25-(OH),D3]), moaaepkuBaroIiero ypoBeHb Kaibiusa U Gpocdopa B ChI-
BOPOTKE KPOBH B Y3KHX (PU3HOJIOTHYECKUX TPAaHUIIAX, MPOUCXOJIUT B Op-
raHU3MeE B HECKOJIBKO ATanoB. GOTOXUMHYECKH CUHTE3UPOBAHHBIN B KOXKE
BUTaMUH D3 107 BO3IEUCTBHEM THAPOKCHUIIA3 MOABEPracTcs JABYM peak-
UM THUIPOKCUIMPOBAHUSA: CHadajlla B IIEUCHH B 25-0M TIOJIOKEHUU
(25-rumpokcuiaza), 3aTeM B IIOYKax B 1-OM  TOJIOKCHUU
(1-a-ruapokcuiasza) (puc. 13).

CH

aprocTeporn aprokanbuudepon

Puc. 12. O6pazoBanue xonekaiabideposa (Butamun Ds)
1 sprokansitmdepona (Buramuaa Dy) n3 mpoBUTAaMUHOB

OO6pa3oBanue akTUBHOM (popMbl BUTaMHHa D3 B moukax KOHTPOJIHPY-
eTcs uepe3 cucTeMy o0paTHBIX cBsizeil ¢ oomeHom Ca, P, cekpenueii napa-
TUPEOUTHOIO TOPMOHA, KaJbIUTOHUHA, COMATOCTaTHUHA, MPOJAKTUHA, I10-
JIOBBIX TOPMOHOB M uHcyiuHa. N30kITOK 1, 25-(OH)2D3 B opranusme uH-
ruoupyeT ero oopazoBaHue.
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Hedurut kanpuudeposa, 4acTo MPOSBISIONIUNCS y JIOJICH B COBpe-
MEHHBIX YCIIOBUSIX, HEPA3PHIBHO CBsI3aH C 00pa30M >KM3HU 3HAYUTEIHHOU
YaCTH HACEJICHUS — CKOILJICHUEM JIt0/ICi B OOJIBIIIMX TOPOJIaX, COKpAIICHH-
€M BpeMeHU MpeObIBaHUS Ha CBEXKEM BO3AyXE. YMEHBIIEHUE COACPKAHUS
BuTamMuHa D B opranusMe HaOII0JaeTcs MPU HEAOCTATOYHOM MOCTYILIE-
HUU €T0 C MPOJYKTaMU MUTAHUS MPU OJHOBPEMEHHOM CHMXKEHUU HHJIO-
F€HHOI'0 CUHTe3a. Benuka BEpOATHOCTh pa3BUTHUSI TMIIOBUTaMHHO3a D y
HEJIOHOIIEHHBIX JETEW, TaK KaK )KEHCKOE MOJIOKO COAEPKUT HEIOCTATOY-
HOE €ro KOJWYECTBO, a Yepe3 IUIalleHTy BUTAMHUH MOCTYNaeT B OCHOBHOM B
MOCJIEHEM TPUMECTpe O0CpEeMEHHOCTH. DHOTCHHBIN TUIO- (aBUTAMHHO3)
D MokeT BO3HUKATh IPU HAPYUIEHUH MEPEBAPUBAHUS U (MJIM) BCACHIBAHUS
JUTHAJIOB, B TOM YHCJIE KUPOPACTBOPUMBIX BUTAMHHOB (MEXaHUYECKas
KENTyXa, X0JIecTa3, MaHKpeaTuYecKass HEJOCTATOYHOCTh); HApPYIICHUU 00-
pa3oBaHUsl aKTUBHBIX (POPM BUTAMHUHA: THAPOKCHJIMPOBAHHUS B TIEYCHU
(mpu 1Mppo3€) U B MOUYKax (MPU XPOHUUYECKON MOUYECUYHOW HEJOCTATOUHO-
CTH); YCWICHUU pacnaja (HampuMep, N0 BIUSHUEM Psifa JIEKapCTBEHHBIX
npenapaToB, WHIAYIUPYIOUIUX aKTUBHOCTH (DEPMEHTOB CHUCTEMBI MHUKPO-
COMAJILHOT'O OKHCJICHUS TIPH YYaCTHH IIUTOXpoMa Pasp).

YMeHbllIeHUEe CHHTe3a U (WIM) MOCTyIUIeHus: BUTaMuHa D ¢ nu-
ied, HapylmeHUs MeTado/mM3Ma XoJieKaJdbHu(deposa BBI3BIBAIOT
«KAJbUMNIEHNYECKUi» PaxXuT y JAeTell 1 0CTeOMAJSIIIUI0 Y B3POCJIbIX.
Hapymienus ochopHoO-KaaplMeBOoro oOMeHa, Urparoliye riIaBHyo poJib B
MaTOreHe3e paxuTa, NPUBOJAT K HAPYIICHUIO MHUHEpaIu3allid KOCTHOMN
TKaHU, 0COOEHHO B 30HaX POCTa TPyOUaThIX U YepenmHbIX KocTeil. [ToMmumo
HapylUIeHUs MHUHEPAIU3AlMU OCTEOU]Ia, TIPU PaxUTe HAOIIOJIAIOTCA YCH-
JIEHHOE paccachlBaHWE KOCTHOM TKaHW, BhIMBIBAHME KalblUs U ¢docdara
U3 KOCTH, noteps (ocdara ¢ MOUOH, 4TO 0OYCIIOBICHO THUIIEPCEKPEIIUCH
naparropmMoHa (pa3BUTHE BTOPUYHOTO THUIIEPIIAPATHPEO03a), CTUMYJIIUPYE-
MO HU3KHUM YPOBHEM KaJIbI[UsI B KPOBU. Y XYIIIEHUE dHEProoOecreyeHusI
MPOIIECCOB KOCTEOOpa30BaHUs U MUHEPAIU3AIIMU KOCTHOM TKAHU CBSA3aHO
C HapyIICHUEM BCAChIBAaHHS M META0O0IM3Ma IUTpaTa NpU HEIOCTATKE BU-
tamuHa D. PaxuTuyeckue KOCTH MeJJIEHHEE PacTyT, HE CIOCOOHBI BbI-
JIEPKUBATh HOPMAJIbHYIO CTaTHYECKYIO U TMHAMHUYECKYIO Harpy3Ky, JIETKO
MOJABEPratoTCsl MEXaHUYECKUM Jeopmanusam, 4To 0OyCIOBIMBAET BHEIII-
HUE MPOSBJICHUS PAXUTa CO CTOPOHBI CKEJIeTa: NCKPUBIICHUE HIKHUX KO-
HEYHOCTEH, pyK U MO3BOHOYHHKA, YTOJIICHUE SMU(PHU30B JIUHHBIX TPYO-
YaThIX KOCTEH («paxUTUUECKUE OpacieThl»), «PaXUTHUUYECKHE YETKU» Ha
TPYJHBIX KOHIIAX pedep, «KypuHas TPYAb» C BBICTYIAIONICH TPYJIUHOU U
CIaBJICHHBIMU ¢ OOKOB peOpamH, 3aJiep>KKa 3aKpbITUsI POJHUYKOB U TMPO-
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pe3biBaHus 3y00B, «100 Cokparay (mepuocTaibHble HACIOCHHS OCTEOU 1A
B 00;1aCTH JOOHBIX U TEMEHHBIX OyTpoB), KpaHroTadec (YIJIOMIEHUE 3aThI-
J04YHBIX KocTel) (puc. 14). K paHHUM KIMHUYCCKUM MPOSBICHUSAM PaxHTa
OTHOCSITCS: Pa3JAPAXKUTEIBLHOCTh, MBIIIEYHAs THUINOTOHUS (CBA3aHHAs HE
TOJBKO C U3MEHEHUEM HEPBHOW PETYJISILIMU, HO U C HAPYIIEHUEM CTPYKTY-
pbl U MeTabOJIM3Ma MBIIIIEYHBIX BOJIOKOH), TETaHUS (B CBSI3U C CUCTEMHOMN
TUTIOKAJIbIIMEMHEH ), OOJIBICEHUE 3aThIIKA, PA3BUTHE OPOHXOJETOYHBIX 3a-
00JIeBaHM, CBSI3aHHOE C YXYAIICHUEM BEHTUJISAIIUU JETKUX U CHUKEHUEM

HMMYHHUTCTA.

Puc. 14. Kiimanueckue IMPU3HAKHW HCAOCTATOYHOCTH BUTAMHHA D
a — MCKpUBJICHHE KocTel HkHUX KoHeuHoctew (https://diabetik.quru/wp-
content/uploads/2017/03/2-20.jpg), 6 — nedopmarus rpyaHoi kiaetku (http://get-
ucheba.ru/images/u-menja-kilevidnaja-grudnaja-kletka 2 1 35575.jpQg),

B — Aedopmalius KocTel yepena
(http://health777.ru/foto2.png?i=30964&k=Kkraniostenoz-sagittalnogo-shva-foto),
I — paxuTHYECKHe YeTKu Ha pedpax (http://vkapuste.ru/wp-
content/uploads/2016/08/1408a-38.jpQ), 1 — paxuTHUECKHE OpacIeThl
(http://lechimdetej.ru/images/lechenie-detej/rahit-u-rebenka-priznaki-profilaktika-i-
lechenie 4 1.jpQ), ¢ — OepIiioBbIe KOCTH M UX MUHEpAJIM3alKs B HOpMe (CBEPXY)
u nipu paxute (cau3y) (http://havef.com/wp-content/uploads/raxit.jpq)
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Henocrarok BuTamuHa D y B3pOCIbIX BBI3BIBAET HAPYIICHUE MEPHU-
OCTaJIbHOTO OKOCTEHEHHUs (0cTeou ] BbIpabaThIBa€TCsA, HO HE MUHEPATIU3Y-
€TCs1) — pa3BUBAETCS OCTEOMAIALMS. Y OOJBHBIX OTMEYAIOTCS TUIOLUTpA-
TeMusi, TunoocdareMusi, B TSHKEIBIX CIydasX — TMIOKaIbIIUEMUS, Pa3BU-
BaeTcs runepnaparupeos. [Ipu pa3BuUTHU 3710KaYECTBEHHBIX HOBOOOpPA30-
BaHUI OCTEOMAISIUS MOXKET OBbITh CBSI3aHA C TOPMOKEHHEM 00pa30BaHUs
KAJIBIIUTPUOJIA B TIOYKAX MENTUAHBIMU (paKTOpamMu, CUHTE3UPOBAHHBIMU B
OMYXOJIEBBIX TKAHSX.

Hedurut ButamuHa D BeeT K MOHMKEHUIO KOHIEHTPAIIMU KaJIbIUs
u (pocdopa B CHIBOPOTKE KPOBU U HAPYIICHUSIM ACATEIbHOCTH MHOTHUX CH-
CTEM OpraHu3Ma: HEPBHOM, MBIIEYHOW, KOCTHOW, PEHPOAYKTUBHOU, M-
MyHHOU. Perymupyromuii 3¢pdext ButamuHa D B OTHOIIEHUM KalbIUi-
dochopHOro 0OMEHA JOCTUTASTCS 3a CUET BO3JACHCTBUS KAIBIIUTPHOJIA HA
CICAYIOIINE TPOIIECCHI: peadcopOIrio KambIusd U (pochaToB B MOYCSUHBIX
KaHaJbl[aX; MOOWJIM3aLUI0 3JEMEHTOB M3 KOCTHOM TKaHH; BCACHIBAaHUE
Ca?* u pocharoB B Kumeuynuke (Hauboyee BECOMBIN BKIAJ B aHTUPAXH-
TUYECKOE ACUCTBUE). B KJIeTKaxX KUIIEYHUKA O] BIUSIHUEM KaJbLUTPHO-
ja mpoucxoauT cuHTe3 Ca-cBsi3bIBaIONIEro Oejika U CTUMYJISLUS TpaHC-
nopra Ca?". Ocreorenes U peMOJEINPOBAHUE KOCTHOM TKaHU PETYJIHUPY-
1otcst 24, 25-(OH),Ds3. Peuentopsl k 1, 25-(OH),D3 oOHapy»xeHbl, HOMUMO
OpPTraHOB-MUIIIEHEH, TAKUX KaK KUIIICUHUK, KOCTHAsI TKaHb, TOYKU, U B P
IPYTUX OPTraHOB U TKaHEW: KOXKe, TMIo(u3e, MoJ0BbIX, MAPAIIUTOBUIHBIX
xeseszax u Ap. buonornueckue 3(hPeKThl KaTbLIUTPUOIIA PEATUIYIOTCS Ye-
pe3 B3aUMOJICUCTBHE €r0 C PELUENTOPAMHU B SIAPE KIETOK, CIEACTBUEM YETO
ABJSIETCST M30MparenbHas CTUMYJSiLMs Tpouecca TpaHckpunuuu JJHK,
MpUBOAAIIAS K cuHTe3y MoJiekyn mMarpuuHon PHK w Tpancnsunm xanb-
LUACBA3BIBAIOIIUX OENKOB M FOPMOHOB, peryaupyroumux oomen Ca®*. Bu-
TamMuH D He TONbKO BIMSIET HAa MPOLECCHI, HEMTOCPECTBEHHO CBA3AHHbBIE C
MUHEpaJIbHBIM OOMEHOM, HO TakKKe peryjupyer npoaudepanuio u aud-
(epeHIMPOBKY Pa3IMYHBIX TUIIOB KJIETOK, B TOM YHCJI€ KJIETOK UIMMYHHOU
cuctembl (Makpodaru, T- u B-numdouuTer). AKTUBUPOBAHHBIE TUTOKH-
HaMU Makpodaru MOryT CUHTE3UPOBATh KAJIBIIUTPUOI, KOTOPBIM yCUIIUBA-
€T UX CIIOCOOHOCTH K 3aBEPIICHUIO ()aroiuTo3a.

N36biTOK BUTaMuHa D, K KOTOpOMY OCOO€HHO UYBCTBUTEIBHBI JETH,
OKa3bIBa€T TOKCHUYECKOE JeicTBUE Ha opraHu3M. K Haunbosee BEpOSITHBIM
OpUYMHAM TMIePBUTAMHUHO3a D OTHOCATCS: MPONOIKUTENBHAS MEPEI0-
3UPOBKA WJIM OJTHOKPATHBIN MPUEM TOKCHUYECKOMN J03bl BATAMHHA, aKTHUBA-
Usl MOYeyHoro (Ipu TMEPBUYHOM THUIEPIAPATUPEO3€) U BHEIOYEHHOTO
cunteza 1, 25-(OH);D3 (B IIMTOKMHAKTUBHPOBAHHBIX Makpodarax mpu
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capkoujo3e). 'unepsuramuuos D nposBiisieTcs TIIyOOKMMH HApYIICHUSIMHU
romeocraza Ca?" u GpocharoB, KOTOpBIE HE CIIOCOOHBI KOPPEKTHPOBATHCH
HEUPOryMopaJIbHBIMM CUCTeMaMu opraHusma. IIpu n30bITKe BuTamMuHa D
pa3BUBAETCS YCHIJICHHAs Pe30pOIsi KOCTHOW TKaHHU, KOTOpask HE COMpo-
BOXJAETCSI COOTBETCTBYIOUIEH PEYyTUIM3AIMEd MHHEPAIbHBIX BELIECTB,
TaK Kak IMOJIaBJICHbI MPOIIECChl 00pa30BaHUsl KOCTH U €€ MUHEPaTU3aIlIH,
YTO HE CBSI3aHO C BIIMSIHUEM MapaTUPEOUTHOIO0 TOPMOHA (MPH TUIIEPBUTA-
MHHO3€ aKTUBHOCTb MapallMTOBUIHBIX JKeJle3 CHIKEHA). OcTeoneHus, KO-
TOpasi pa3BUBAETCSl B 3TUX YCJIOBUSIX, SIBJISETCS PE3YJIbTATOM TOPMOXKECHHUS
nuhPepeHITMPOBKA  XOHIPOLMTOB, AePUIIUTa OCTEO0TaCTOB U OCTEO-
HEKpO3a, MPUBOISIUIETO K JIE3UHTETPAIlMM KOMIUIEKCA OPraHUuYECKOro
MaTpUKCa U MUHEPAJILHOTO KOMIOHEHTAa. Pa3BUBatOTCsS TUNIEPKAIBITUEMUS,
TUNIEPKAIBIUYPHUS, OTMEYAIOTCS OTJIOKEHUS TPYIHOPACTBOPUMBIX COJIEH
(mMo4YeUYHbIE KOHKPEMEHTHI, KadblIU(PUKALKS MOYEK, a TAKAKE KPOBEHOCHBIX
COCYJIOB, TICYEHH, JIETKUX, CEPJACYHON MBIIIIIBI, CTCHOK KHUIIICYHUKA, TIPU-
BOJSAIIAS K TSHKEIIOMY M CTOMKOMY HapyIICHUIO (PYHKIIUNA 3TUX OpPraHOB),
CHIKEHUE aKTUBHOCTH IIUTOBUAHOM KEJE€3bl U TOHAJl, MBIIIICYHAS PUTH I~
HOCTb, TUIIEPTEH3Us. Y JeTel TurepBUTaMHHO3 D BBI3BIBAECT paHHEE 3a-
pacTaHvue POAHUYKOB (C BO3MOXXHBIM (hOPMHUPOBAaHHUEM MUKpoledaninn),
MpeKpalieHrue pocTa CKeJieTa B JJINHY, YTOJIIEHUE Tuapu30B U dU(U30B.
JleTanbHBIA UCXOJ TIPU TSHKEJIIOM TUIEPBUTAMUHO3€ D MOXKET OBITh BbI-
3BaH MOYEYHOW HEIOCTATOYHOCTHIO, CAABJIEHUEM MO3ra, alua030M M T'Hh-
MEepPKaIbIIUEMUYECKUMU APUTMUSAMU.

K HacnmencTBeHHBIM HapyIlleHHUSIM OoOMeHa U (PyHKIuN BuTamuHa D
OTHOCSITCSI BUTaMHH D-3aBUCHMBIN HaclienCTBEHHBIN paxuT | Tuma (me-
(GeKT mnodedyHoW 1-o-TUApOKCHIIA3bl); BUTAMHH D-3aBUCHMBII Hacies-
cTBeHHBIN paxuT Il Thna (1eeKT TKaHEeBBIX PELENTOPOB KATBIIMTPHOIIA).

Hawunbonpuiee komuuecTBO BUTaMHHA D3 coAepXUTCA B MOPOJyKTax
KUBOTHOTO TIPOUCXOXKJACHUSA — CIMBOYHOM Maciie, KEJITKE SUIl, MeUYCHH,
peIObEM kupe. M3 pacTUTENbHBIX MPOAYKTOB HauOojee Ooratbl BUTAMU-
HOM D7 pactutenbHbie Macia (IOJICOJHEYHOE, OJMBKOBOE U Jp.). CyTou-
Hasi MOTpeOHOCTh B BUTaMuHe D miis B3pocibix — 10—25 MKT.

4.3. BUTAMUHDbI TPYIMNbI E

Butamunbel rpynnel E umeror obmiee Ha3BaHHE TOKOQEPOJIbI, HUX
Ha3bIBAIOT BUTAMUHAMU pa3MHOkKeHUA. OCHOBHAs (PyHKLHS TOKO(EPOIIOB
— peryJIsiliusl THTEHCUBHOCTH CBOOOAHOPAIUKAIBHBIX PEAKIUNA B KIETKaX,
BBIPAXKAIOLIASCS B OTPAHUYEHUH CKOPOCTHU IIPOLIECCOB MEPEKUCHOTO OKUC-
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JICHUSI HEHACBIIEHHBIX KUPHBIX KUCIOT B JIMMHUAAX OMOJIOTHYECKUX MEM-
Opan. Tokodepobl SABIAIOTCA CHHEPTUCTAMH CeJieHa, Kak KodakTopa Tiy-
TATUOHIIEPOKCHUAA3bI, YYACTBYIOIIEH B HEUTpAIU3ALUU THUIAPONEPEKUCEU
munuaoB. Butamub E 3ammmaer oT mEpeKUMCHOrO0 OKHUCICHUS! HEHACHI-
HICHHYI0 OOKOBYIO IIEIIb BUTaMUHA A, MOBBIIIAA €T0 OMOJIOTHYECKYIO aK-
TUBHOCTb, BOCCTAHABIMBAET KOAH3UM Q, MPUHUMAIOIININ Yy4aCcTHE B OKHUC-
JUTENBLHOM (OChHOPHIMPOBAHUM; PETYIUPYET aKTUBHOCTH (ochoaumnasbl
A», y4acTBYIOIIEH B MeTabOJMM3ME apaxXuJIOHOBOW KHUCIIOTHI — IpEJllie-
CTBEHHHMIIbI IIPOCTArjlaHJANHOB M JICHKOTPUEHOB. Perymsmuioo OMocHHTE3a
¢dbepmenToB BuTaMuH E ocyliecTBisieT, BO3MOKHO, HA YPOBHE TPAHCKPHUII-
unu MatpuaHbix PHK.

Butamun E nenonupyercs B opraHusme, ModToMy MPU3HAKK €0 He-
JOCTATOYHOCTH y YeJ0OBEeKa OOHAPYKHBAIOTCS PEAKO, 3a MCKIIOYCHUEM
HACEJICHUsI T€X CTPaH, IJI€ PACTUTEIbHbIC >XUPBI (OCHOBHBIE MCTOYHUKHU
BUTAMUHA B IMHIIEC YEJIOBEKA) MOYTH HE MCHOJB3YIOTCA ISl TUTAHMUS.
YMeHblIeHHe coJiepKaHusi BUTaMruHa E B CHIBOPOTKE KPOBH OTMEUAETCS
IIPU HEJIOCTAaTOYHOCTH MUTAHUSI; HAPYIIEHWH BCAChIBaHUSA (MYKOBHUCIIU-
7103, aTpe3usi >KEIUYHBIX MPOTOKOB, CTEATOpess W Jp.); aHEMUM TPU KBa-
HIMOPKOPE; TEMOJIUTUYECKON aHEMUU Yy HEIOHOILICHHBIX AETEH; abeTau-
MONMPOTEMHEMUH; OTPABIECHUHU HEKOTOPHIMU XHUMHUYECKMMH BEIIECTBAMU
(HampuMep, aKpOHUTPHUIIOM); JIYUYEBOM IOPAXKEHUHM; XPOHUYECKOU HIIIe-
MHUYECKOM OO0JIE3HU CEepAla; 3JI0OKAYECTBEHHBIX HOBOOOPA30BaHUSX; TY-
OepkyJe3e JErKuX, Hecenn(pUUEeCKUX BOCIAIUTEIbHBIX MPOIIECCax B JIEr-
KHX;, OOTOBOM OO0JIC3HM; SI3BEHHOW OOJIE3HU >KEIyJIKa M JIBEHAJIaTH-
MEPCTHOW KHUIIKH; MPOBEICHUU XUMUOTEPATTHUH.

Butamun E, SBIssICh aHTHUOKCHUJAHTOM, CTAOWJIM3HPYET KJIETOUHBIC
MeMOpaHbl U 00€CTIEYMBAET HOPMAJIbHOE TCUCHHE OMOXMMHUUYECKUX MPO-
IIECCOB, MOATOMY HEXOCTATOYHOE co/ep:KaHue TOKO(GeposoB B opra-
HU3ME MPUBOJUT K (OPMUPOBAHUIO PA3IMYHBIX MPOSBICHUN TaK Ha3bIBa-
eMoi «MeMOpaHHOIi maToJorum». Tokodepoabl pearupyroT ¢ aKTUBHbI-
MU GopMaMu Kuciiopoaa (racs HEHTPbl MHULIMAIIUM CBOOOIHOPAIUKAIIb-
HBIX TIPOIIECCOB), CBOOOJHBIMHU paJUKaJaMH HEHACBIIMICHHBIX KUPHBIX
KUCJIOT U MX MEPEKUCSIMU, 00e3BpekuBas Ux (0OphIBas yK€ WHHUIIUUPO-
BaHHYIO L[EMTHYIO PEAKIUIO MEPEKUCHOTO OKUCIICHUS JIMIUIOB WU 3aMe/l-
75 €€), CBOOOJHBIMHU KUPHBIMU KHCIIOTAMH, TOBBIIICHUE COJICPIKAHUS
KOTOPBIX pacCMaTpPUBAETCS KaK MAaTOTCHETUYECKUN MEXaHW3M IOBPEXKIe-
HUS KJIETOYHBIX CTPYKTYpP, B YACTHOCTU CKEJIETHBIX M CEPJICYHON MBIIIIII.
MembpaHocTabuIn3upyroIee AeMcTBUE TOKOPEPOJIOB 00YCIOBICHO TaK-
K€ HMX CIIOCOOHOCTBIO MPENOXPaHITh OT OKUCIeHUs SH-rpynmbr mMem-
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OpaHHBIX OCIKOB, B TOM 4HCJIe (DEPMEHTOB, U OOPa30BLIBATh B KAaYECTBE
CTPYKTYPHOT'O KOMIIOHEHTa MeMOpaH TuApOo(POOHbIE KOMIIJIEKCHl C HEHa-
CBHIIIICHHBIMU >KUPHBIMU KUCIIOTaMH, 3alluiias MeMOpaHbl OT OKUCIICHHUS.
HenoctarouHocTh TOKOQEPOIOB MPOSIBISIETCS Pa3HOOOPAa3HBIMU CUMIITO-
MaMH, CBSI3aHHBIMH CO CTPYKTYPHO-(YHKIIMOHAIBHBIMH HapyIICHUSIMU
MeMOpaH: TeMOJUTUYECKAs] aHEMHsl y HEJAOHOLIEHHBIX JAeTell, aTpodus
CEMEHHUKOB U 0ecIioue, paccachblBaHUE IJI0/1a HA PAaHHUX CpOKax Oepe-
MEHHOCTH, MBIIIEYHAs auctpodus, pa3BUTHE CTPYKTYpPHO-
MOP(OJIIOTUYECKUX H3MEHEHHM B KJIETKaX MNapeHXMMAaTO3HbIX WM 3HJIO-
KPUHHBIX OPraHOB, COMPOBOXKAAIOUIMXCS HapylleHHueM uX (yHKIUN (TH-
Oeslb KJIETOK CIMU3UCTOM OOOJOYKH KHUIICYHHKA, TMOSBICHUE YYacTKOB
HEKpOo3a B MEUYEHH, TKAHU MO3ra, OCOOEHHO MO3)KE€UKa, IUTOBUIHOMN XKe-
nese u ap.). [lpu venoctatke ButamuHa E Hanbosee BhIpaXEHHO MOBpE-
KIAIOTCS KJIETKUA OBICTPO MPOJUQPEPUPYIOMNX TKaHEH (T€MOMOITUYECKUE
KJIETKH, CIIEPMATOTE€HHBIN SMUTENINM, TeNaTOLMThI, CIU3UCTas 000J0uYKa
KUIIEYHUKA, SHJOKPUHHBIE OPraHbl), B KOTOPBIX OCYILECTBISECTCS UHTEH-
CUBHBIII MEMOpaHOI'€HE3, COIMPOBOXKIAIOUIMNACS CHUXKEHHEM aHTHUOKCHU-
JAHTHBIX PE3EPBOB, a TAKKE KIETKHU, B KOTOPBIX HMHTEHCUBHO 00pa3ylOTCs
akTUBHBIE (POPMBI KHCTOpoaa (HEMPOHBI U MUOIUTHI). HemocpencTeenHas
MPUYMHA MBITIIEYHON AUCTPO(PHUHU — BHICBOOOKICHUE JTU30COMATBHBIX TH/I-
poJia3, CBSI3aHHOE, BO3MOXKHO, C HapylleHMEM OOMeHa MOJHWHEHACHIIEH-
HBIX JKUPHBIX KUCIIOT B JIM30COMalbHbIX MeMOpaHax. HemgoctaTtok BuUTa-
MuHa E cOnmpoBOXIAeTCsS CHUKEHUEM COJIEpKaHUSI UMMYHOIr100ynruHa E
u kosmuectBa T- u B-mumdoruros B nepudepuueckoit kposu. Toxodepo-
Jbl YYaCTBYIOT B CHUHTE3€ HYKJIEHMHOBBIX KHCIIOT, FéeMa MUKPOCOMAJIbHBIX
LIUTOXPOMOB U JPYTUX remconaepskamux OenkoB. IIpu HegocTatouHOCTH
BUTaMUHA E MpOUCXOIUT CHU)KEHUE MHTEHCUBHOCTH TKAHEBOTO JIbIXaHMUS,
4TO OOBACHSIETCS BIUSHHUEM 0O-TOKO(EpOJia HA CHHTE3 YOUXHWHOHA U €ro
Y4aCTHUEM B MPEAOXPAaHEHUU CYJIb(OTUAPUIBHBIX TPYII OEJNKOB OT OKHC-
nenus. [Ipu gedurure BuTamMmuda E cHUXKAEeTCsS aKTUBHOCTh (PEPMEHTHBIX
cucteM, QyHKIIMOHAIBHO CBSA3aHHBIX C MEMOpaHaMH KIIETOK, COJCPKaHHE
B TKaHsX kpeatuHdpocdara u AT®. Jepunut TokopeposoB conpoBoxkaa-
€TCsl HapylleHrueM oOpa3oBaHUs TPOMOOKCAHOB W MPOCTAIMKIMHOB (3a
CYET TOPMOKECHUSI HAKATUTMBAIOIIMMHUCS TIEPEKUCIMU aKTUBHOCTH TTPOCTa-
TJIAHAMHCUHTA3bl) U CHIDKEHUEM KaJIbITUHTPAHCTIOPTUPYIOIIEH CIIOCOOHO-
CTH MUKPOCOMAaJIbHOMN (hpakivK KIETOK.

['mnoButamuuo3 E BO3MOXKEH MpU HACIIEICTBEHHOW a0eTalIumnonpore-
WHEMHH B CBSI3M C HApYIICHUEM TPaHCIIOpPTa BUTaMUHA. PaHHME TTpU3HAKU
runepeutamuuo3a E y uenoBeka MpOSBISAIOTCS B PE3KOM MOBBIIICHUE
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COJZIEPKAaHUSI €r0 B CHIBOPOTKE KPOBH U Ipexojdiici kpeatunypuu. [Ipu
3HAYUTEJILHON MEPEAO3UPOBKE BUTAMHHA HAOJIIOJAIOTCS 3aMEIJICHUE aK-
TUBALIMU TIPOTPOMOMHA3BI, TPOMOOIIUTONATUH, TUIOKOATYJISAIUs, IeMop-
paruy, TUMOTIUKEMUSI, JUCIICTICHS, TOJIOBHAs 00Jb, c1a0d0CTh, TOBHIIICH-
Hasl MBIIIEYHAsI YTOMJISIEMOCTD, MBIIICYHBIE CYJIOPOTH.

HNcrounnkamu BuTamMuHa E 111 dyenoBeka SIBISIIOTCS pacTUTEIIbHBIC
Macia (I0JICOJIHEYHOE, XJIOMKOBOE, KYKYPY3HOE U JIp.), a TaKXKe cajaT, Ka-
IyCTa U CEMEHA 3JIaKOB; U3 MPOJYKTOB )KMBOTHOT'O IMTPOUCXOKICHUS — M-
CO, CJIMBOYHOE MAcC/0, SUYHBIM XeATOK U ap. CyTouHas MoTpeOHOCTH B
BuTtamute E cocTaBisieT 0koJio 5 MT.

4.4. BUTAMUHDbI TPYMMbI K

K Butamunam rpynnsl K otHocsTca Butamunbl K1 (pumnoxunon), Ko
(MeHaxuHOH) U K3 (MeHaanoOH). AKTHUBHBIE METa00IUTHl HA()TOXWHOHOB,
BO3MOKHO, ITPECTABIISIIOT COO0M MX THAPOXUHOHOBBIE TPOU3BOAHBIC. Bu-
taMuH K npuHMMaer ydacTue B MOCTTPAHCISIIIMOHHOW MOAMGDUKAIIMU B
NeYeHU OEJIKOB, YYaCTBYIOIIUX B CJI0KHOM MPOIECCE CBEPTHIBAHUS KPOBH:
daxTopos II (mporpom6bun), VII (mpokonseptun), IX (pakrop Kpucrtmaca)
u X (daxrop Crroapra—Ilpayspa), uro obOecnieuuBaeT ux (Ppuznooruye-
CKYI0 aKTUBHOCTb, a TAKXK€ BJIMSIET HAa COCTOSIHUE IHIOTEIUS KPOBEHOC-
HBIX cocynoB. [locTTpancnsiinonHas Moaudukaius 0eIKOB CBEPThIBAHUS
KpoOBH, TpeOyromias Haiuuusi BuTamuHa K, 3akimrodaercs B y-KapOOKCH-
JMPOBAHUMU OCTATKOB IITyTAMUHOBOM KHUCJIOTBHI B UX MOJIEKYJaxX MpHU yda-
CTUU Yy-TyTamuikapookcuiasel. Butamun K GyHKIIMOHUpYET B KayecTBE
ko(akTopa KapOokcwiIMpoBaHus. Peakius y-kapOoOKCHIMpoBaHus (HU3N0-
JIOTUYECKHU CBSI3aHA C OKHUCIMUTEIIbHOM Ae3akTuBanuen BurtamuHa K. Peak-
TUBAIMA JIOKCHJa BUTaMHHA K B aKTMBHYIO THAPOXHWHOHOBYIO (opmy
OCYIICCTBIISICTCS  SMOKCcHApeaykTa3oi  (puc. 15). ®DyHKIIMOHHpOBaHUE
naHHOrO (hepMeHTa OJNOKUPYIOT KyMapUHOBBIE AHTHUKOATYJISHTBI, TaKHE
KaK JUKyMapoJ 1 BaphapuH.

[TocTcuaTEeTHYECKOE KapOOKCHMIIMPOBAHUE OCTATKOB TJIYTaMHUHOBOMU
KHUCJIOTBI HEOOXOJUMO MJII ONTUMAJIBHOTO CBA3BIBAHUS (PAaKTOpAMU CBEP-
TEIBaHMA KpoBU HMOHOB Ca’', mocpemcTBOM KOTOPOrO OCYIIECTBIIAETCS
MpPUKpPEIUICHHE OETKOB K TMOJMAHUOHHBIM IMOBEPXHOCTSIM, YTO HAET UM
BO3MOKHOCTh BBITIOJHATh MpOKoaryisiHTHble (yHkiuuu. Butamun K
y4aCTBYET TakKe B KapOOKCHUINPOBAHUHU HEKOJIAT€HOBBIX OCJIKOB KOCTEH,
MOYCYHBIX O€NKOB, aHTUTpoMbOoTHueckux OenkoB C u S. Butamun K He-
o0XoauM NI KajdbUU(PUKAMK OCTEOMJHOW MmaTpullbl. Burtamun
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K-3aBucumele Ca?*-csaspiBaronyue GEIKM y4acTBYIOT B IOYEYHOM pead-
copbuu Ca?". Jlepuunt BuraMuna K MOXET BBI3bIBATH U3MEHEHHE arpe-
raliOHHOW AaKTUBHOCTH JSPUTPOIMTOB, CBSI3aHHOE C JecTaOuiIn3anueit
SPUTPOLIUTAPHBIX MEMOPAH.

COOH COOH
b Ly
_CO0~

;CHo-CH,-COO' CH,-CH ~cd
LL; CO: LL; Ncoor”

¢ ¢
Q y-rnytamun Kap60chna3f\) %
) )

NH2 OO CH: 2 CH: NHz
(npe)npoTpomMBUH R 0 NPOTPOMOUH

\4

OH R
BOCCTaHOBNEHHas opMma O
BUTamuHa K anokcugHas opma
BuTamuHa K
anoKkcunapenykrasa

Puc. 15. Peaxnius y-kapOOKCHUIMPOBAHUS OCTATKOB ITyTAMUHOBON KUCIIOTHI
B MoJieKyJie (TIpe)npoTpoMOnHa

AButamuHo3 K y denoBeka BcTpeyaeTcsi HEUacCTO, TaK KaK CMElIaH-
Has NUIIA T0BOJBHO Oorata BUTAMHUHOM, KOTOPBINA, KPOME TOr0, CUHTE3HU-
pyercs Mukpodopoil kumeuynuka. Butamun K-peduuutHble cOCTOSIHUA
MOTYT OBITh BbI3BaHbI MOJIABJICHUEM KUIIEYHON MUKPO(IOPHI aHTUOUOTHU-
KaMH U CyJib(paHUJIaMUJAMH, HEJOCTATOUYHBIM MOCTYIIECHUEM BHUTaMHUHA C
NUIIEH, HApYIIEHUEM BCAChIBaHUS JKHPOB, B TOM YHUCIJE >KHPOPACTBOPU-
MBIX BUTAMUHOB (PHTEPUT, HEJOCTATOK >KEJIUM MPHU LUPPO3E, MEXaHUYE-
CKOM KEJITyX€), a TAKXKE HEPALMOHAIBHBIM JIEUEHUEM TPOMOO30B U 3MO0-
JUN aHTHKOAryJIHTAMU KyMapHHOBOTO psia, SBJISIOIIMMHUCS AHTUBUTA-
muHamu K.

[IposiBnennem K-BUTaMUHHON HEJOCTATOUYHOCTHU SBJISIETCS CHUKECHHE
COJIEpKaHUs B KPOBH aKTUBHBIX (hakTOopoB cBepThiBaHus kposu II, VII, IX
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u X, BCIIEJICTBUE YEro yMJIUHSETCS BPEMs CBEPTHIBAHHS KPOBH, TPOMOO-
MJJACTUHOBOE U MPOTPOMOMHOBOE BpEMs, CHIIKAETCS MPOTPOMOUHOBBIN
WHJIEKC, B IUIa3M€ HAKaIlJIMBAIOTCS HEKapOOKCUJIUPOBAHHBIE TMpeEIe-
CTBEHHHUKHU (HakTOpoB cBepThiBaHMs. [Ipu CHUKEHHH NPOTPOMOUHOBOTO
uHJIeKkca HUxKE 35 % pa3BUBAIOTCS TEMOPPArHYECKHUE SIBICHUS BILIOThH 10
OOWJIBHBIX KPOBOTEUYEHUM, B TIEPBYIO OUepe/ib B 00JIACTSAX Teja, MOABEPT-
IMXCsl TpaBMaM (OIEpallMOHHbIE PaHbl, YIIMOBI, T€MAaTOMbl B 00JacTH
MyHKIMA BEH U T.I.), 2 TAKXKE CAaMOIPOU3BOJIbHBIE MAPEHXUMATO3HBIE U
KanuuisipHble kpoBoTeueHus. [Ipu Oosnee riybokod THIONPOTPOMOMHE-
MHHM Pa3BUBACTCS TSKENBIM TEMOPPAaruyecKuii Iuare3 C TeMaTypuew,
HaJMYMEM KPOBHU B PBOTHBIX Maccax, FeMaTOMaMu B Pa3fMYHbIX 00JaCTAX
Tena, reMapTpo3oMm u T.4. Hemocratounocts ButamuHa K y HegoHOIIEH-
HBIX JIeTe, 0COOCHHO MOJBEPTIIUXCS aCHUKCUU B POJAAX, MPOSBISIETCS
KPOBOM3IIUSHUSAMU B KEIYJOYHO-KUILIEYHOM TPAKTE, MEJIEHOUN, HOCOBBIMU
U HEOHBIMU KPOBOTCUCHHUSMH, KPOBOTCUCHHUSIMU W3 KYJIbTHU ITYTIOBUHBI.
be3 neuenus norudaet okoisio 30 % 3aboneBmux. [Ipu neTanbHBIX UCXO-
nax OOHapyKUBAIOT KPOBOWU3IWSHUS B HAJAMOYEYHUKAX, [EUYEHHU, MO3TE,
JETKUX W ApYrux opra”ax. Huskoe conepkanue BUTaMuH K-3aBUCHMBIX
(bakTOpOB CBEPTHIBAHUS KPOBH Y HOBOPOKJIECHHBIX CBSI3aHO C HEOOJBIIUM
3amacoM BUTAaMHHA B MEUYEHU U HEJIOCTATOYHBIM COJIEP’KAaHHUEM BUTaAMHUHA
K B )keHCKOM MOJIOKE.

IHoBbimenHasi no3uposka ButamuHoB K1 u K2 BeI3bIBaeT y mtojieit
MpEXOoAsIee MOBBIIIEHUE CBEPTHIBAHUSI KPOBH, TEMOJIU3 CBA3AHHBINA C IO-
BBIIIICHUEM COJIepKaHus MeTremoriioonHa. [lepeno3upoBka Butamuna K y
HOBOPOXKJICHHBIX (M OCOOCHHO HEIOHOIIECHHBIX) JETEeW MOXKET BBHI3BATh
FEMOJIUTUYECKYI0 aHEMUIO, TeNaTOUEIUTIONIPHOE MOPAKEHUE U SICPHYIO
KEJITYXY BCJEICTBHE TMOBBIINICHHOTO COJAEpKaHUsS OMIMpyOMHA B KPOBH.
BonopactBopumblie aHanoru ButaMuHa K mpu nepeno3upoBKE BbI3bIBAIOT
TEMOJIUTHYECKYIO0 aHEMHUIO U TTOPaKEHUE TTCUCHHU.

K pacturenpHbIM mpoaykTaM, 6orateiM BuTaMuHOM K, oTHOCATCS Ka-
mycTa, IIMUHAT, CaJlaT, ThIKBA, 3€JI€HbIE TOMAThI, apaXxUCOBOE MACJO, SAro-
16l pSIOVHBI U T.A4. B KHUBOTHBIX MPOJyKTaX, KPOME TEUYEHU CBUHBH, OH
MOYTH HUTZIE He coaepkuTcsa. CyTouHas moTpeOHOCTh B BuTamuue K Tou-
HO HE YCTaHOBIICHA, MOCKOJIbKY OH CHHTE3UPYETCS MHUKPOOpPraHU3MaMHU
KHUIIeYHUKa (10 1,5 Mr B CyTKM); CUMTAETCAd JOCTATOYHBIM KOJHUYECTBO
1 mr.
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4.5. BUTAMUH F

B cocraB ButamuHa F BXOauT rpynmna He3aMEHHMBIX (9CCEHIUAIb-
HbIX) MOJMHEHACHIIMIEHHBIX KUPHBIX KUCJIOT: JIMHOJIEBAs, TUHOJIEHOBAS U
apaxu7oHoBas. B opranusme 4enoBeKa 3TH KUPHbBIE KUCIOThl HE CUHTE-
3UPYIOTCS, U HEOOXOAUMO ToJiyuyeHHe ux ¢ nuiied. Buramun F conep-
’KUTCSl B pAaCTUTENIBHBIX MacjaxX, peiObeM kupe. B opranuszme peio mosu-
HEHACHIIIICHHBIC YKUPHBIE KUCIOTHI TAKXKE HE CUHTE3UPYIOTCS, PHIOBI TO-
JY4YaroT UX C NUIIEH (BOAOPOCIH, IJIAHKTOH ).

buosiornyeckas posib NOJMHEHACHIIIEHHBIX KUPHBIX KHUCIOT Xapak-
TEPU3YETCAd X Y4acTHEeM B CHUHTe3e TiuiepodochoaunuaoB U cHuHro-
JUTIAJIOB MEMOpaH KJIETOK M MUEJIMHOBBIX 000JI0YEK HEPBHBIX KIIETOK,
JUTOTIPOTEUHOB, 00pa30BaHWU TOBEPXHOCTH aibBeod (MPEMATCTBYIOT
CJIMIIAHUIO aIbBEOJI MIPU BBIIOXE), B MEpeaaye rOPMOHAIBLHOIO CUTHAJIA B
kietkax (pocharuaununosutonaudocdar), OHU HEOOXOAUMBI JISI MPO-
mudepanuu, TuGPepeHIIUPOBKH KIETOK HEPBHON U MBIIICUHON TKaHEH.

ApaxuJIoHOBasi KUCIIOTa, MOCTYNUBIIAS C MUILIEH WA BBICBOOOXK1ae-
Mas TIpu JercTtBuu rujpoias (dhocdonumnaza Az, dochonunaza C, nua-
UUITIMIEPOIUINNA3a U MOHOAWITIUIIEPOJUINIIA3a) U3 COCTaBa TIIUIIEPO-
dbochonunuaoB MeMOpaH B ILIMTO30JIb KIJIETOK, TJE SIBISCTCS TJIABHBIM
MPEIIIECTBEHHUKOM OMOJIOTHYECKH aKTUBHBIX BEIIECTB — YMKO3aHOUIOB,
CUHTE3UPYIOIIMXCS B OOJIBITMHCTBE KJIETOK (puc. 16).

Cpenu 3MKO3aHOUJIOB BBIJEISIOT MPOCTArJIaHINHbBI, JICHKOTPUECHBI U
TpoMOoKcaHbl. Kitacchl 31ik03aHOMIOB UMEIOT OYKBEHHOE 0003HAUYCHHUE —
XapaKTePU3yeT MOJIOKEHHUE 3aMECTUTEINS B IATUWICHHOM KOJIBIIE, U HUXK-
HUW TU(PPOBON MHIEKC, YKA3bIBAIOIIMN YKCIIO JIBOMHBIX CBSI3€Ml B OOKO-
BbIX Hiensix. CuHTe3 3MKO3aHOUJOB IO JIMIIOOKCUTE€HA3HOMY MyTU (TpH
NEUCTBUU S-IMMIOOKCUTEHA3bl) 3aKaHYMBAETCSI 00OpPa30BAHUEM JIEUKOTPU-
€HOB, IO IUKJIOOKCUTCHA3HOMY MYTH (MPU TEUCTBUM ITUKIOOKCUTEHA3bI)
— o0pa3oBaHUEM IIPOCTArIAHIMHOB U TPOMOOKCaHOB (puc. 17).

buonornueckue >PheKThl SUKO3aHOUJOB PEATUIYIOTCS 10 ayTO-
KPUHHOMY M TIapaKpHUHHOMY MEXaHH3MaM, UX BHYTPHUKJICTOUHBIM CHHTE3
OCYIIECTBJISACTCS B HEOOJBIINX KOJUYECTBAX, JOCTATOYHBIX JIJIs U3MECHE-
HUS MeTaboJIu3Ma KIIETOK-MHUIIIEHEH, IPU 3TOM B KPOBM MX KOHIIEHTpa-
IIMs KpaliHe MaJia ¥ HeJ0CTaTOYHA JJISI ICMCTBUS HA OPTaHbl U CUCTEMBI.
buonoruyeckue »Q¢PeKkTh 3MKO03aHOUTOB Pa3HOOOpPA3HbI M BKIHOYAIOT
y4acThe B MPOIeccax CBEPThIBAHUS KPOBU, PA3BUTHUSI BOCIIAJICHUS, OTEKA,
OHH PETYJUPYIOT TOHYC OPOHXOB, YYAaCTBYIOT B aJUIEPTUUECKUX PEAKITHSIX

(mabn. 2).
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Tabnuya 2

Tunwl 21iIKO3aHOUO08 U UX OUOOSUYECKAS POTb

JiiK03aHOUIBI MecTto cuHTE3a buosornueckasi poJb
[Ipocrarnmanauu OOJIBIITMHCTBO TKA- | pacCla0IsieT TIaJ KU MBIIIIIHI, pac-
E Hel, 0COOEHHO HIUPSIET COCYIbl, HHUITUUPYET POJIO-
MOYKHU BYIO aKTUBHOCTb, ITOJJABJISIET MUTPa-
U0 JTUM(OIIUTOB, CHIDKAET Mposude-
paruto T-mumMdorTOoB
[IpocTarnanaux OOJIBIITTHCTBO COKpAaIIaeT IIaIKUE MBIIIIbI, CY>KHUBa-
Fau TKaHeH €T COCY/bl U OPOHXH, CTUMYJIHPYET
COKpalIEHUE MaTKU
[IpocTarnanann [JIAIKME MBIl | paCIIMPSIET COCY/Ibl, CHUYKAET arpera-
D3 [[AI0 TPOMOOIIUTOB U TUM(POIIMTOB
[IpocTarnanaux cepale, CHIYKAET arperaruio TpoMOOIUTOB,
P SHIOTEJINI COCYJIOB | PaCHIMPSIET COCY/Ibl, YBEIUYUBAET 00-
pazoBanue HTAM® B KJeTKax-
MUIIEHSX
TpomOokcan TPOMOOLUTHI CTUMYJIMPYET arperainuo TpoMOOLH-
Ay TOB, CY’)KUBA€T COCY/Ibl U OPOHXH,
cHukaeT oopazoBanue HAMO® B kieT-
KaX-MUIIEHSIX
Tpombokcan TPOMOOIIUTHI CTUMYJIMPYET arperaruo TpoMOOoIT1-
As TOB, CY’)KUBA€T COCY/Ibl U OPOHXH,
cHUkaeT oopazoBanue HAMO B kJeT-
KaX-MUIIEHSX, HO BCe A (HEKTHI BbI-
pa’K€HbI B MEHBIIIEH CTENEHHU 110 CPaB-
HEHHIO C TPOMOOKCAHOM A
JlelikoTpueH JTUMQOIUTHI, MOHO- | CTUMYJIMPYET XEMOTaKCHUC U arpera-
B4 UTHI, 0a30(UIIbI, | U0 JIEUKOIIUTOB, BEICBOOOXKICHUE
HEUTPO(DUIIBI, TYU- | IM30COMAJIBHBIX (DEPMEHTOB, YBEIIU-
HBIC KJIETKH, YUBAET MPOHUIIAEMOCTh COCY/IOB
SIUTEIINN
JlelikoTpueHbI TUMDOITUTHI, MOHO- | SIBJISIFOTCS KOMITOHEHTAMU «MEJJICHHO
B4, C4, D4, E4 UThL, 6a3odunel, | pearupyrouieii cyoctaHuum» aHapu-

HEUTpOoUIbI,
TYYHBIE KJIETKH,
AJIbBEOJISIPHBIE
Makpodaru

JIAaKCHUH, PACIIHPSIOT COCY/IbI, YBEIIH-
YUBAIOT UX MPOHUIIAEMOCTh, CIIOCO0-
CTBYIOT COKpPAIIICHUIO OPOHXOB
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rOpMOHbI (agpeHanuH, rrKaroH, KopTnson),
FMCTaMWUH, LUTOKUHbI \‘ / peuenTop KrneTo4yHas MmembpaHa

drochaTnannxosivH § \

/A BN
akmuesauyusi
ghepmeHmos

v

nunsodocaTtnaHas
Kncnota

nHosntonTpudocdart

1,2-puaumnrnuuyepon

apaxuaoHoBasi kKucnorta AMaUMNIMLeponnmnasa

apaxngoHoBaa KMUCIoTa 1-mMoHoaumnrnuuepon

MOHOauunrnnueponimnasa l

apaxmngoHoBasd KUcroTa

Puc. 16. CriocoObI BBICBOOOK/ICHUS apaXxUI0HOBOW KHUCIIOTHI
U3 cocTaBa ruiepodocoIUUI0B MEMOPAH KIETOK B OPraHU3ME YelIOBEeKa

Haubonee yacto HeqocTaTOUHOCTh BUTaMuHa F mposiBiisieTcst B paH-
HEM JIETCKOM Bo3pacte (y AeTeil A0 roga), 4TO MOXKET ObITh CBSI3aHO C He-
JNOCTAaTOYHBIM ITOCTYIUICHHMEM WX C IHWINEH, HAPYLICHUEM BCACHIBAHMA,
MH(DEKIUOHHBIMU 3a00jeBaHusIMU. KIMHUKA TUIMOBUTAMUHO3a y JETEH
MPOSIBIIAETCS OTCTABAHUEM B POCTE, CHUKEHHEM Beca, IIEIYIICHUEM KO-
KU, YTOJIICHUEM SIUIAECPMHUCA, YBEIUYEHUEM IOTPEOJICHUS BOABI IIPHU
CHIDKCHUM JUype3a, KUIKUM crysioM. Hegoctatok Burtamuua F y HOBO-
POXKIECHHBIX CONPOBOXKAACTCS HAPYLICHWEM pAa3BUTUS HEPBHOM TKAHU
(HapymieHre pocTa aKCOHOB U MOBPEKICHUE HEMPOHOB UX AEMUEIUHN3A-
nyen). Y B3pOCIbIX TPOUCXOAUT YTOJIIEHHUE, YIUIOTHEHUE BEPXHETO CIOS
KOXU (TUIIEPKEPATUHU3ALINS), B PE3YJIbTATE YETO MPOUCXOJNUT 3aKyIOpKa
CaJIbHBIX KEJIE3 W MPU NPUCOECIUHEHUU OaKTEepUaIbHON MH(PEKIUU pa3-
BHUBAECTCSI MMOAEPMHUSI, BBINIAJICHUE BOJIOC, JIOMKOCTh HOT'TEM, OTMEYAETCS
NOJABJICHUE  PENPOAYKTHUBHBIX  (DYHKIUH, pa3BUTUE  CEPJICUHO-
COCYJHUCTBIX U HEMPOEreHEpaTUBHBIX 3a00JIEBaHUN, YXYIIIEHUE TaMSTH.
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BUTaMUH F nuwm (J'II/IHOJ'IeBaFI, JINHOJ1IEHOBAA N apaxmnaoHoBad XUPHbIe KI/ICJ'IOTbI)

l

0
|

0 CH=-0-C-R
[ |
Cty (Ot CH=CH—CH) — Cly— CHy = C= 0= CH (I?
CHy- 0~ P - 0~CHy=CHy~N(CHy)
|
OH
apaxuaoHoBas KMCMoTa B cocTase rmuuepodocdonunmuaos MemopaH

J' docdonunasa Az

CH;— (CH;)4—(CH=CH— CH,); — CH,— CH,— COOH
apaxmagoHoBaA KUCII0Ta

02 ‘>l 5-nMnookcureHasa l LIMKITOOKCUreHasa
S-rmpponepokcnaarikosa- npoctarnaHanH Gz
TeTpaeHoBas Kucnorta
< H.0 nepokcuaasa
«— TMyTaTUOH

| nenkotpueH B |

v npoctarnaHanH Hz
| nevikotpueH Ca | \

v

| nevikoTpmeH Da |

— | npocTarnaHguH E:

— MULUNH
v

| nevkoTpmeH E |

— | npocTarnaHavH Faa

— | npocTarnaHauH Az

— | npocTarnaHguH |2

Puc. 17. Mexauu3Mbl CHHTE3a DUKO3aHOUI0B
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OpHoit 3 mpu4uH runoBuTamMuHo3a F sBisieTcss nmpueM HecTepou-
HBIX MPOTUBOBOCHAIUTEILHBIX CPEJCTB, B YaCTHOCTH acnUpuHa. AcCIu-
PUH WHTHOMPYET LMKJIOOKCHUTE€HA3y M CHUXAET CHHTE3 DMKO3aHOUIOB.
CrepougHbie TPOTUBOBOCTATIMTENbHBIE MpeNapaTbl HHAYIUPYIOT CUHTES
JUTIOKOPTUHOB, MHTHOUpPYOMMX (Qocdonunazy Az, TeM CaMbIM yMEHb-
IaI0T BHICBOOOXKICHUE apaxuJIOHOBOW KHUCIIOTHI U3 TIUIEPOdOochOoTumu-
JIOB, YTO MPUBOJMUT K CHIDKCHHUIO CHHTE3a BCEX THUIIOB JMKO3aHOHWOB.
Hapyiuienne cuHTe3a 3MK03aHOUIOB MOXKET MPUBOJIUTH K PEAKIUSIM I0-
TOOHBIM aJIEPTUYECKUM — KOKHBIM BBICHITIAHUSIM, PUHUTAM, KOHBIOKTH-
BUTaM, OpOHXOCIa3MaM, OT€KaM, TOJIOBHON OOJIM, MBIIIEYHBIM U CYCTaB-
HBIM OOJISIM.

K pacrturenbHBIM NMpoAyKTaM, OOraTbiM BUTaMHUHOM F, OTHOCATCS
pacTUTENbHBIE Macja U3 MIIEHUIIbI, JbHSIHOTO CEMEHH, MOJCOJTHCUHHKA,
COEBBIX O000B, apaxuca; MUHIalb, aBOKA/10, OBCSHBIE XJIOMbs, KYKypYy3a,
HEOUMINCHHBINA puc, opexu. Kpome Toro, 60JbI110€ KOTMYECTBO BUTAMHHA
F comepxutcs B peiObeM KUpe MOPCKUX PBIO (JIocoCh, TyHelr). CyTouHas
nOTPeOHOCTH 1Sl B3pOCHbIX Jtoen coctapnset 250-500 mr.
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Paszpen 5
BOOOPACTBOPUMbBIE BUTAMUHDI

K BOAOpacTBOpUMBIM BHUTAMMHAM OTHOCST TPYNNy OPraHUYECKUX
rUAPOPUILHBIX HE3aMEHUMBIX MUIIEBBIX BEIIECTB, HE CUHTE3UPYEMBIX B
HEOOXOMMOM KOJIMYECTBE, HE MCIIOIb3YEMbIX B Kaue€CTBE HCTOYHHUKA
SHEPTUM U HE BKIIOYAIOLIMXCSA B CTPYKTYpPY TKaHer. K OCHOBHBIM mpeI-
CTAaBUTEJISIM BOJIOPACTBOPUMBIX BUTAaMUHOB OTHOCAT B1, B2, PP (B3), Bs,
Bs, B12, Bo (Bc), C 1t H (maban. 1).

Tabnuya 1

Cmpoenue u kraccuguxayus 6000pacmeopuMblx UMAMUHOB
1O XUMUYECKOU NPUpooe U OUOI02UecKoU pou

Bura- | Kaaccudmu- Knaccuduka- Crtpoenne
MUH Kalus 1Mo LM 10 XUMHYe-
OuoJioruyec- | CKOil mpupojae
KO# PoJiu
Bura- | anTuHeBpHUT- Tuamun NH,
MuH B, HBIN
"
NI N CHZ—Nl | CH,
)\N/ k ]:CH;CHZ—OH
H,C S
Bura- BUTaAMUH Pubodnasun o
MuH B; pocra Hg@f‘\‘,z -
b A
HaC” X2 }i? S No
P
THOH
?HOH
?HOH
CH,OH
Bura- aHTUIEIIa- HUKOTHUHOBAs COOH
muH PP |  rpuueckui KHUCJIOTA = |
(Ba) “
N
0
HUKOTUHAMU/T <
= | “NH,
.
N
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IIpooonscenue mabauyvr 1

Bura- aHTUIEepMa- MMUPUIOKCOI CHOH
MUH Bg TUTHBIN (TUPUAOKCHUH) :
HO~_\~ CH,0H
| -
CHy” "N
[Tupunokcans Ci=0
HO~_ A\~ CH,0H
| -
CH;
TTMpU0K- CH,NH,
CaMHUH
HO~_,~ CH,0H
I
-
CH;y” "N
Bura- aHTI/meplxv/[a- ITAHTOTEHOBAS CH, OH
MUH Bs TUTHBIN KHCJIOTa
HOCH, - C - CH- CO - NH - CH; — CH; - COOH
I
CH;
Bura- aHTHAHEMU- KobGamamun
MuH B YeCKUN
Bura- aHTUAHEMU- donueBas
o OH
MHH By YECKUH KHCJIOTa L = o
NF - CDHI—N@—C—N—C—CHI—CHZ—COOH
(BC) | \ B H H Coon
N~
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Oxonuanue mabauyol 1

ButamMuH | aHTHUIIMHTOT- | aCKOpPOMHOBAS 0
C HBIN, aHTHUC- KHCJI0Ta ‘-ﬁ
KOPOYTHBIM HO-? 5
HO - ?
¢
HO - ?— H
CHOH
Buramun | antrcebopeii- OMOTHH o
H HBIN 4
Hf\li’ - |‘|JH
HC—C|:H 0
HEC\S _CH—(CHp)4~C-OH

5.1. BUTAMUH B:

buonoruueckas ponbs BuTamuHa B (ThamuH) 3akitoyaercsa B PyHKIU-
OHUPOBAHUU €ro KopepMeHTHON (PopMbI B cocTaBe (DEpMEHTOB, 3aHHUMA-
IOLUX KITIOYEBOE MOJIOKEHUE B KieTouyHOM MeTabonu3me. KodepmenTHoi
¢dopmoii BuTamuHa Bi siBnsercs tnamunaudocdar (tnamuHnupodocdar)
(puc. 18), Bxomsmmii B COCTaB MHPYBaT- H  O-KETOTJIyTapat/e-
THIPOTE€HA3HBIX (PEPMEHTATUBHBIX KOMIUIEKCOB, KATATM3UPYIOLUIUX OKHC-
JUTENbHOE JEKapOOKCWIMPOBAHUE MHUPOBUHOTPATHON U O-KETOTJy-
TapOBOU KUCIIOT.

.
CH;~N—C—CH, 0O 0
NZ~ 1 I
| HC_ C—CH;CH;O—-P—0—P—OH
" N 7/ = ‘ |
S
HC™ N7 OONH,

OH OH

Puc. 18. Ctpoenue tnamunaudocdara — kopepmeHTHOU (popmbl BUTamuHa B

Anetun-KoA, oOpa3yromuiicss B pe3yJibTaTe OKHUCIUTEIBHOTO JeKap-
OOKCUJIMPOBAHUS MUPOBHUHOTPATHON KHUCIOTHI, JUOO MONAgacT B LHUKII
TPUKAPOOHOBBIX KUCIOT, € TPOUCXOIUT €ro OKUCIECHUE C 00pa30BaHUEM
CO2, H2 O u AT®, B TOM 4ucie Npu y4acTUHU LENMU NEPEHOCA IIIEKTPOHOB,
100 MPUHUMAET y4acTHE B CUHTE3€ XOJECTEeprHA, POChHOIUUIOB, KUP-
HBIX UM OJKEJIYHBIX KHUCJIOT, AalETUIIXOJMHA W CTEPOUIHBIX TOPMOHOB

(puc. 19).
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KoMmieke  a-keTormyrapaTaeruApOTE€HA3HbIN,  KATaJW3UPYHOIIUN
OKHCITUTEIBHOE JEeKapOOKCHIMPOBAHUE O-KETOTIIYyTAPOBOW KUCIOTHI, SIB-
JSI€TCS 3BEHOM ITMKJIa TPUKApPOOHOBBIX KUCIOT, 00ECTICUMBAIOIIECTO OKHC-
JIEHUE MPOAYKTOB paculeIyieHus1 OEJIKOB, JKUPOB U YIIEBOAOB. TpaHCKeTO-
na3a (karo4ueBod GepMeHT nmeHT030(pochaTHOTO MyTH OKUCICHUS YTIIEBO-
JI0B), B COCTaB KOTOPOM BXOJAUT THaMUHAUGDOCPAT, y4aCTBYET B MEPEHOCE
[NIMKOJIbAJIBJIETUTHOTO pajuKkaia OT KeTocaxapoB Ha anbaocaxapa. Hop-
MaJbHOE (PYHKIIMOHUPOBAHHUE MEHTO30(pocaTHOTO MUKIA, SBISIONIETOCS
ocHOBHBIM ucTouyHuKOM HAJI®H u pu6030-5-pocdara, npeacrapiser co-
0ol HeoOX0oaUMOE YCIOBUE JJIsl OCYILIECTBICHUS] OMOCHUHTE3a HYKJIEHUHO-
BBIX KHCJIOT, OenkoB W JumuaoB (puc. 19). Tuamunmudocdar Taxxe
y4acTBYET B OKHCIIUTEIHHOM JACKapOOKCUIMPOBAHUU Oi-KETOKHCIIOT, 00pa-
3YIOIIMXCA U3 aMUHOKUCIIOT C Pa3BETBICHHON OOKOBOM IIEIbIO, YTO UIPa-
€T BAXXHYIO POJIb B ITPOIECCaX KaTabonu3ma Oeka.

yrnesoabl 6enku nunuabl
—h
-~ rnoKo30-6-cpocdar aMWHOKNCTOTHI B-okncneHve
r neHToao-\ XUPHbIX KNCHOT
¢pocpat-
\Hb“’l nyTb rMUKoONn3
/ \
3 nupysat
HAO®H \‘1
L e
pnbo3o- asoTucTble au,eTvm KoA |~
5-cboccpat | | OCHOBaAHUS /
N J aueTUNXonuH \
T uuTpat
okcanoauetar X
HyKneoTuabl
aMUHOKMCIOTI T UTK
l a-Ketornyrtapar
l X
cyKumHun-Ko
HYKIENHOBbIE )
KUCNOTbI — | 6enku l l l l
_HAOH  ©A0H: ,
N
AT®

Puc. 19. Cxema yuactusi BuTaMuHa B1 B cocTaBe pepMEHTOB, KaTaTU3UPYIOLIUX
KJIFOUEBBIE PEaKIUU KIETOYHOI0 MeTaboIn3Ma, U OCHOBHBIE TOUKH Pa3BUTHUS
HapyILIEHUH CUHTE3a HYKJIEMHOBBIX KHCIIOT, OETKOB, JUMUI0B, allETUIXO0IMHA U
oOpazoBanus AT® nipu neduimre THaMHUHA!

1 — neunmt nupyBaTAETUIPOreHasbl, 2 — AEPUIUT
0-KETOIIIyTApaTAECTUAPOTE€HA3bl, 3 — NEPUIUT TPAHCKETOIA3bI
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ABuTamMuHo3 B1, nposBisitonuiica 3aboseBanueM depu-0epu, paHee
IMPOKO paCHpOCTpaHeHHbIM B crTpaHax JlanpHero Bocrtoka, ceivac
BCTPEUAETCS 3HAUUTENIBHO pexe. Pa3inyaroT HECKOJIBKO KIMHUYECKUX TH-
OB HEJJOCTATOYHOCTH BUTaMHUHA B1: cyxyto (MOJMMHEBPUTHYIO, TAPATUTHU-
4ecKkyro) hopmy, MPOTEKAIOIIYIO ¢ MTPeodiaJaHueM HEBPOJIOTUUECKUX TMO-
pakxeHuil (mapesbl, mapajiniiM); OTEUHYIO — C MPEUMYILECTBEHHBIM IMOpa-
KEHHUEM CEpPJECUYHO-COCYAUCTON CUCTEMBI, XOTS SBJIEHUS MOJUHEBPUTA TIPU
HEW Tak)Ke OTMEYAIOTCA, U OCTPO MPOTEKAIOIIYI0 KapAHAIbHYI0 (QopMy
0O0JIe3HH, HEPEAKO MPUBOAILYIO K JIETAIBHOMY HCXOJy B pe3yJbTaTe pas-
BUTUS OCTPOM CEpPICYHOM HEAOCTATOYHOCTH. 3a4acTyl0 B KIMHUKE
HaO0JII0Jal0TCSl YaCTUYHBIC B3aUMOIepexoabl (hopM 3a00s1eBaHuUs.

[Ipy OTCYTCTBUM WM HEJOCTATOYHOCTH THAMHMHA KIMHUYECKHE
CUMIITOMBI MPEUMYIIECTBEHHO CBSI3aHbl C HAPYUICHUSMHU ACATEIbHOCTH
HEPBHOM U CEpPJICUYHO-COCYAUCTON CUCTEM, a TAKXKE CEKPETOPHOM M MO-
TOpHOM (DYHKIIMK TUIeBapuTeabHOro Tpakta. Co cTOpoHBI nepudepuye-
CKOW HEPBHOW CHCTEMBI HAOJIIOTACTCSI CHMIITOMATHKA PACIIPOCTPAHEHHOTO
JNEr€HEPATUBHOTO JEMUEIMHUZUPYIOMIETO IOJUHEBPUTA C MpPEeUMYyIIe-
CTBEHHBIMHU MOPAKCHUSIMH HEPBOB HMKHUX KOHEUHOCTEU, BhIpaKaroIlasi-
Csl B PaCCTPOMCTBE UYBCTBUTEIIBHOCTH M OOJISIX TIO X014y HEPBOB. Bo3mMoXk-
HO pa3BUTHE KOHTPAKTYP, Mapajuyei HIKHUX, a 3aT€M U BEPXHUX KOHEU-
HocTel. OTMEUarTCs U3BMEHEHHMS B TICUXHUKE: MMOTEPs MaMsITH Ha HEJaBHUE
COOBITHS, TAJUTIOLIMHALIUK, (POONYECKHUE HEBPO3bl, CHUKEHUE WHTEIJICKTA.
N3MeHeHus1 AeSATEeIbHOCTH CEePJIEUHO-COCYJUCTON CUCTEMBI MPOSBIISIIOTCS
OJIBIIIIKOM, ceparieOneHnem, 0o iMu B 00J1aCTU Cep/illa, OTEKaMHU.

BropnuyHnbie runoBuTaMuHoO3bl B1 MOryT BO3HUKaTh B Cilydae IMo-
BBIIIIEHHOT'O PacXoJa BUTAMUHA MPHU OOBIYHOM €r0 MOCTYIUICHUU C MUILEH
(TUPEOTOKCHKO3, M30BITOK YTJIEBOJOB B JUETE, HAPYIICHUS IPOIECCOB
BCACBIBAHUSI U3 JKEIYJIOYHO-KUIIEYHOTO TPAKTa, YCUJIEHHOE BBIBEIICHUE
BUTAMHUHA TIOCJE JUIMTEIBLHOTO TMPUMEHEHHUS JUYPETHYECKUX CPEJICTB,
ocJjiabJeHue MpoleccoB TKaHeBOro ¢gocdopuivpoBanus TuamuHa). CuH-
apom Bepnuke-KopcakoBa (popma THAMHHOBON HEIOCTATOYHOCTH,
Pa3BUBAIOIIASCA Y aJIKOTOJIMKOB) XapakTepusyercs sHIedanonarueir Bep-
HUKE (MO3)KEUKOBasi aTaKCHUs, CyIOpOru, apedekcusi, HUCTarM, J1e30pu-
EHTallMsl, CIIyTAaHHOCTh CO3HAHMS, Mapajivy IJIa3HbIX MBIIII) U KOPCaKOB-
CKHM TICUX030M (HECTIOCOOHOCTh yCBaWBaTh WH(POPMAIINIO, PETPOrpaIHast
aMHe3Ms, JIE30pPUEHTHUPOBKA BO BPEMEHH U IIPOCTPAHCTBE, ciadasi croco0-
HOCTb COCPE0TOYMBATHCS, OONTIMBOCTh, MHOTIA S opusi).

Hapsiny ¢ anmMeHTapHOM HEAOCTATOYHOCTHIO BUTAMUHA B1 M3BECTHBI
3a00seBaHusl, O0YCJIOBIICHHbIE BPOXIACHHBIMU HapylICHUsIMH OOMEHa U
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GbyHKIIMA BUTaAaMUHA: TOJOCTPasl HEKPOTHU3UPYIOIIAs SHIEhaTOMHEIONa-
THsI, WK 00sie3Hb Jles, mpu KOTOpoil HapyIIeHO o0pa3oBaHue KOPEepMEHT-
HOW (opMBbI BUTaMHMHA B MO3TOBOM TKaHHU; MEPEMEKAIOIIAsCs aTaKCHs,
oOycCIIOBIICHHAasT BPOXKJACHHBIM JIe(eKTOM MHPYBATACTHUIAPOTCHA3HOTO
(epMEHTAaTUBHOTO KOMILIEKCA; THAMHUH3aBUCUMas (popMa 0osie3Hn «Moda
C 3araxoM KJICHOBOI'O CHpPOIIa», CBsI3aHHAs ¢ Ae(DEKTOM CHCTEMbI OKHMCIIH-
TEJILHOTO JACKapOOKCUINPOBAHKS PA3BETBICHHBIX KETOKUCIIOT.

IIpn aButamnHo3e B1 B KpOBH M TKaHSX MPOUCXOJUT HAKOIUJIEHUE O.-
KETOKHCJIOT, IEHTO30CaXapoB, C MOYOM B IOBBIIICHHBIX KOJIUYECTBAX BbI-
JEIISIIOTC AaMAHOKUCIIOTHI M KpeaTuH. HapylieHue OKUCIUTEIBHOTO JIe-
KapOOKCHUIIMPOBAHUS MPUBOAUT K HAKOTUICHUIO ITUPyBaTa U €r0 HEJTOOKH C-
JICHHBIX METa0OJINTOB, OKAa3bIBAIOIINX TOKcuueckoe naericrBue Ha IIHC.
Pa3BuBaroTCs METa0OIMYCCKUN alKa03, THIIOIHEPTECTUICCKUE COCTOSHHS
B CBSI3M C HapylI€HHEM MeTal0oju3Ma YTJIEBOJOB, HapylaeTrcsi padora
MOHHBIX HACOCOB HEPBHBIX M MBIIICYHBIX KJIETOK, B TOM YHCJIE KapJauo-
MHOLUTOB. B CBsI3M ¢ T€M, 4TO U1l MOJYYEHUSI SHEPTUM OPTaHU3M HAYH-
HaeT HCIMOJb30BaTh OOJbIIE OCIKOB M KHUPOB, HAPYIIACTCS CUHTE3 KHUP-
HBIX KHCJIOT, alleTUJIMPOBAHUE XOJIMHA, IPEBPALICHUE YTIIEBOJAOB B KUPHI,
pPa3BHUBACTCS OTPUIIATEIHLHBIN a30TUCTHIN OanaHc.

OCHOBHOE KOJIMYECTBO BUTAMHUHA B1 4€I0OBEK MOJYyYaET ¢ PACTUTEIIb-
HOW mumer. MHoro ButamuHa B1 COAEPKUTCSA B IPOXKKAX, NIICHUIHOM
xje0e U3 MyKHu rpyooro momMoJia, 000JIOUKe M 3apOoabllIaX CeMsH XJICOHBIX
3JIaKOB, coe, (pacosu, ropoxe, MEeHbIIIe — B KapTodese, MOPKOBH, KamycTe.
N3 npoayKTOB >KUBOTHOT'O MPOUCXOXKACHUS HanOosee 00raTbl BATAMUHOM
B1 neudens, mouku, mo3r. HekoTopbie OakTeprM, HACEISIONIME KUIIICYHUK
KUBOTHBIX, CIIOCOOHBI CHHTE3UpOBaTh BUTaMUH B1. Hopma cytouHoro mo-
TpeOJieHUs THaAMHWHA JUIs B3pPOCJIOrO 4YeJIoBeKa cocTamiser ot 1,2 1o

2,2 MI.
5.2. BUTAMUH B:

Pubodnasun (BuTamun B) BXxoauT B cocTaB (hjIaBUHOBBIX KOpEepMeH-
ToB (PMH — ¢pnaBuamononykineotusn u @AJl — gpraBuHaIeHUHIUHYKIIEO-
tan) (puc. 20), SABISIONIUXCS, B CBOIO OYepe/b, MPOCTETHUECKUMHU TPYTI-
namMu psga pepMeHTOB, KaTATU3UPYIOIIUX PEaKIUU JIETUIPUPOBAHUS HC-
XOJIHOTO CyOCTpaTa WU MPOMEXKYTOUYHOro MeTaboiuTa (oKcuaaswel L- u
D-aMHHOKHUCIIOT, TIIMIMHOKCHIa3a, KCAaHTHHOKCcHIa3a u np.) (puc. 21), a
TAK)KE pPEaKIUU, XapaKTEPU3YIOIIHECs MEPEHOCOM 3JIEKTPOHOB M IPOTO-
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HOB HE OT MCXOJHOTO CyOCTpara, a OT BOCCTAHOBJICHHBIX MHPHIMHOBBIX
KOo(pepMEeHTOB.

-
\:

_

OAL

Puc. 20. Ctpoenue dpnaBuamononykieoruna (PMH) u
¢bnaBunagenunauHykineoruaa (OAJl) — kopepmenTHsix popm BUTamMuHa By

R R
. * ¥ @
H,me N0 +2H"+2e H.C:CEN NT;,O
. ' I
Z NH ‘ LNH
HC N -2H'-26 H,C N
o) ® o

okMcneHHas popma BOCCTaHOBNeHHasi hopma
kocpepmeHTa BUTam1Ha B2 kopepmeHTa BUTammHa B2

(PMH nnu ©AL) (®MHH2 nnn ®AOH2)

Puc. 21. OOpaTumas peakuus 00pa3oBaHUsI OKUCIECHHOM / BOCCTAHOBJIEHHOM
dopmbl ®MH mnu @A/ B coctaBe epMEHTOB OKCUAOPEAYKTA3

Butamun By, Bxomsmuii B cocTaB KOPEPMEHTOB OKCHAOPEIYKTa3,
MPUHUMAET y4acTUE B IMPOILECCAX OKUCIUTENBHOrO (HochOopuanpoBaHus,
OKHUCJICHUA aJIbJIETUI0B, MOHOAMUHOB, yPUHOBBIX OCHOBAHUH, YTJIEBOIOB
u 1p. [Ipu runopudodaaBrHo3e BClieICTBUE HEOCTAaTKa (DJIaBOIIPOTEMHOB
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CTPalalOT B MEPBYIO OUYEPEh BHICOKOAIPOOHBIC IMUTEINN KOXKU U TOJIO-
CTH pTa.

Hepuuur BuTamuHa B2 MoxeT ObITh BbI3BaH KaK HEAOCTATOYHBIM
MOCTYIUIEHUEM €r0 ¢ MUIIEW, TAK U HAPYLICHUEM BCACHIBAHWSA BUTAMHHA,
CBS3aHHBIM C MHTHOMPYIOIIUM JeHCTBUEM Ha (JIaBOKMHA3y psna JeKap-
CTBEHHBIX MpenapaToB (apuaMHIIMH, aHTUICTIPECCAHTHI U JIP.).

r I e
Puc. 22. TlposiBneHrs HEIOCTATOYHOCTH puOOQIIaBUHA
a — XEeWiIo3
(https://stoma.quru/wp-content/uploads/images/27005/bolyat-ugolki-rta.jpq),

0 — anrymspusiid cromatut (http://pryischinalicelitso.ru/wgafujiz/img2267814.jpq),
B — [JIOCCUT (HTTP://VASHYZUBY.RU/WP-CONTENT/UPLOADS/2015/11/YAZVY-NA-
YAZYKES.JPG), I — 1epMaTUT BEK
(http://zdravstvuy.info/wp-content/uploads/2015/07/Giperemiya-syp-i-shelushenie-
na-vekah-pri-allergii.jpq),
Il — IEPMATUT BOJIOCUCTOM YaCTHU TOJIOBBI
(http://mamyideti.com/wp-content/uploads/2017/05/Seborrheal.jpg),
¢ — IepMaTUT HOCOT'yOHOT0 Tpeyrojbauka u ek (http://velw.ru/wp-
content/uploads/2015/07/img_ee700f2c55b9626¢923bb1b96bfbb60e.jpq)

OcTpbiii apudo(dIaBMHO3, Pa3BUBAIOIIMICA NPU TOJIHOM OTCYT-
CTBUY BHUTaMHHA B IHIIE Y YEJIOBEKA U )KUBOTHBIX, XapAKTEPU3YETCS BHE-
3aIlHBIM Pa3BUTHUEM KOMATO3HOTO COCTOSIHUS M OBICTPO HACTYMAIOLIEH T'H-
oenbto. HenoctaTok puboduiaBuHa MposiBIsSETCS MPEXKIE BCETO XEHI030M
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C Malepalnueil W TpenHaMd Ha Ty0axX W aHTYJISIPHBIM CTOMAaTUTOM
(puc. 22, a, 0, 6).

MoryT pa3BuUBaThCS ACPMATUTHI Ha HOCOTYOHOM CKIIQJIKE, KPBUIBSIX
HOCa, BEKaxX M yIIaxX, BOJOCUCTON YacTH TOJOBBI, MOIIOHKE M JIPYyTUX Ya-
cTax Tena (puc. 22, 2, 0, ). OTMEUaroTCs TJIIOCCUTHI, COMPOBOXKIAIOIINAECS
JyBCTBOM JOKCHHS SI3bIKA, a TaK)Ke MOPaKeHUs ri1a3 (BacKyJspu3aius po-
roBoit 0007104KH, Os1epapuThl, KOHBIOHKTUBUTHI U KEPATUTHI); PA3BUBAIOT-
Csl aHEeMUsl, HEPBHBIE PACCTPOMCTBA, MPOSBISIONIMECS MBIIMICYHON cl1abo-
CTBI0, )KTYUYUMH OOJISIMU B HOTaX, aTaKCUEH, TUTIEPKHUHE3aMH.

5.3. BUTAMUH PP (B:3)

B opranusm udenoBeka ButamuH PP (HUKOTHHOBas KHCJIOTA, HUKOTH-
HaMH) MONagaeT ¢ MUIIeH Ju00 HEKOTOPOE €ro KOJUYECTBO CUHTE3UPY-
€TCA B KJIETKaxX 4YeJIOBEKa U )KUBOTHBIX M3 TpUNTO(daHa Yepe3 KUHYPEHUH U
XUHOJIMHOBYIO KUCJIOTY TIPU y4acTuu nupuaokcainbdocdara (kohepMeHT-
Has (opma ButamuHa Bg). Jlasiee B kjeTkax HUKOTUHAMUJ PEBpaAIIACTCs
B koepmeHntHbie (opmbel HAJ[" — HMUKOTMHAMMIAICHUHIUHYKICOTH 1
HAJI®" — nuxoTuHamumaacHUHIUHYKIeoTuadpochar (puc. 23), BXOIs-
M B COCTaB OOJIBIIIOTO Yncia (PEPMEHTOB Kjlacca OKCUIOPEAYKTa3.

[Ipu yyacTMM HUKOTHUHAMHUAHBIX KO(EPMEHTOB crenu(puyecKkue mie-
TUAPOTeHA3bl KaTATU3UPYIOT OOpaTUMBIE PEAKIIUU JETHAPUPOBAHUS CITUP-
TOB, OKCUKUCIJIOT U HEKOTOPBIX aMHUHOKHUCJIOT B COOTBETCTBYIOIIIUE aJIbe-
TUJbl, KETOHBI U KETOKUCIOTHI. B mporecce OMOJIOrHYeCKOro OKUCICHHS
HAJI BbIIONHSET POJIb MPOMEKYTOUHOTO IMEPEHOCUHMKA 3JIEKTPOHOB U
IPOTOHOB MEXKAY OKHCIISIEMBbIM CyOCTpaToM W (PIaBUHOBBIMU (hepMEHTa-
MU (puc. 24).

Tsxenble nocnencteusa aeduinura Butamuia PP B opranusme B 3Ha-
YUTEIHLHOU CTENIEHU OOBACHSIIOTCS BXOXKICHUEM €T0 KOPEePMEHTHBIX (opM
(HAL" u HAA®") B coctaB 00JIbIIOT0 YKCia (pepMEHTOB (MajaTaeruapo-
reHasa, TJI0K030-6-pocdaTaerunporenasa, TiIyTaMaTAeTUIporeHasa |
1p.), JEUCTBYIOIMMX Ha Pa3IUYHBIX 3Tarax OKWCICHHUS W CHHTE3a YIJIEBO-
0B, aMUHOKUCIIOT, TUIIUAOB U Ap. Henocratok Butamuna PP npuBoaut k
HApYIICHUIO OMOCHUHTE3a CTEPOUIHBIX TOPMOHOB, OKA3bIBAIOIIMX Pa3HO-
CTOpPOHHEE BJIMSHUE HA OOMEH BEIIECTB B Pa3IMYHBIX TKaHAX. BhICKa3bI-
BaeTCsd MHEHHUE, 4To PP-HenocTaTouyHOCTh HapymaeT OMOCHUHTE3 Oenka, a
€lle paHbIlle — OMOCUHTE3 HYKJIEHHOBBIX KHUCIIOT, IPU 3TOM THMOENb Kile-
TOK, OCOOCHHO BBICOKOA’POOHBIX, HE YPAaBHOBEIIMBACTCS MX MIposindepa-
[UEH.
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Puc. 23. Ctpoenune HukoTuHamMuaaaeHunanaykicoruaa (HA™) (ciepa) n
HUKOTHHaMHIaAeHHHIuHYKIIeoTuadochara (HAJD™) (cripasa) —
Ko(epMeHTHBIX popMm BuTamMuHa PP

-
O

( NH.

2-20 \

OKucreHHasa popma
kopepmeHTa ButamuHa PP

(HAOQ® vinn HA®")

+2H"+2e

-

-2H-2e

BOCCTaHOBIeHHasa popma
kKopepmeHTa BuTammHa PP

(HAQH+H" unn HAQGH+H"

Puc. 24. OGpatumas peakius 00pa3oBaHUs
OKHuCJeHHOM / BocctaHoBIeHHOU popmbl HAJL unu HAID
B cocTaBe (hepMEHTOB OKCUIAOPEIYKTa3

Henocrarounocts BuTamuua PP B opranusme MoxeT ObITh BhI3BaHA
ero Ae(UIIMTOM B IMUIIE, OCOOCHHO B COUYETAaHWM C HEMOJHOIIEHHBIM O€JI-
KOBBIM MUTaHUEM U (WJIH) HEJOCTATKOM BUTaMHHa Bg, ManbabcopOLmMeH,
AJIKOTOJIM3MOM, JIJTUTEIIbHBIM TIPUEMOM Dsifia JICKApCTBEHHBIX IPEINapaToB
(u30HMa3ua, nuTocTatuku U np.). Cuntes HAJI u3 TpunrodaHa MoxkeT
OBITh HAPYIIEH MPU KAPLUHOUIHOM CHUHIPOME, UTO OOBSICHAETCS yCuiie-
HUEM MpeBpalieHus TpuntodaHa B TUIAPOKCUUHIOIBI.
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Jlebuuur B opraHu3Me HHAIMHA B COYETAaHUU C HEAOCTATOYHOCTHIO
BuTaMrUHOB A, B1, B2, C BBI3BIBaeT pa3BuTHE NMeJlJIarpbl, HanOoJIee Xapak-
TEPHBIMU MPU3HAKAMHU KOTOPOU SIBJISIIOTCS TOPAKEHUS KOKHU (JE€PMATUTHI),
MUILEBAPUTEIBHOIO TPaKTa (AUapesi) U HApYyIIEHUS HEPBHOM NESITEIbHO-
ctu (aemeHuus). Pa3BUTHIO KIMHUYECKOW KapTHHBI MeEjIarpbl OOBIYHO
MPEIECTBYIOT HECTICIU(PUIECKUE CUMIITOMbI TUTIOBUTAMUHO3a: BSIIOCTD,
anaTus, c1aboCTh B HOraxX, ObICTpast YTOMJISIEMOCTb, CHU)KEHHE alIeTuTa,
TOJIOBOKPYKEHUE, Pa3IpaKUTEIbHOCTh, OCCCOHHMIIA, CHUXKEHHE COMPO-
TUBJISIEMOCTH OpraHu3Ma MHGEKIUsIM. PAaHHUMU KIMHUYECKUMHU CUMIITO-
MaMHM TIEJIJIarpbl SIBISAIOTCS BbI3BAHHAsI aTpodUei SMUTENHs KETyA0YHO-
KHIIIEYHOT'O TPpaKTa Auapesi, MPUBOJAIas K 00€3BOKMBAHUIO OpraHu3Ma U
HapyIICHUIO BCAChIBAHUS HUALIMHA U TpUNTO(daHa, BOCTIAJICHUE U WU3bSI3B-
JIEHUE CIM3UCTOM 00O0JIOYKH TOJCTOM KHUILIKKA U U3MEHEHHUS B MOJIOCTU PTa
(pyxcrHOMOAOOHBIN SA3BIK CO B3MYTHUAMH U TPEIIMHAMHU, CTOMATUTHI, THH-
TuBUTHI) (puc. 25, a, 0, 6, 2). IloBbIlICHHAsT YYBCTBUTEIBLHOCTH KOXHBIX
MOKPOBOB K yJIbTPa(HOIETOBON YaCTH CIIEKTpa, CBSI3aHHAS CO 3HAUUTEIb-
HBIM yCUJICHHEM OoOMeHa MopPUPUHOB, 00Jama0MKX (GOTOCCHCUOMIN3U-
PYIOIIUMHU CBOMCTBaMH, MPUBOAUT K TMOSBJICHUIO HAa KOXE OTKPBITHIX Ya-
CTEW Tela CUMMETPHYHBIX KPACHBIX MSATEH (Meuiarpudeckasl dpuTema)
(puc. 25, 0). B nanpHeimeM pa3BUBAIOTCS THIIEPIIMTMEHTALIMS, THIICPKE-
paro3 ¢ OTHIETyIIMBaHUEM, TpelmuHamu, nuogaepmusi. Co CTOpPOHBI cep-
JIE€YHO-COCYIUCTON CUCTEMBI OTMEYAIOTCS MUOKAPJIUOAUCTPO(DHS U TUIIO-
ToHUs. Hapymienust TMnugHoro oOMeHa MpOosBIISIIOTCSI TUIIOXOJIECTEPUHE-
mueil. ['ubenb HEMPOHOB U JereHepanus NPOBOASIINX IMyTEW MPUBOJAT K
rIyOOKMM HapyLIEHHSIM (PYHKIUN LEHTPpAIbHON U mnepudeprudeckon
HEPBHOUM CUCTEMBI, MPOSBIISIIOMIMMCS IIIYMOM U 3BOHOM B YIIIaX, HapylIe-
HUEM BKyCa, HEPBHO-MBIIIIEYHBIMU U TOJIOBHBIMH OOJISIMU, OOJIIMHU B TI0-
3BOHOYHUKE, KOHEYHOCTSIX, OUIYIIIEHUEM OHEMEHUs, MNapecTe3usiMU B
dbopme KKEHHs, PaCCTPOUCTBAMU KOXKHBIX M CYXOXKWJIBHBIX pedieKcoB,
TSDKEJION aJuHaMUeH, apTUKYJISIMOHHBIMU HApyIICHUSIMUA peyH, IMape3a-
MU, MBIIIEYHBIMU aTPOPUAMHU, HAPYIICHUSIMH KOOPJWHAIIUU JBUKCHUH.
Camoe TsKeI0€ B KJIMHUYECKON KapTHHE Teularpbl — HapyIIEHUs TICUXU-
KM (TICUXO03bI C IC30pUEHTAIMEH, Opel, TaJUTFOIIUHAIIIN ).

CymectBeHHbI HemocTarok HAJ[™ MoxkeT HaOIr0AaThCS MPU BPOK-
JeHHBIX HAPYIIeHUNAX ee OMOCHHTE3a U3 TpunTodaHa BeiaeACTBUE AeheK-
Ta MUPUIOKCATIB3aBUCUMOT0 (hepMEeHTa KMHYpPEHUHA3bl (HacleICTBEHHAS
KcaHTypenypusi — cunapom Knanma—Komposepa). K penkum Hacnen-
CTBEHHBIM HApYIIEHUSIM, BEIYIIUM K Pa3BUTHUIO TEJJIArpOno100HbBIX
CUMIITOMOB, OTHOCHUTCS 00JIe3Hb XapTHYIa — HapylleHne peadcopOuuu B
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MOYKaX TPYIIbl MOHOKAPOOHOBBIX MOHOAMHHOKHUCIIOT, B YHCIIO KOTOPBIX
BXOAUT W Tpunrtodan, coyeTaromieecs ¢ AePEeKTOM BCAChIBAHUS TPHUIITO-
(¢aHa B TOHKOM KHUIIICYHHKE.

r A

Puc. 25. [IposiBieHns HEIOCTATOYHOCTH BUTaMuHa PP
a — ¢ykcuHonoao00HbIN 361K (http://pediatr-online.ru/wp-
content/uploads/2015/07/Kak-proyavlyaetsya-skarlatina-u-detey.qif),
0 — B3ayTus Ha s3bike (http://monateka.com/images/136796.jpq),
B — cromatur (http://www.Kladovayalesa.ru/wp-content/uploads/2014/01/stomatit-u-
rebenka-lechenie.jpq),
I — TJIOCCHT ¢ TpermHaMmu Ha si3bike (http://vashyzuby.ru/wp-
content/uploads/2015/11/yazvy-na-yazyke5.jpq),

1 — nemnarpudeckas spurema (http://health-medicine.info/wp-
content/uploads/%D0%9C%D0%BD%D0%BE%D0%B3%D0%BE%D1%84%D0
%BE%D1%80%D0%BC%D0%BD%D0%B0%D1%8F-
%D1%8D%D0%BA%D1%81%D1%81%D1%83%D0%B4%D0%B0%D1%82%D
0%B8%D0%B2%D0%BD%D0%B0%D1%8F-
%D1%8D%D1%80%D0%B8%D1%82%D0%B5%D0%BC%D0%B0-
£1436266708959.jpq)
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J1J1s1 4eJI0BeKa OCHOBHBIMM MCTOYHHMKAMM HUKOTHHOBOM KMCJIOTHI U €€
aMHa SIBIISIOTCS pUC, XJe0, KapTodelb, MICO, IeYeHb, IIOYKH, MOPKOBb U
Ipyrue npoaykThl. B Monoke u sinax sutamud PP mouTtn He comepxurcs,
XOTSI 3TH MPOAYKTHI 00JIaal0T aHTUIICIUIATPUISCKUM JCHCTBHEM 3a CUET
BBICOKOI'O CoAep:KaHMs TpunTodaHa, U3 KOTOPOro B OpraHu3Me 4ejioBeKa
MOKET CHHTE3UPOBAThCI HUKOTHHOBAs KucioTa. CyTouHas MoTpeOHOCTh B
ButamuHe PP cocraBnser 14-25 wmr.

5.4. ButamuH Bg

Paznuuaror Tpu opmbl BuTamuHa Be: mupumokcon (MUPUIOKCHH),
MUPHUIOKCATh ¥ MUPHIOKCAMUH, KOTOPhIE B OpraHW3Me YejioBeKa CIoco0-
HbI 00pa30BbIBaTh KOo(pepMeHTHBIE (HOpPMBI MUpUIOKCcATbPochaT U MUPHU-
nokcamuHpochat (puc 26).
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Puc. 26. Ctpoenune nmupunokcanbdocdara (ciaena)
u nupuaokcamuHgocdara (cnpasa) — kKohepMeHTHBIX (popMm BuTamuHa Beg

[Mupunokcansdocdar sBisieTcss HEOOXOAUMBIM KO(PaKTOpOM MNHUPHU-
TOKCAJIEBBIX (PEPMEHTOB, KATAIM3UPYIOIINX KIIOUYEBBIE PEAKI[MU a30THU-
cToro ooMeHna (amMmuHoTpaHcdepas, OCYHIECTBISIIOMIUX OOpaTUMBIN TEepe-
HOC aMHHOTPYIIIBI OT aMUHOKHUCIIOT Ha KETOKHUCIOTHI, U JIEKapOOKCHUIIa3
aMUHOKHCJIOT, KaTaIu3upyromux HeooOpatumoe otuerienue CO, ot aMu-
HOKHCJIOT ¢ 00pa30BaHUEM OMOT€HHBIX AMUHOB).

Butamun Be B Buae nupuaokcaibdpocdara MpUHUMAET y4acTHE B
TpaHCAMUHUPOBAHUU O, -, Y-, d-aMHUHOKHCIIOT; O-IeKapOOKCUIINPOBAHUHU
AMUHOKHUCIIOT, [-AeKapOOKCUIMPOBAHUM  aCMApParuiHOBOW  KHUCJIOTHI;
HEOKUCJIUTEILHOM J€3aMUHUPOBAHUN CEpUHA, TPEOHWHA U TOMOCEPHUHA;
necynb(OUPOBAaHWU IIMCTEWHA; CHUHTE3€ M pacliajie IMCTaTHOHWHA;, TIpe-
BpalleHnu Tpunrodana g0 uaaona, nupysara u NHz; npeBpaiieHuu Tupo-
3uHa A0 peHona, nupyBata u NHz; mpeBpallieHnn ajuiinHa 10 aJUTUMIINHA,
nupyBata U NHz; pacnage kuHypeHHHA 10 aHTPAHWJIOBOW KHCJIOTHI M ajia-
HUHA; CHHTE3€ IUCTeHnHa U3 cepruHa U HpS; cuntese S-MeTwnnucrenHa u3
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CEpUHA U METUJIMEPKANTaHa; paclajie TPEOHNHA /10 alleTadbIeru1a 1 TIIu-
[IMHA; B3aUMOIPEBPAIICHUSIX [JIUIIMHA U CEPUHA; CUHTE3€ C(PUHTO3MHA U3
ceprHa U NAIbMUTUI-KOA; OKUCIIEHUY aMUHOB.

I'mnoButamMmnuo3 Bs MOXeT pa3BUBaThCs MPU HAPYUIEHUH BCAChIBa-
HUSI BUTAMHUHA B KUIIEYHUKE, MOBBIIMIEHHOM €ro pacnaie (Hampumep, npu
aJIKOTOJIM3Me), TIPH MOBBIIICHHOM KaTabonu3me Oenka (cTpecc, Juxopa/i-
Ka, TUIEPTUPEO3), NMPU NPUMEHEHUU PAlla JIEKAPCTBEHHBIX IPENAPATOB
(u3onmasun, prubazua, L-JJODA u ap.). [IpossienusiMmu aButamuHo3a Bg
y 4eJIOBEKA SIBJISIOTCS] Pa3BUTHE CYXOTro c€00PEHHOro neuiarponog00Horo
aepMatura (IIeIylEeHHe, S3pUTemMa, TUIIEPIIUTMEHTAINs ), XeilJI03a, CTOMa-
TUTA U TJIOCCUTA, YTO MOKET OBITh OTYACTH CBSI3aHO C BTOPUYHO pa3BUBa-
rotnieiics (u3-3a HapylieHus oOMeHa TpunTodaHa) HeJOCTATOYHOCTHIO BU-
tamuHa Bs. [1pu nedumure Butamruna Bs pa3BuBaeTcs THIOXpOMHas MUK-
poruTapHas aHeMusi, HaOmoaTCsA cygoporu. I[Ipu HemocTaTro4yHOM Co-
JepKaHUU TUPUJIOKCHHA B MCKYCCTBEHHOM MHUIIE Yy TPYIAHBIX JETEeH BO3-
HUKAIOT JIEPMATUTHI U TOPAKEHUSI HEPBHOM CHUCTEMBI, B TOM YHUCIIE DMHU-
nentudopMHubie cygoporu. IlatoreHes cymopor, THIEpBO30OYIUMOCTH U
MOBBIIIEHHOW YYBCTBUTEIBHOCTHU K IITyMYy Yy HOBOPOXJEHHBIX JIETEH CBSI-
3aH CO CHW)XXEHHEM CKOPOCTM O00pa3oBaHWsT B HEPBHOW TKaHU
Y-aMUHOMACIITHOM KUCJIOTHI (TOPMO3HOTO MEAMATOpa HEPBHOW CUCTEMBbI)
U3 TJIyTaMmaTa B PEaKiMH, KaTaIu3UupyeMou TiyTamaTiaeKkapOOKCHiia3oil, B
COCTaB KOTOpOW BXOAUT Ko(pepmeHTHas (opMa BuTamMuHa Be — mupugok-
canbdocdar. Butamun Bg yuyacTByeT Takxke B meTtabonuzme Tpuntodana,
IPU HAPYIICHUH KOTOPOTO 00Pa3yrOTCs COSAMHEHUS TUIA KCAHTYPEHOBOM
KHUCJIOTBI, CIIOCOOHBIE MPEMSTCTBOBATh MHCYJIMHOTEHE3Y, BbI3bIBas quade-
TONOJOOHBIE COCTOSIHUSL.

Henocrarok ButamMmuHa Bs COMPOBOXKIAETCS HAPYIICHUSIMHA OEJIKOBOTO
oOMmeHa (OTpULIATEIbHBIA Aa30TUCTBIM OanaHC), OT KOTOPBIX OCOOEHHO
CTpagaroT OBICTPO mposiudepupyroie Tkanu. Pa3BuBarorcst runepaMmuHo-
anyaeMusl U TUIepaMuHoanuaypus. Hapyiienue OmocuHTe3a rema reMo-
roOWHA Ha JTane CUHTE3a 0-aMHUHOJICBYJIMHOBOW KHUCIOTHI Hapsiay C
HapyIICHUEM CHUHTE3a OeJIKa SIBJIIETCS METAa00IMYECKON TPUINHON pa3BU-
THS aHEMUHM NpH Bg-aBuTaMuHo3e.

Bosbiiasi 4MCIeHHOCTh MUPUAOKCATB3aBUCUMBIX (PEPMEHTOB OOBsC-
HSET CYIIECTBOBAHUE IMIMPOKOTO CIIEKTPa IH3UMOIATHI: BPOXKIESHHOU TO-
MOIIMUCTUHYPHH, CBI3aHHOU ¢ Me(PEKTOM IMUCTATUOHWHCHUHTA3bI, BPOXKICH-
HOM LIMCTATUOHUHYPUH, OOYCIIOBIICHHOW HApyIIEHUEM aKTUBHOCTH LIMCTa-
THOHA3bl, HACJEJACTBEHHOMW  KcaHTypeHypuu (cuHApoMm  Knamma—
Komposepa), cBa3anHOlM ¢ Ae(eKTOM KMHYPEHHUHA3bl U MUPUIOKCHUH3aBU-
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CUMOTO CYAOpPOKHOTO CHHIPOMA, B MATOr€HE3€ KOTOPOTO CYHIECTBEHHYIO
POJIb MOXKET UTPATh CHUKEHUE aKTUBHOCTH TIIyTaMaTIeKapOOKCHIa3hl.

Butamun Be coaepxkutcs B apoxikax, xjiede, ropoxe, dhaconu, Kap-
Todene, msce, eyeHu, noukax. Hanbonee BbIcOKa KOHIICHTpAIUSI BUTA-
MHHA B 3apOJIbIIIEBOIM YacTH CEMSH U 3epeH 37akoB. [IMpUIOKCUH CUHTE-
3UpyeTCs MUKPOQIOPOH KUIIEYHUKA B KOJTMYECTBAX, YACTHYHO MOKPHIBA-
oUX noTpedHocTH opranu3ma. CyTodHass MOTPEOHOCTh YCTaHOBJIEHA
OpPUEHTUPOBOYHO (2—4 mr B cyTku). OHa yBeIM4MBaAETCs MpU MOTpedie-
HUM C MHIIEH OONBIIOro KOJIndecTBa Oeaka, pU3nuecKor Harpyske, oxjia-
KICHUU, 00JIydeHUH, OEPEMEHHOCTH, NMPU MPUMEHEHUU CYJb(aHUIaMU-
JI0OB U aHTHOMOTUKOB, YTHETAIOUIUX MUKPO(IOPY KUIIIEYHHKA, a TAKXKE C
BO3PAaCTOM.

5.5. BUTAMUH Bs

Butamun Bs (maHTOTEHOBasi KMCJIOTA) B OPraHU3ME YEJIOBEKA BXOJUT
B coctaB KodepmeHTta A (kosHzuMma A) (puc. 27), KOTOpbIA NMPUHUMAET
y4acTUE B OCYILECTBICHUM TaKUX OMOXMMHYECKHX MPOIIECCOB, KaK OKHC-
JUTENbHOE JAEKAPOOKCUIMPOBAHUE O-KETOKHUCIOT (MUPYBaT, O.-KETOIIyTa-
part), B-okucieHne u OMOCHUHTE3 BBICIIMX JKHUPHBIX KUCJIOT, CHHTE3 CTEPO-
UJIHBIX TOPMOHOB, TPHUAIWJITIIMIIEPOJIOB, (POChHOTUNHUIOB, aAllE€THIXOINHA,
TUIIITYPOBOM KUCIIOTHI, FTéMa reMOrjio0OMHa U JIp., BBICTyNas B POJIM MPO-
MEKYTOYHOT'O aKIENTOpa U MEPEHOCUHUKA PA3JIMYHBIX KHCJIOTHBIX OCTAT-
KOB (a1uiioB) 1 00pa3ys Tak Ha3bIBa€MbIC allUJINIPOU3BOAHBIE KOPEpMEHTa
A (B Tom uncne anetun-KoA — kiiroueBoid MeTaboIuT, MOCPECTBOM KOTO-
pOTO MPOUCXOIUT B3aUMOJICHCTBUE OEIKOBOTO, YIIE€BOJIHOTO U JUIUIHO-
ro 0OMEHOB).

B cBs3M ¢ MIMPOKUM pacnpoOCTpaHEHHWEM MAaHTOTEHOBOW KHUCIOTHI B
MpPOAYKTax MHUTAHUS y JIIOACH €€ HEIOCTaTOYHOCTh BCTPEYACTCS PEAKO,
OJIHAKO TMPU TSHKEIBIX HAPYIICHUSX TUTAHUS OTMEYAINChH TOPAXKECHUS
KOKHBIX IMOKPOBOB, JICMIUTMEHTAIIUS BOJIOC U MOTEPS BOJOCSHOTO MOKPOBA
(puc. 28); nenpeccus, anatus; UHOEKIMH BEPXHUX JBIXaTCIBHBIX MyTCH;
HapyIICHUS CO CTOPOHBI CEPJACUHO-COCYIUCTONM CUCTEMBI U KEITYJI0YHO-
KHUIIIEYHOTO TPAKTa; CI1a00CTh MBIIICUYHBIX TPYMN pa3rudareieil, OHEMEHHE
MajbIIeB HOT, OUTYIIICHUE X KCHHUS B CTOMAaX.

Pa3BuTne CHMNTOMOB THIIOBUTAMHHO3a B OCHOBHOM OOYCIIOBJICHO
HApYIICHUSAMU CUHTETUYECKHX IMPOIECCOB (B TOM YHCJIE CHUHTE3a CTEpO-
UHBIX TOPMOHOB), TIPOIIECCOB PHEPTOOOPA30BaHU U YCUIICHHEM KaTa0o-
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au3Ma OelKOB, YIeBOJOB U JUIHUIO0B, BBI3BAHHBIMHU HEJIOCTATKOM Kodep-
MEHTa A B OpraHu3Me.
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Puc. 27. Ctpoenue kosH3uMa A — kopepmeHnTa Butamuta Bs

a

Puc. 28. TlposiBneHuns HEOCTATOYHOCTH BUTaMUHA Bs
a — JIENUTMEHTALHS BOJIOC
(http://ozarkderm.com/media/k2/galleries/370/13896379604e470ff6f2096.jpq),
0 — moteps BostocsiHoro nokposa (http://tvoilokony.ru/wp-
content/uploads/2016/01/image003-12.jpg)

57


http://ozarkderm.com/media/k2/galleries/370/13896379604e470ff6f2096.jpg
http://tvoilokony.ru/wp-content/uploads/2016/01/image003-12.jpg
http://tvoilokony.ru/wp-content/uploads/2016/01/image003-12.jpg

Hapymienust co CTOpoHBI HEPBHON CUCTEMBI 00YCIIOBICHBI CHIYKEHH-
eM OuocHHTEe3a aleTWIXOJUHAa U (PocoaunuaoB; pa3BUTHE aHEMUU —
HapyIICHHEM CHUHTE3a reMa reMoriioonHa. Pa3Burue nepMaTuTOB MOXKET
OBITH CBSI3aHO C HapyIIeHUEM OOMEHa COCAMHUTENHHON TKaHU (OMOCUHTE-
3a IIIMKO3aMUHOTJIMKAHOB, B TOM YHCJIE alleTHJIMPOBAHUS T€KCO3aMUHOB).

[TaHTOTEHOBASI KUCIIOTA COJEPIKUTCS MPAKTUICCKHA BO BCEX MPOIYKTAX
PACTUTEIBLHOTO U )KMBOTHOTO MpoucxoxacHus. OcoOeHHO Oorarthbl €10 Ie-
4YeHb, MOYKH, SUYHBIA KEITOK, UKpPA, MSCO, IPOXOKH, IIBETHAs KaIlycTa,
kapTodenb, moMuaopel. Kpome TOro, maHTOTEHOBas KUCJIOTA CHHTE3UPY-
eTcsi Mukpodopoit kumeuynuka. CyToyHass mOTpeOHOCTb ISl B3POCIIOTO
YeJIOBeKa B MAHTOTEHOBOM kuciore — 3—10 mr,

5.6. BUTAMUH B1>

B TkaHsx ButamuH Bio (koOamamMuH) 00pa3yeTr KoOaJlaMHJIHBIC KO-
(epMEHTBI: METHIIKOOAIAMUH M Jie30KcHaaeHo3mikoOanamun (puc. 29). B
KJIETKaxX OpraHu3Ma 4ejioBeKa MPOTEKAIOT PEAKIIUU TPAHCMETHIMPOBAHUS
(MepeHOC METWIIbHBIX TPYIII) JJISI KOTOPBIX JIOHOPOM METHIHHOM TPYIIIIBI
BBICTYMAaeT METHWIKOOaIaMiuH. MeTminpoBanre KoOalaMUHa OCYIIECTBIIS-
erca npu ydactun N°-metunrerparuapodonnesoii kucnorsl. CHHTE3 Me-
THOHHWHA u3 TOMOIIMCTEHHA OCYIIIECTBIISACTCS TETparuipo-
ITEepOMIrIyTaMaTMeTuaTpancdepasoii  mpu  ydactuu  N°-merunreTpa-
rupodoeBoi KHCIOTH U BuTaMuHa B1o (puc. 30).

JlanHas peakuus UrpaeT BaXHYIO POJIb B IIUKIMYECKUX TMPEBpaIICHH-
X METHOHWHA W PEaKIUSIX METWJIUPOBAHUSI, 0OCCIIEUUBAs PEyTUITU3AIINIO
TOMOIIMCTENHA U MPEBPAIICHUE €r0 B UCXOIHOE COSTUHECHHE IHUKIa — Me-
THOHUH, KOTOPBI MOXET OBITh BHOBBH HCIIOJIB30BaH Kak il OMOCHHTE3a
Oenka, Tak U JJIs peakiuu MeTuirpoBaHus. OTHOBPEMEHHO 3Ta PEaKIUs
oOecreunBaeT HEMPEPHIBHOE IOCTYIUICHHUE B ITUKJI HOBBIX METHJIBHBIX
rpymm, nocrabiasieMelx N°-MeTunrerparuapooNnueBoil KUCIOTOW U3 pas-
JUYHBIX METa00IMYECKUX UCTOYHHUKOB.

[Ipy yyacTuu [e30KCHaICHO3WIKOOAIaMiHa B OpraHU3MeE 4elloBeKa
IMPOUCXOAUT PEeaKIUs W30MepHU3allid MeTUIMaToHMI-KOA B CyKIIMHHII-
KoA, karanusupyemass MetunMaioHuin-KoA-myrtazon. [lanHas peakuus
obecreynBaeT yTUIIM3AIUI0 TPEXYIJIEPOIHBIX COSMHEHUN B (popme Mpo-
nuoHmI-KoA, oOpa3yronmxcs Nmpu [-OKHCICHHH >KHUPHBIX KHCJIOT C He-
YETHBIM YHUCIIOM yTJIEPOJIHBIX aTOMOB.

I'mno- u aBuTtamMmnHo3 Bi2 y yenoBeka MOXKET pa3BUBATHCS BCIIEICTBUE
HEJ0CTAaTOYHOCTH BUTaMHMHa Bi2 B muime (CTporoe BereTapmaHCTBO), OT-
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CYTCTBUSI WJIM HEIOCTATOYHOCTH BBIPAOATHIBAIOUIETOCS B OOKJIAJOUYHBIX
KJIETKaxX CIIM3UCTOM KelyJka aHTHaHeMmuueckoro (akropa Kacma, oOpa-
3YIOIIEr0 C BUTAMMHOM KOMIIJIEKC, CIIOCOOHBIN BCAChIBATHCSA B TOHKOM-
KUIICYHUKE TMpH B3ammojeicTBuu ¢ penentopoMm (puc. 30), a Taxxe
BCJIEJICTBUME PACCTPOICTBA BCAachbIBaHUSI BUTaMUHA B1, B kuileuHuke (3H-
TEPUTHI, B TOM YHUCIIE CIIPY, PE3EKIIUU KUIIICUHUKA) U a0COPOIIMU BUTAMU-
Ha KUIIEYHBIMHU Mapa3utamu (IIUPOKUI JICHTEN).
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Puc. 29. Cmpoenue memunkobaiamuna u 0e30KCua0eHo3UIKoOAIaMUHa —
Kogepmenmuolx ghopm sumamuna Bio

[IprurHamMu TacTPOr€HHOT0 aBUTAMUHO3a MOTYT OBITh 00JI€3Hb AJl-
aucoHa—bupmepa — 3710KaueCTBEHHOE ayTOMMMYHHOE 3a00JIeBaHUE, BbI-
3BaHHOE OOpa3OBaHUEM ayTOAHTUTEN K BHyTpeHHeMy ¢aktopy Kacna, a
TaKXe TOTajJbHas (CyOTOTalIbHAS) PE3CKIIMS KETYAKA, PAK KEITy KA.

N3BecTHO, uTO BUTaMUH B1y sIBIISIETCS OHUM M3 BaXKHEHIIMX (PakTo-
POB HOPMaJIBHOTO KPOBETBOPEHUS, OOECIEUYMBAIOIINX HEOOXOIUMOE paB-
HOBecHE MpoleccoB nponudepannu u AudPepeHInpOBKH KIETOK KPOBU B
busznonornueckux ycnoBusx. Butamun Bio, Oymyuu cunepructom Qoime-
BOW KHUCJIOTBI, UTPAET BAXHYIO POJIb B CUHTE3€ HYKJICHMHOBBIX KHCJIOT H
6enkoB. leduuut Buramuna Bip napymaer nemetunuposanue N°-metui-
TeTparuapodoIMeBON KUCIOTHI, YTO 3aTPYAHSIET MCHOJb30BAHUE B KIIET-
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KaxX TeTparuapodosiieBoil KUCIOThI, HEOOXOAUMOM AJII CUHTE3a MypPUHO-
BbIX U TUPUMUIMHOBBIX HYKJIEOTHIOB, B MIEPBYIO OUEpPEb B OBICTPO MPO-
mudepupyrommx  TKaHsaX (KOCTHBIM  MO3T, DJMOUTEIUA  KETyAO0YHO-
KUIIEYHOTo TpakTa). Hapsiay ¢ 3TuM HexocTaTok BUTaMuHa B1, mpuBoauT
K HapyLIICHUIO mOpeBpameHus MeTwiManoHwi-KoA B cykuuHuin-KoA, B
CBSI3U C YE€M HaKAIUIMBAETCS M30BITOK METHJIMAJIOHOBOW M MPOMUOHOBOM
KHUCJIOT, KOTOPbIE, BKIIFOYAIOTCS B JIMMUAbI HEHPOHOB, BBI3IBAS JIEMUEIIU-
HU3AI[UI0 HEPBHBIX BOJIOKOH M KMPOBYIO TUCTPODUIO HEPBHBIX KIIETOK.

Henocrarounocts BuTamuHa B2 B opranusme nmpuBOJUT K Pa3BUTHIO
3JI0KAYE€CTBEHHON TUIEPXPOMHOM MaKpOIUTAPHOM METano0IacTHIeCKOn
aHEeMUHU, JICHKONECHUH, HEUTPOIIEHUH U TPOMOOIIUTONICHUH, HAPYIICHUIM
CO CTOPOHBI JKEJYAOUYHO-KHILIEYHOTO TpaKTa (aTpouuecKuil mpoIecc Ciu-
3UCTOM), a TaKXe JACTCHEepalud 3aJHUX U OOKOBBIX CTOJIOOB CIIMHHOTO
Mo3ra ((QyHUKYJISPHBIA MHEN03), MPOSBIAIONICHCS MapecTe3UusIMH, CYJ0-
poramMu, HapyLICHUSIMU KOXXHOW M BHUOPAITMOHHOW YYBCTBUTEIBHOCTH,
aAXWJIJIOBBIX U KOJICHHBIX PE(IICKCOB.

K BpoxkaeHHbIM HapyumieHUsiM 00MeHa BUTaMuHa Bi2 y yenoseka,
MPOSIBISIOIIMMCST METaa00JaCTUYECKON aHEMUEH, OTHOCATCA: AePEKT 00-
paszoBaHus BHyTpeHHero (akropa Kacna; 6one3ns Umepcaynaa—I'pacoeka
(HapylieHue BcachiBaHMs BUTaMuHa Bz, cBsi3aHHOE C Je(heKTOM PElenTo-
pPOB B KHUIIIEUHUKE); NeeKT TpaHckoOanamuua Il (HapymeHue ero oopaso-
BaHUS M TPAHCIOpPTa BUTaMuHA Bi12), I KOTOPOTO XapaKTEPHBI TaKXKe
HEBPOJIOTUYECKUE PACCTPOMCTBA, 3aJIep:KKa pOCTa, AUApesi, HEYKPOTUMAs
pBoTa. Bpoxaenusiii nedekt Tpanckobanamuna | (Hapymenue ero odpa-
30BaHUsI) HE COIMPOBOXKIAECTCS KIMHUYECKOW cHUMITOMATUKOW. M3BecteH
Pl TEHETUYECKUX HapyIICHUH, 3aTparuBarOlIUX CUHTE3 (PEPMEHTOB, B
COCTaB KOTOPBIX BXOMST KOOaMUIHBbICE KOPEPMEHTHI, a TaKKe€ SH3UMOB,
MPUHUMAIOIINX YYacTHE B 00pa30BaHUU METHII- U JI€30KCUAICHO3UIKO0a-
namuHa. Jlepuuut terparugpontepouwiarayraMmaTMeTuiITpaicdepassl mpo-
SBJISIETCS] CHYDKCHUEM MMMYHUTETa, OTCTABaHUEM B POCTE U YMCTBEHHOM
Pa3BUTHM, aHEMHEHN, @ TAKKE MOBBIIICHHBIM BBIICICHUEM C MOYOU TOMO-
IIMCTENHA U IIUCTAaTHOHWHA.

HedexTol cuATe3a MeTHWIMaTOHWI-KOA-MyTa3bl U 1€30KCUAICHO3UII-
KoOanaMuHTpaHc(epasbl MPUBOAAT K MOBBIIICHUIO COJICP>KAHUS B KPOBU U
MOYE METHJIMAJIOHOBOW KHUCIIOTHI M anuao3y (puc. 31).

Jlns gegoBeka OCHOBHBIMH HCTOYHHMKAMH BHTaMHUHa Bio sSBISIOTCS
MSICO, TOBSIXKbsSI I€UYE€Hb, MOYKHU, pbl0a, MOJIOKO, siinia. CyTouHasi moTpeo-
HOCTh B BUTamuHe B2 coctaBisier 2—3 MKT.
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Puc. 30. OOMeH u pyHKIIMM BUTaMuHA B1p
[Ipu coznanuu puc. 30 ObLIM UCIIONIB30BaHbI rpadyUUEeCKUe MaTepUaIIbl U3 UHTEPHET:
http://hoidapbacsi.net/wp-content/uploads/2015/10/kham-benh-gan-o-dau-1.jpg;
http://ok-t.ru/mydocxru/baza2/2069523157.files/image005.jpg;
https://vitacoin.net/media/upload/news/2017/4/18/93999d9.jpg;
http://zoozel.ru/gallery/images/25473_pischevarenie-v-kishechnike.jpg;
http://100-bal.ru/pars_docs/refs/225/224821/224821 html_1700c07c.jpg
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nocTynneHne ButammHa Biz ¢ nuLlen

kL

BCaCbiBaHUNE

X 2

TPaHCNOPT B KPOBU

¥ 3 4

CMHTE3 KOepMeHTa, BHYTPUKIETOYHbIN
obpasosarne CMHTE3 anodepMeHTa,
aKTMBHOM hOpMbI B cneunduyeckoro 6enka
KrneTkax ODF§HOB n N3 aMUHOKMNCIIOT
TKaHeN

£ s

obpasoBaHue xonodepmeHTa, BbiNOHEHNE
Buonornyeckon pyHKUMm

Puc. 31. BpoxaeHnnble HapyeHus: ooMeHa u pyHkuuii ButamuHa B1o
1 — nedexT oOpa3zoBaHus BHYTpEHHETr0 aHTHaHeMu4yeckoro (pakropa Kacna;
nedekT perenitopoB B kutieunuke (Mmepcnynna—I'pacoeka),
2 — nedekT cuHTe3a TpaHckobamamuna ll,
3 — nedexT cuHTe3a Ae30KCHaIeHO3MIKOOaTaMuHTpaHC(epassl
(Hapy1uieHue nmpeBpalieHus: BuTaMuHa By B 1e30KkcHaieHO3MIKOOaIaMuH ),
4 — nedekr cunTesa anoepmenTa MeTuMaIoHwI-KoA-MyTassl,
5 — Hapymenue oOpa3oBaHusS METHIMAIOHWI-KOA-MyTa3bl, TETparuaponTepOrITiy-
TaMaTMETUITPAHCPEPA3BI

5.7. BATAMUH B (Bc)

B kieTrkax opraHu3mMa 4desioBeKa BUTaMHUH Bg mpeBpaiaercs B aKTUB-
HyI0 KoepMeHTHyto (¢opMy — TerparugapodonueByro kucioty (TTDK)
(puc. 32).
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buonornueckue pynkmauun TI'OK HemocpeacTBeHHO CBS3aHBI C Tepe-
HOCOM OJIHOYTJIEPOAHBIX Ipymi ((pOpMHIBHOM, METUIBHOM, METUIICHOBOMH,
METCHUJIbHON, OKCUMETWIbHOM, (hOpMUMUHOBON) (puc. 33), IepBUYHBIMU
HMCTOYHUKAMH KOTOPBIX B OpPraHU3ME SIBJISIOTCS [-YIJIEpOJIHBIN aToM ce-
pHHA, O-yTJIEPOAHBINA aTOM TJIMIMHA, YTJIEPOJ METUIBHBIX TPyl METHO-
HUHA, XOJIMHA, BTOPOI YIJIEPOAHBIM aTOM MHAOJBHOTO KOJbIla TpUNTOda-
Ha, BTOPOM YTJIEPOJHBIA aTOM MMHUA30JIbHOTO KOJIbla THCTUAMHA, & TaK-
xe hopmanbaerul, MypaBbUHAs KUCIOTa U METaHO.

OH
5
> 1\H H, 2o ||
' | CH—CH« —CH, COO0OH
Hd}._/g}; ]\_H CUU‘H
2 8

Puc. 32. Ctpoenmue 5,6,7,8-TeTparuapodonreBoil KHCIOTHI —
Ko(epMeHTHOH (hopMbl BUTaMHHA By

[Tytem BkItOueHHs (HOTUEBBHIX KOPEPMEHTOB B OOMEH OAHOYTJIEPO/I-
HBIX COCAMHEHUN OCYIIECTBIISETCS WX y4acThe B OHMOCHHTE3E Mpe.ie-
CTBEHHHKOB HYKJICMHOBBIX KHUCIOT — MyPUHOBBIX M MUPUMUIAHOBBIX OC-
HOBaHUM, a TAaK)Ke B OOMEHE psi/la aMUHOKHCIIOT: CEpUHA, TIUIIUHA, TUCTHU-
IHA, METHOHWHA, TpunTodaHa u Jp.

HEZ=HH CH5
j]\,w\/ I 74 4 M v
EHz—HH EHE—HH—{ HZ—HH—<:
Ll = = —
W3 -thopramn-Tr DK NE-chapmusuHa-TT DK M. meTun-TrdK
{:.-;.."::"ﬂ
“"-H CH CH3
oH *h_\,_m; s/ 107
J\I,Hﬂf,.-ﬂl'lz—ﬂ e EHE—H{ -— JYN.YEHE—N{
o “Tﬁ o= v | =
NI hoprun-TrdK WM paeramnn-TI DK NN sprunen-THDK

Puc. 33. B3aumornpeBpallieHus ¥ IEPEHOC OJHOYTIIEPOAHBIX TPYIII
TETparuapo@oIMeBON KUCIOTOM
(http://ok-t.ru/cozyhomesteadru/bazal/137226059931.files/image025.pnq)

OcHoBHas (opma aenoHUpOBaHHS (HOJUEBOM KUCIOTHI B KIETKE —
N°-metunrerparuapodonar. MeTunbpHas rpymmna, oraaBaeMas N -MeTHiI-
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TI'®K, ucnonwiyercs 1 oOpa3oBaHUsl METHIKOOaTaMUHa, KOTOPBIN 3a-
TE€M JEUCTBYET KaK JOHOP METWJIBHOUN TpyNIIbl I PEr€HEpallui TOMOIH-
CTE€MHa B METHOHUH. JlaHHOE (onaT-KoOATaMUHOBOE B3aUMOJICUCTBUE SIB-
JISIETCSI CTEPKHEBBIM [IJI1 HOPMAJIBHOTO CUHTE3a IMyPUHOB W MUPUMUIHU-
HOB, Tak Kak oOpasymmiascs TerparuapodonueBas KHUCIOTa SBISETCS
npeamectseHHUKOM N°-popmun-TT®K u N° N%-merenun-TTOK — mo-
HOPOB OJIHOYTJIEPOJHBIX (PAarMEHTOB, HEOOXOIUMBIX NI OOpa3OBaHUS
Co- u Cg-aToMOB NypHHOBOTO Kojibla. [pyras peakuus, O KOTOPOM
Heobxoaumo npoussogaoe TT®K (N° N0-metunen-TI'®K), — 310 cunTe3
TUMUJIAIOBOMN KHUCJIOTBI. B TAMUJAIATCUHTA3HON peakuu
N° N%-metunen-TI' ®K oxucngercs go AT DK (quruapodonresoii Kucio-
ThI), IPH 3TOM Ha KaKJIblii Moib oOpazoBanHoro dTM® morpedisercs
Mostb TT'®OK. Takum oOpazoM, TPOUCXOAAIIUN B OBICTPO MPOIHUQPEPUPY-
IOIINX TKaHSAX NMOCTOsiHHBIN cuHTe3 JJHK TpeOyer 3HauUTENbHBIX KO-
yectB TT OK.

Hedbunut QonareBoil KUCIOTH B OpraHU3ME YEJIOBEKAa, BHI3HIBACMBIi
MO/IaBJICHUEM JICKAapCTBEHHBIMH MpenapatamMu (Cyiab()aHmIaMHUIbl) CHHTE-
3a (hOIMEeBOM KHUCIOTHI U3 MapaaMHUHOOEH30MHOM KHUCIOTHI MUKpO(IOpOi
KUIIEYHUKA WM HApYLICHUEM BCAChIBAHUS BUTaMUHA (IIPU CIPY, alIKOTO-
Jau3Me, npuemMe 6apOUTypaToB), CONMPOBOKIAACTCS PA3BUTUEM TUIIEPXPOM-
HOM MaKpoOIUTapHONW METrajio0JacCTUYECKON aHEeMHH, TP KOTOPOMl KOJIHU-
YECTBO JPUTPOLIMTOB YMEHBIIAETCS B 3HAYUTEIBHO OOJIBIIECH CTENEHH,
YeM KOJIMYECTBO I'e€MOTJIOOMHA. B TsKenbIX ciaydasx aBUTaMHHO3a OTMeE-
YaroTCsl TPOMOOIUTONICHUS U JielKkoneHus. MeraimooiacTuyeckas aHeMHUS
00BIYHO OBIBaeT 00YCIIOBIIEHA HEJOCTATOYHOCTHIO (DOJIATOB MJIM BUTAMUHA
B12 mnm toro u apyroro BMecte. Hapsiny ¢ HapylieHUsIMU KPOBETBOPEHHUS
Pa3BUBAIOTCS X€iJ103, TJIOCCUT, 330(haruT, aTpohUUEeCKU WU SPO3UBHBIN
racTpUT, SHTEPUT, axJIOPTUIPUs], THUAPEs], CTEATOPEH.

IIpu HenocTaTtke (HOTUEBOM KUCITOTHI OMOCUHTE3 OETTKOB MOXKET OBITh
JUMHUTUPOBAH HEJOCTaTKOM METHOHMHA W cepuHa, cuHte3 JJHK Topmo-
3UTCS 1€(PUIIMTOM TUMUIUIOBBIX HYKJICOTHAOB (JI€30KCUYPUINAIIOBAS] KUC-
JI0Ta HE MPEBpaIaeTcss B TUMUIUIOBYIO) U MYPUHOBBIX OCHOBAHHM, UTO
MPUBOJIUT K HAPYIICHUSAM KJIETOYHOTO ITUKJIA OBICTPO MPOTUDEPUPYIOITUX
KJIETOK (SMUTEIHAIBHBIX U T€MOMO3THUYECKUX) U OMNPENCNSeT KIUHUKY
donarnepunutHbix coctostHui. [Ipu neduuure Butamuna Bio ymeHsble-
HUE CHUHTE3a METHOHHUHA M S-aJlecHO3WJIMETHOHMHA JUMHUTHPYET CHHTE3
O€JIKOB, TTOJIMAMHUHOB M Psiji peakiuil MeTuiaupoBanus. Kinerka orBeuaer
Ha 3TOT AeUuIUT mepepacrpeaeneHrueM (GoaaTHIX METa0OJIMUYECKUX TY-
TE€U B MOJb3Y No-metun-TI'®K. DTa TeHaeHIms MPENOXPAHAET ICCEHIIU-
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aJbHBIC PEAKIIMYM METUJIMPOBAHUS IIEHOW CUHTE3a HYKJIECHHOBBIX KHCIOT.
TerparunpodonueBas KUCIOTa MOMAAAET B TaK Ha3bIBAEMYIO0 «MeTUI(DO-
JIATOBYIO JIOBYIIIKY», U MOCJEAYIONINE CTaauu Metabonu3mMa (osara, Tpe-
oyromue TT @K, numarorcs cyberpara.

N3Becten nacneactBeHHbl nedexr HAJJIDH-3aBucumoit auruapo-
donaTpenykTasbl, BbI3bIBAIOIINN HapylIieHHe oOMeHa (DOJIMEBOM KHUCIOTHI
Y TIPUBOJISIINI K Pa3BUTHIO METAIO0JACTUYECKON aHEMUM.

boraTeiMu UCTOUHUKAMH (POJIMEBOM KUCIOTHI SIBJSIOTCS 3€JICHbBIC JIU-
CThsl PACTEHUM, TPOXOKH, KallyCcTa, TOMAThI, IIMUHAT, & TAKXE MOYKH, Te-
YeHb, MSICO U JIpyTue NpOoAyKThl. DonaluH CUHTE3UPYETCS MUKPOGIOpOi
KHUIIIEYHUKA B KOJIMYECTBAX, JOCTATOUHBIX JJISl YIOBJIETBOPEHUSI MOTPEO-
HOCTH OpraHu3ma B3pOCJIOro 4elioBeKa, KoTopas coctaBisier oT 0,5 1o
2 MT' B CYTKH.

5.8. BUTAMUH C

Heo6xoauMpiM TiuIeBbIM (hakKTOpOM JJIsl 4eJOoBEKa, 00€3bsiH, MOp-
CKMX CBHHOK, HEKOTOPBIX NTHUIl U PbIO siBNsieTcss BuTaMuH C (aCKOpOMHO-
Basi KUCJIOTA), OTCYTCTBUE KOTOPOrO B PAIlMOHE B TEUCHUE J1aKE KOPOTKO-
ro Nepuoja BPEMEHU MPUBOJIUT K TSIKEIBIM MOCIEACTBUSAM JJIsI OPraHU3-
Ma. Bce apyrue >KMBOTHBIE HE HYXAAIOTCS B MUIleBOM BuTamuHe C, 1O-
CKOJIBKY Y HUX OH CUHTE3UPYETCS B IEYEHU U3 TIIFOKO3BI.

Butamun C y4acTByeT B peaklUsiX THIAPOKCHIMPOBAHUS TpUNTO(PaHA
(cuHTE3 cepoTOHMHA), AUOoKcudeHuIanannHa (oOpa3oBaHUE HOpaJApEHa-
JIMHA), OKcU(eHunnupyBara (CUHTE3 FOMOT€HTU3UHOBOW KHCIIOTHI), CTE-
POUIOB (CUHTE3 KOPTUKOCTEPOUIOB), B-OyTHpoOeTanHa (CUHTE3 KapHUTH-
Ha). AKTUBHPYS TNPOJWITUIPOKCUIIA3Y U JIM3UITHAPOKCHIIAa3y, OH oOecrie-
YUBaeT TUIPOKCUIUPOBAHNE OCTATKOB MPOJIMHA U JTU3UHA (puc. 34) B KOJI-
JlareHe.

Kpome Toro, ackopOMHOBasi KMCIIOTa y4yacTByeT B OOMEHE »keliesa,
obecrnieunBasi Mepexo]i TPEXBAJIECHTHOIO Xkeje3a B JABYXBAJICHTHOE B KU-
IICYHUKE U TEM caMbIM oO0Jjierdasi ero BcachiBaHue. ACKOpOUHOBAs W Jie-
TUAPOACKOPOHMHOBAS KHUCJIOTHI, COCTaBJISIS OKHUCJIUTEIBHO-
BOCCTAHOBUTEJIBHYIO CHUCTEMY, YYaCTBYIOT B OKUCIHUTEIHHO-BOCCTAHOBU-
TENBHBIX peakiusax (puc. 35).

Butamun C B 3aBUCHMMOCTH OT JI03bI MOXKET BBICTYIIaTh B POJIM aHTH-
OKCHJIAHTA WJIM MPOOKCUJAHTA. AHTHOKUCIUTENbHBIE 3 (PEKTh BUTAMUHA
MPOSIBIIAIOTCS HEWTpaau3aliel aKTHUBHBIX KHCJIOPOJCOISPKAIIUX pa-
KaJIOB, peakTUBaluMeu BUTamMuMHAa E, TIpenoxpaHeHUEM OT OKHUCIIECHHS
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SH-rpynn 6enkoB, B TOM uucie (pepmMeHTOB. ACKOPOMHOBAsS KHUCIIOTA
MPUHUMAET y4acTHE B OKUCIUTEIBLHOM pacmnaje TUpPO3uHa (Tuapokcude-
HWINMUPYBATTHAPOKCHUIA3a) U T€MOII00MHa (FéMOKCUI'€HAa3a), aKTUBAIIUU

I'CKCOKHMHA3hbI.

HrM ZH COoOCH HM ZH COCH
| NPONUArMapPOKcUnasa |
H3C CH > H,C CH
2 \CH e / \4 2 \CH el
2 OZ H202 |
OH MAaPOKCUNPONNH
nponuH ackopBuHoBas nervapoackopbuHosas Aap P
KCrnoTa K1CrnoTa
ﬁOOH COOH
|
AV3UNrMapoKcmnasa
(|3H2 . CH,
CH, 7N o
| Oz |ﬂ02 | 2
CH _
| s ackopGuHoBas nernapoackopbuHosas (IjH OH
(IjHQ Kucrnota KucroTa CH,
|
NH, NI,
MNN3WH FMOPOKCUMN3UH

Puc. 34. Peakiiuy TUAPOKCUIUPOBAHMS MPOJIMHA U JTU3MHA B COCTABE KOJIIareHa
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ackopbuHoBas Kucrnorta aervgpoackopbuHoBas KucnoTta

Puc. 35. Cmpoenue ackopourogoil u 0e2uopoackopouHo8otl KUciomol
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AcKkopOMHOBasI KUCIOTAa aKTUBHO BCAChIBAETCs B TOIIEH KuUIIKe, (Hop-
MbI TunoBuTaMuHo3a C, BhI3BaHHBIE HapylIEHHEM €€ aOCopOIMH, HEU3-
BecTHHI. HemocTaTouHoe mocTynjieHue B opranu3M Buramuua C BbI3bI-
BaeT Pa3BUTHE IIMHTH — OOJIE3HHU, COMYTCTBYIONICH YETOBEYECTBY Ha MPO-
TSDKEHUM BCEM €0 UCTOPHH.

K ocHoBHBIM cuMnTomMaM C-BUTAMUHHOW HEIOCTATOYHOCTH OTHOCST-
Cs: JIOMKOCTh KPOBEHOCHBIX COCYZIOB, 00IIas ciabOCTh, amaTus, MOBBI-
HIEHHAs] YyTOMJISIEMOCTh; CHM)KEHHE amllleTUTa, 3aJIep’KKa pOCTa; BOCIPHU-
MMUYUBOCTh K MH(MEKIMSAM, aHEMHUS; ocliabieHue (ukcauu 3y0oB B JTyH-
KaX, T€MOpPpPAaruyecKuil mapajoHTUT C TUHTUBUTOM (puc. 36, a, 6). Ilpu
TSOKETION 1IMHTE pa3BUBAETCS] HEKPOTHMUECKUU TpollecC B 00JacTH 3€Ba,
Msrkoro Heba (puc. 36, 6), NUIIEBOJA, YETIOCTHBIX KocTeil. [lopakeHus
KPOBEHOCHBIX COCYJIOB CIIY>KaT MPUYMHON MEJIKUX TOUYECUHBIX KPOBOM3JIU-
SHUM 1107 KOXKY (metexuil) (puc. 36, 2), CONMpoBOKAAIOIMUXCS TIEPUDOIITH-
KYJSIPHBIM THUIIEPKEPATO30M C XapaKTepHBIMHU MaryjlaMyd, HUMEIOIMUMU
KPOBSIHOM BEHYMK. KpyNIHBIE MOJKOXKHBIE S3KXUMO3bI IPHU TKEIOU LIUHTE
MOTYT U3bSI3BIISTHCS.

OTMedaroTcsi KPOBOTEUCHUSI M KPOBOMBJIMSHUS B CIIM3UCTBIX U CEPO3-
HBIX 000JI0YKaxX U BHYTPEHHUX OpPraHax, KPOBOU3IUSHUS B TOJILY MBIIII]
(MpeuMyIecCTBEHHO MKPOHOXKHBIX U Oe/pa), B 000JI09KU neprudepruiecKkux
HEPBOB, MEXKY (GacusIMU U BOKPYT CYXOXKUJIbHBIX Biaranuil. OcinadeBa-
€T NPUKPEIUICHUE HAJKOCTHUIBI K KOCTSIM, HAOJIIOJAIOTCA MOAHAIKOCT-
HUYHBIE KPOBOUBIIMSIHUS, CYOIEpUOCTANIBHBIE MTEPEIOMBI, CEPO3HBIA U Ce-
PO3HO-TEMOpPpPAru4ecKuii BBHIMIOT B CYCTaBbl, MPEUMYIIECTBEHHO KOJIEH-
Hble. Pa3BHBaIOTCA OJBINIKA, cepJleONeHre, OCIa0JIEHUE CEeplIEUHOrO
TOJIYKA, YBEJIMYEHHE MONEPEUYHUKA cep/iia. Bo3MOXHBI yBeIUYEHUE Celle-
3€HKH, XKUPOBas MHQUIbTpAIUs TEUEHU. YTHETCHAa MOTOpDHAs U CEKpe-
TOpHas JESITEIbHOCTh JKEIyJKa W KHUIIEYHUKa. TepMUHAlIbHAs CTaaus
CKOopOyTa COIPOBOXKIACTCS KAaXEKCHEH, KOHTPAaKTypaMu, BHYTpPUYEPEII-
HBIMU KPOBOUBJIUSIHUSAME, BO3MOXKEH JI€TATbHBIA UCXO]I.

VY nereil paHHEro Bo3pacTa CKOPOYT MPOSBIAETCS B BHUAC 00J€3HHU
Meanepa—bapaoy. Hapymienue octeoreHesa mpuBOAUT K AchopMaiiiu
TPYJIHOU KJIETKH C OOpa3oBaHMEM OOJIE3HEHHBIX ITMHTOTHBIX «YETOK» B
MECTax Mepexojia XpAIlIeBOM YacTu pedpa B KOCTHYHO, HCKPHUBIICHUIO
TpyOUaThIX KOCTEM HMKHUX KOHEYHOCTEH. B TspKenbIx ciiydasix oTMeua-
IOTCSl TEMOPPAru4eCKHil BHITIOT B MOJIOCTHA TOJICHOCTOMHBIX M KOJEHHBIX
CyCTaBOB, OT€K ToJieHel. HabmromaroTcs InuTeNnbHBIN cyOdeOpunuTer,
00JIe3HEHHOCTh KOHEYHOCTEH TPHU JABWIKCHHUH, MpUMyXaHue nuadu3on, OT-
CJIOMKA HAJIKOCTHHUIIBI C TOJHAJIKOCTHUYHBIMA T'€MaTOMaMH, MO3Ke 00bI3-
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BECTBILIIOIIMMHUCA. MI3MEHEHUSA B KOCTAX M KPOBOMBJIMUSHUSA B KOCTHBIM
MO3T IPUBOJAT K HAPYLIEHHUIO F€MOI073a.
F

B r

Puc. 36. IlposiBnenus HeqoctatouyHOCTH BUTaMuHa C
a — necusl obossHoro nmaroi (http://4.bp.blogspot.com/-
FFYUbcoquiY/VHXTPgqtBOI/AAAAAAAAACM/VV]pKA9h8-4/51600/4.pnQq),
0 — reMOpparuyeCKuii MapagoHTHT

(http://deteylechenie.ru/wp-content/uploads/2017/04/gingivit.jpg),

B — HEKpPOTHUYECKHI ITPOIIecC B 001acTu 3eBa, Msarkoro Heba (http://citytile.ru/wp-
content/uploads/2017/01/multiformnaja-jekssudativnaja-jeritema_2.jpq),
I — TOYeYHbIe KpoBoM3nusHus o koxy (http://gidmed.com/wp-
content/uploads/2017/07/Dermatomiozit.jpq)

['emopparndeckue SBICHHUS U CIEIU(PUICCKIE U3MEHEHUS B KOCTHOM
1 XPAIMIEBON TKaHAX MPU HEJOCTATOYHOCTH BUTamMuHAa C BBI3BaHBI HAPY-
IICHUSMH ITOCTCHHTETHYECCKON MOAM(UKAIIMN KOJUTareHa U M3MEHESHUSIMU
B CHHTE3¢ TJIMKO3aMHUHOTJIMKAHOB (XOHJIPOUTHHCYJIb(PATOB U THATYPOHO-
BOM KHCIIOTHI). Hambosee CuibHO mopakaeTcsl KoJjlareH 0a3ajabHbIX MEM-
OpaH KpPOBEHOCHBIX COCYAOB, HACBIIMICHHBIA THIPOKCHUIIPOITHHOBBIMHU
ocTaTkaMu. MOJEKYJIbI TPOIOKOJUIareHa, B KOTOPBIX MPOJIUHOBBIC U JIH-
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3MHOBBIE OCTAaTKH HE MOJIBEPTIUCH THAPOKCHIMPOBAHHUIO, HE UMEIOT J10-
CTATOYHOW MEXaHUYECKOMN MPOYHOCTHU U JIETKO PACHISIIISIOTCS KoJIjareHa-
3amu. KiimHM4YecKass KapTUHA IIUHTH ONPEIEIseTCs TakKe HapylIIeHUSIMHU
CO CTOPOHBI JHJIOKPUHHOW CHCTEeMbl (TUMO(YHKIUSA HAAMOYCHHHKOB),
UMMYHOH CHCTEMBbI (CHM)KEHUE BBIPAOOTKH aHTUTEN JUMEPOIUTAMU U
MPOAYKIUM 3alUTHBIX OEJIKOB HEHWTpoduiiamMu), yCHWICHUEM pacnaia u
TOPMOKEHHEM CHHTE3a OCJIKOB, CHIKEHHEM AKTUBHOCTH T'E€KCOKHHA3BI.
['unoxpomHas aHeMus pU CKOPOYTE MOKET ObITh CBSI3aHA CO CHIKEHHEM
BCACBIBaHMS KeJe3a 1 MOBBIIIICHHON KPOBOTOUYHBOCTHIO.

B Gonpimux xonuuectBax BUTaMuH C COAEPKUTCS B MPOIYyKTax pac-
TUTEILHOTO MPOUCXOXKACHUS: Teplie, cajare, KamycTe, XpeHe, YKpOIIe,
Aroaax psAOWHBI, YSPHOW CMOPOJHMHBI, ITUTPYCOBBIX U T. 1. KapTodens oT-
HOCUTCS K OCHOBHBIM TIOBCETHEBHBIM HCTOYHUKaM BuTamuHa C. U3
HEMUIIEBBIX UCTOUHUKOB OOraThl BUTAMUHOM C IIUIOBHUK, XBOSI, JINCThS
YEPHOU CMOPOJIUHBI, SKCTPAKTHl M3 KOTOPHIX MOTYT IOJHOCTHIO YJIOBJIE-
TBOPUTH MOTPeOHOCTH opranusma. CyTouHas noTpedHocTh B BuTamuHe C
st yenoBeka cocrapisieT 50—-100 mr, ona Bo3pacraet mpu GU3NIECKON U
HEPBHO-TICUXUYCCKONW Harpyske, MpeObIBAaHUN B YCIOBHUSAX HU3KOW U BBI-
COKOHM TeMIIepaTyphbl, MpU OO0TyUYCHHUH, KypeHUH, OEPEMEHHOCTH U JIaKTa-
1MW, WHPEKIMOHHBIX 3a00JICBAaHUAX, XPOHUYECKUX 3a00JICBAaHUSIX KEITY-
JOYHO-KHIIIEYHOTO TPaKTa, IPH MpUEME aHTUOMOTHKOB U CYyJIb(aHUIaMHU-
TIOB.

5.9. BUTAMUH H

Butamun H (OMOTHH) BBITIONHSIET CBOIO OMOJOTMYECKYIO POJb B CO-
cTaBe (DEpMEHTOB, KaTaJU3UPYIOIIUX PEaKUUH KapOOKCHUIMPOBAHUS (TH-
pyBaTtkapOokcwmiaza,  anetwi-KoA-kapOokcunaza,  nponuoHuia-KoA-
KapOokcuinasa, B-metuiakpotonons-KoA-kapObokcunaza, aMUHOMMUIA3071-
puboHyKIeoTUIKapOOKCHIa3a) U TpaHCKapOOKCHIIMPOBAHUS (METUIMAJIO-
HUJIOKCAJIOAeTaTTPaHCKapOOKCHIIa3a), UTPAOIIUX BAKHYIO POJIb B CUHTE-
3¢ MYPUHOBBIX HYKJICOTHAOB, OCJIKOB, BBICIIUX >KHUPHBIX KHUCIIOT, IPEBpa-
IICHUU MHUpPYBaTa B OKCaJoaleTaT, YTO MPUBOIAUT K IMOIOJHEHUIO 3amaca
OKcaJjoalreTaTa B IUKJIE TPUKApOOHOBBIX KUCIIOT.

VY yenoBeka 3k30reHHblil aBuTaMuHo3 H BcTpewaeTcst peako B CBA3U
C T€M, 4TO OMOTHUH B JIOCTaTOYHBIX KOJIMYECTBAX CUHTE3UPYETCS MHUKPO-
(popoil kueyHuKa (3HAOTEHHBIA CUHTE3 MOKET CHHXKATHCS MPH MPUEME
aHTUOMOTUKOB U cyJbpaHuiaaMuoB). depunutT OMHOTHHA MOXKET MPOSB-
JATBCA TPU MajabaOCOpOLMM, MAPEHTEPATbHOM MHUTAaHUHU, a TaKXKe MpHU
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YIOTPEOJICHUN B THUILY OOJBIIOTO KOJWYECTBA CBHIPOTO SHMYHOTO Oelka,
COJIEpIKaIIEro TIUKOMPOTEUH aBUAWH, CIIOCOOHBIM K HEOOPATHUMOMY CBSI-
3bIBAHUIO C BUTAMHUHOM, 00pa3ys KOMIUIEKC, HE MOABEpraroluiicsa pac-
HIEIJICHUIO B MHUILEBAPUTEILHOM TPAKTE. Y 4YEJIOBEKA MPU HEIOCTATOYHO-
CTH OWOTHHA Pa3BUBAIOTCS CEOOPEHHBIM JAEPMATHT HOCOTYOHOTO Tpe-
YTOJIbHUKA U BOJIOCUCTOM YacTH TOJIOBBI, TOPAXKEHUSI HOTTEH, BHINAJICHUE
BOJIOC, KOHBIOHKTUBHT, MUAJIbIUs, TUIIEPECTE3NH, aTAKCUs, BSIIIOCTh, COH-
JIMBOCTh, aHOPEKCHSI, AaHEMHSL.

[Ipy OMOTUHOBOI HEIOCTATOYHOCTU HAPYIIAIOTCS OCJIKOBBIN, JTUMH-
HBIM, yTIeBOJIHBI OOMEHbI, 0OMEH HYKJIEUHOBBIX KHCJIOT, 0Opa3oBaHHE
ATO, B ToM uncine BkiatoueHre CO, B MypHHBI U AlIETOYKCYCHYIO KHCJIO-
Ty; KapOokcuiaupoBanue mnponuoHUI-KoA u P-metunkporoHous-KoA;
KapOokcuupoBanue anetuin-KoA ¢ oOpazoBanmem ManoHuna-KoA (mep-
Basl CTa/IUsl CUHTE3a BBICIIUX KUPHBIX KUchoT). HegoctaTrouHOCTh OMOTH-
Ha BJIMSET HA CMHTE3 aMuiIa3bl B MOJKETYJOUYHOU KEJIe3€ U ChIBOPOTOU-
HOTO aTbOYMHHA B MEUYECHH, YTO, BO3MOXKHO, CBA3aHO C HAPYIICHUEM CHH-
Te3a cyOCTpaToB LHKJIA TPUKAPOOHOBBIX KHUCJIOT U CHUYKEHUEM DHEPIO-
obecrieyeHusl KJIETOK.

K BpokaeHHbIM HapyuieHUsIM 00MeHa M (PyHKI U OMOTHMHA OTHO-
CUTCSI BPOKJICHHAS MPOMUOHATALIUIEMHs], 00YCIOBIIEHHAs Ne(hEKTOM MPO-
nuoHWI-KoA-kapOokcumnassel U BpOXKJICHHAsT B-METUIKPOTOHOUIITIIUIIAHY -
pus, CBS3aHHAasi CO CHIKEHUEM AaKTUBHOCTH [-MEeTHIKPOTOHOMI-KOA-
KapOOKCHUJIa3bl.

[Ipu HETOCTATOYHOCTU TMAHKPEATUUECKOW OMOTHMHHUIA3bI, HEOOXOu-
MOM JIJIs1 YCBOEGHUSI BUTaMHHa H, y HOBOPOXXJIEHHBIX BO3MOKHO Pa3BUTHE
JI€CKBaMaTUBHOU 3puTpoaepmun Jlelinepa, conpoBokaaroniencs cebopeeit
U apeei.

N3 mpoAyKTOB JKMBOTHOT'O M PACTUTEIHHOTO MPOUCXOXKIECHUS BUTA-
MUHOM H Oorathl mouku, e4eHb, MOJIOKO, JKEJITOK sifla, kapTodeb, JIyK.
Cytounas norpedHocTh — 10—-30 mKr.
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Pazpen 6

KITACCUDPUKALINA, HOMEHKIIATYPA,
CTPOEHUE ®EPMEHTOB

depMeHTHI IPEACTABIAIOT cOO0M BelIecTBa OCIKOBOM MPUPOJBI, KO-
TOPBIE KCMOJIB3YIOTCS OPraHU3MOM ISl OCYIIECTBICHUS OMOXMMUUYECKUX
peakiuid. [Tockonbky hepMeHThI — O€JIKH, TO UX MOXKHO Pa3/Ie/IuTh HA JIBE
IPYIIIIbL:

1. IlpocThie — mpeaCTaBICHbI OJJHOW WJIM HECKOJbKUMU TOJUIEIITH -
HBIMU LETSIMU, COCTOSIIITUMU U3 aMUHOKHUCIIOT.

2. CnoxHble — coAepKaT KpOME MOJMUNENTHAHBIX LeNel KaKou-11uoo
HEOEJKOBBIN KOMITOHEHT, SIBJISIONIANCS HEOOXOJUMONU YaCThIO MOJIEKYJIbI
dbepMeHTa I TPOSIBJICHUS] €€ aKTUBHOCTU. belkoBas 4acTh MOJIEKYJIbI
¢dbepmenTa Ha3bIBaeTCs anodepMeHTOM, HEOEITKOBBIM KOMIIOHEHT — KO(ak-
TOpoM Uik KopepmenToM. O0e 4aCTH COCTABIAIOT €AUHYIO MOJIEKYJY XO-
nodepmenTa. bonbIMHCTBO PEPMEHTOB B OPTaHU3ME YEJIOBEKA SBISIOTCS
CJI0KHBIMH.

ITo mpoucxoxaeHuto KohepMEHTHI JISTAT Ha TPYIIbl: HEBUTAMUHHbBIC
(reM, HyKJIEOTHAbI, TIIyTaTUOH, S-aJ€HO3UWIMETUOHUH U Jp.) U TIPOU3BO/I-
HbIC BUTAMUHOB (THaMUHOBBIE, (DJIABUHOBBIC, HUKOTUHOBBIE U JIP.)

B 1961 r. B MockBe Komuccusa no dbepmentaMm MexyHapOIHOTO
onoxumuyeckoro coro3a (IUBMB) npuHsiia COBpeMEHHYIO CHCTEMATHYe-
CKYI0 KJIaccu(puKaiuoo GepMeHTOB.

B cooTBeTCTBUM ¢ cHCTeMaTUUYeCKOW KiaccupUKaAIMEel YyYHUTHIBACTCS
peakMoHHas U cyOcTpatHas cienuPuuHoCcTh (hepMeHTOB. DEPMEHTHI Jie-
JSATCS: Ha KJIACCHI — 0 TUIY KaTAIU3UPYEMOW peakiuu, KaxKJbld Kacc
NOApPA3AEiACTCS Ha MOAKJACCHI — IO MPUPOJE aTaKyeMOW XUMHYECKOMN
IPYIIbI, MOJIKJIACCHI IENSATCS HAa MOAMOAKIACCHI — [0 XapaKTepy arakKye-
MO CBSI3UM WJIM IO IPUPOJIE AKIENTOpa WK KOhEepMEHTA.

Breiaenstor 6 kiaccoB (epMEHTOB:

I. OkcuaopemyKTassbl.
II. Tpancdepassi.

III. I'mppomnasel.

IV. JIna3zsl.

V. U3omepassl.

VI. Jlura3ssl.
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XX X. X

Knacc
[MopsankoBbIN

[logknacc [lognopgknacc HOMIED

KaxnoMy depMeHTy mpHCBaMBAaETCs YETHIPEX3HAUYHBIA Ki1acCU(UKa-
IIMOHHBIA HOMED.

Hanpuwmep, ankoronpaeruaporenaza nmeer Homep KO 1.1.1.1. — aro
oKcuopeaykTasa, nercteyer Ha OH-rpynmy moropa ¢ HAJIT B kauecTBe
aKIENTOpa C NEPBBIM MOPSAIKOBBIM HOMEPOM B CBOEM ITOIIOJIKIACCE; JIAK-
tataeruaporenasa — KO 1.1.1.27.

depMEHTBI MOTYT UMETh TPUBHAIBHOE UM CUCTEMAaTHYECKOE HA3Ba-
HUE:

1. CucremaTndeckoe Ha3BaHHWE — COTJIACHO COBPEMEHHOW Kiaccudu-
xanuu (http://www. chem. gmul. ac. uk/iubmb/enzyme/). 3auactyto Takoe
Ha3BaHUE CIIOXHO JJISI UCMOJIb30BAHMS, TOT/Ia OHO YIPOIIAETCS U BBOJIMT-
cs1 pabouee Ha3BaHue (hepMEHTA.

2. TpuBnanbHOE HA3BaHHWE — HA3BAHHE, CIOKUBIIECECA HUCTOPUUYECKHU,
KOTOpoe OoJiee yrnoTpeOMMoO, Hampumep, NMencuH, TpumcuH. MHorma
Ha3BaHUIO CyOCTpaTa J00aBIISIETCS OKOHYAHUE «-a3a» — ypeas3a, aMuJIa3a,
Junaza. TeM He MeHee, Y BceX Takux (PEpPMEHTOB €CTh U CHUCTEeMaTHUYe-
CKO€ Ha3BaHUE.

I kiace. OxkcngopeayKTasbl

depMeHTHI KaTaTUu3UPYIOT OKUCIUTEIbHO-BOCCTAHOBUTEIBHBIE PEaK-
I[1H, JIEKAIME B OCHOBE OMOJIOTMYECKOTro OKHclieHHs. Kinacc HacuuThIBa-
er 22 mnoxkinacca. Kodepmentamu 3Toro kimacca seisiorcs HAJ,
HAI®", ®AJ], PDMH, yOUXHHOH, ITyTaTHOH, JIMIIOEBAs KUCJIOTA.

B nmoakaccesl BbIIETSAIOTCS TPYIIIBI (DEPMEHTOB, IEUCTBYIONIUE HA!

1.1. CH-OH rpynmny 10HOpOB.

1.2. ATbIETUIHYIO UM KETOHHYIO TPYIITy JOHOPOB,

1.3. CH-CH rpynny 10HOpOB.

1.4. CH-NH; rpynimy 10HOpOB.

72


http://www.chem.qmul.ac.uk/iubmb/enzyme/

1.5. CH-NH rpynny noHOpoB.

1.6. HA/IH nnu HA/I®H B kauecTBe JOHOPOB.

1.7. Conepxainue cepy rpyniibl JOHOPOB.

1.8. I'em-copepxaine JOHOPHI.

1.9. Jludenonsl B Ka4eCTBE JOHOPOB.

1.10. ITepokcua Bogopoia B KA4ECTBE aAKIENTOPA.

1.11. Bogopon B kauecTBe JOHOPA.

1.12. OnuH 1OHOpP € BKIKOYEHUEM MOJIEKYJISIPHOTO KHUCJIOPOa.
1.13. JIBa noHOpa ¢ BKIHOYEHUEM MOJICKYJISIPHOT'O KMCIIOPO/Ia.
1.14. CynepokcuaHble paguKaibl B KAUECTBE aKLENTOPA.
1.15. CH rpymimy 1OHOpPOB.

1.16. ®eppenokcuH B Ka4€CTBE JOHOPA.

Ha moamoakJiacesl JiejieHUE TPOU3BOUTCS B 3aBUCHMOCTH OT aKIleM-
topa — HAJI" mwmm HAAD' (1.1.1, 1.2.1, 1.3.1, 1.4.1), nucynbduas
(1.2.4), xucaopon (1.3.3).

HaunGonee pacnpocTpaneHHble pabouyue Ha3BaHUS OKCHAOPEIYKTa3
CIeAYIOIINE:

1. JlermaporeHa3bl — OKCUJIOPEAYKTA3bl, KATAIM3UPYIOLIUE TETUAPU-
poBaHue cyOcTpara C MCMOJIB30BAaHMEM B KaueCTBE akKIENToOpa BOJAOPOJa
J00BIX MOJIEKYJI, KPOME KUCIIOPOa.

2. Ecnu mepeHoc BOAOpOJia OT MOJIEKYJIbI JOHOpPA TPYJHO JOKA3yeM,
TO TaKHW€ OKCHIAOPEAYKTa3bl HA3bIBAIOT PeAyKTA3aMMU.

3. Okcuaa3pl — OKCHIOPEAYKTa3bl, KaTaJU3UPYIOIIUE OKHUCIICHUE
CyOCTpPaTOB C MOJICKYJIAPHBIM KHCIOPOJOM B KayeCTBE aKIIENTOpa dDJICK-
TPOHOB 0€3 BKJIFOUEHHS KHCJIOPOJa B MOJIEKYJIy CyOcTpara.

4, MOHOOKCHUTeHAa3bl — OKCHUIOPEAYKTa3bl, KaTAIM3UPYIOIINE BHE-
PEHME OJIHOTO aTOMa KUCJI0pOoAa B MOJIEKYJy cyOcTpara ¢ MOJEKYJISPHBIM
KHCJIOPOJOM B KQUECTBE JIOHOPA KUCIOPO/Ia.

5. IlmokcureHasbl — OKCUIOPEAYKTA3bl, KATAUIM3UPYIOIINE BHEAPCHUE
JIBYX aTOMOB KHCJIOPOJa B MOJIEKYJIy CyOCTpaTa ¢ MOJEKYJISIPHBIM KHCITO-
POJIOM B Ka4eCTBE JIOHOPA KUCIOPO/Ia.

6. Ilepokcuaa3sbl — OKCHUIOPEAYKTA3bl, KATATU3UPYIOIIUE PEAKIIUH C
NEPOKCHUIOM BOJOPO/Ia B KAUYECTBE AKIENTOPA AIEKTPOHOB.

CucreMaTu4eckoe Ha3BaHWE OKCHIOPEAYKTa3 oOpasyeTcsi Cleaylo-
UM 00pa3oM:

JIOHOp 3JIEKTPOHOB : AKIENTOP NEKTPOHOB — OKCUIOPEAYKTa3a
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H HAO*

CHg

ST1aHon

HAOH
H
/ /
=0
>
CH 3
AueTtanbgerug,

XapakTtepuctuka pepmenTa

CucreMaTH4eCKOE Ha3BaHHUE
PaGouee HazBaHue
Knacc

Ilonkiacc

IHoamoakimacce

Knaccudukanmonusiii Homep

Ankoromas : HAJI -okcumopeaykrasa
AJIKOTOIBAETUAPOreHa3a

1. Oxcuopenykrassl

1.1. HeictByronue Ha CH-OH-rpynmy
JIOHOPOB

1.1.1. c HAQ" wiim HAJI®" B kauecTBe
aKIenTopa

K® 1.1.1.1.
HukoTnHamMu1aieHUHINHYKICOTH .
JKeneso nim 1uHK.

KodaxTopsr

Ilpumep 2
(i‘.OOH
CH
[ 2
i
COOH

AHTapHas kucnota

(CyKumHar)

COOH

dymapoBas
Kucnota

XapaktepucTuka pepMeHTa

CucreMaTuyeckoe Ha3BaHUE
Pabouee HazBanue
Kiacc

IHonknacc

ITonnoaxmnacc
Knaccudukanunonusiii HoMep
Kodaxrop

Cykuunar : ®A/Jl-okcunopenykrasza
CyKkuuHataeruaporesasa

1. OkcunopeaykTasbl

1.3. denictByromue Ha CH-CH-rpynny
JIOHOPOB

1.3.99. ¢ ®A]JI B xauecTBe aKienTopa
K® 1.3.99.1.
®daBUHAICHUHIUHYKIICOTH]T
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llpumep 3

Tempazudpo-
6uonmepuH

HC CH2©

COOH

deHunanaHuH

ueudpo-
onmepUH
1
> HT—CHZQ—OH
COOH
TupoauH

Xapaktepucrtuka pepMeHTa

CucremaTnueckoe Ha3BaHUEC

Pabouee HazBauue
Knacc

Ilonkimacc
IHoamoakiacce

KnaccugpukaunoHubsiii HoMep
KodaxTopsr

@®enunananuH. TeTparuapoOHONTEPHUH :
KHCIIOPOJ-OKCUAOPEAYKTa3a
deHunnaniaHuH-4-MOHOOKCUTEHA3a

1. OkcunopenyKrasbl

1.14. JIBa noHOpAa ¢ BKIIOYEHHEM MOJIE-
KYJISIPHOTO KHCJIOpPOAa

1.14.16. C BOoCCTaHOBJIEHHBIM NTEPUIU-
HOM B Kau€CTBE JJOHOPA U BKIIIOUEHHUEM
OJIHOTO aToMa KHUCIopoaa

1.14.16.1.

Terparuapobuontepun. JXKemneso.

II kaacc. Tpanchepasnbi

KaTaJ'II/ISI/IpyIOT peaknunu NNepeHoOCa pa3jiM9HbIX I'PYIIT OT OAHOTO CY6—

cTpaTta (JIOHOP) K ApYyromy (akuenTop), YUYacTBYIOT B PEAKIIUSIX B3aUMO-
MIPEBpaICHUN Pa3IMYHbIX BEIIECTB, 00C3BPEKUBAHUS MPUPOJHBIX U UY-
KEpoAHBIX coenuueHuit. KopepmeHTamu sSBiIsOTCS UpUIoKcanbdocdar,
kooH3uM A, TT'®K, metun kobdanamun. Kiacc nmogpaszaensiercs Ha 9 1o -

KJIAaCCOB B 3aBUCHUMOCTH OT CTPOCHUSA IICPCHOCUMBIX UMU I'DYIIII.
B MOAKJIACCHI BBIICIIAIOTCA T'PYIIIbLI (bepMCHTOB B 3aBUCHUMOCTH OT
BHJ1a HCpCHOCI/IMOﬁ IpyHIibl:

2.1. Ilepenocsuue ogqHOYyTIEPOaHBIE (DparMEHTHI.

2.2. IlepeHocsue anpIeruIHbIE U KETOTPYIIIHIL.

2.3. IlepeHocsmye anuiIbHBIE TPYIIIBL.

2.4. IlepeHocsiye TIUKO3UIBHBIEC TPYIIIIHI.

2.5. IlepeHocsuiye HEMETUIbHbBIE AJTKUIIbHBIE U apUIIbHBIE TPYTIIHL.
2.6. IlepeHocsmue a30TconepKaIIUE TPYIIIIHIL.

2.7. Ilepenocsnue ¢pochopcoaepxkaiiue rpynmsl.

2.8. Ilepenocsuiue cynbpocoaepKaniiue rpymnsbl.

2.9. IlepeHocsuue ceneHcoiepKamie rpyIibl.
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Ha noamoakiiaccel AelieHre MPOU3BOJIUTCS B 3aBUCHMOCTH OT IPUPO-
Il IEPEHOCUMOM TPYTIIIBI, HAaIpuMep: nmoanoakiace 2.1.1. — metw, mo-
noaknace 2.1.2. — xkapOokcuMmeTus uian GopMui, moamoakiacc 2.6.1. —
aMHUHO-, aMUUHO-, OKCHAMHUHOTPYTIIIHI.

Cucrematndeckoe Ha3BaHuEe TpaHc]epas oOpasyeTcs CIeayIIuM
00pa3oM:

JIoHOp TPYIIIBI: aKIENTOp TPYIIBI — IMepeHOCHUMasl TpyIinma TpaHcde-
pasa.

llpumep 1
— Allo —
HO—CH, are A4 (P)-o—cH,
>
HO OH OH HO OH OH
OH OH
[nioko3a [Mnioko30-6-cpocdat
Xapakrepucrtuka pepMeHTa
CucremaTriuecKkoe Ha3BaHUE AT® : D-rekco3za-6-hochorpanchepasza
Pabouee Ha3BaHue ['ekcoknHaza
Kiace 2. Tpancdepasbl
Momkace 2.7. llepenocsmue Gochopcoaepraiiye
TPYIIIIBI
TMonmonKiace 2.7.1. Co criupTOBOM TPYIIION B KAYECTBE
aKIenropa
Knaccudukannonusiii Homep K® 2.7.1.1.
Kodaktop Marnaui
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COOH

| COOH
C=0 |

| CH—NH,
CHj + |

| CHj
CHj |

| COOH
COOH

Cl'KeTOITIYTapOBaﬂ ACI‘IaparVIHOBaﬂ

KHGNOT KMUCNnoTa

(2-okcornyTapar)

COOH

| COOH

CH—NH, |

| c=0
<«—> CHy + I

| CHs

CHo |

| COOH

COOH

LLlaBeneBoykcycHas
I'nyg:&MOHT%Baﬂ e
(okcanoauerar)

Xapakrepuctuka pepMeHTa

Cucremarnueckoe Ha3BaHHE

Pabouee na3Bauue

L-AcnapTar : 2-okcoriayTapar-
aMmuHOTpaHcpepasza
AcnapTtatamuHoTpaHcdepasza

Kiacc 2. Tpauncdepasbl
2.6. Ilepenocsiue a30TcoaepKaIme
ITonknacc P m Aieprral
TPYIIIBI
[Toamonkmnace 2.6.1. AmuHOTpaHchepasbl
KnaccudukanunoHHeiii HoMep K® 2.6.1.1.
Kodepment [Tupunokcanbdocdar
Ilpumep 3
NH2 Ns-memunTlr @K TeK NH»
HC—CHy— CHy— SH S~ »  HC—CHy— CHy—S—CH3
COOH COOH
FlomouyucTenH MeTnoHuH

Xapakrepuctuka pepmMeHTa

CucreMaTH4ECKOE HA3BAHUE

Pabouee HazBanue
Kiacc

Ilonknacc

[Toanmonknace
Knaccudukannonusiii Homep
Kodaxrop

S-Mmetunrterparuapodonar :
L-romorucrenn S-metuntpaHcdepasa
MeTtnoHnHCUHTAa3a

2. Tpauncdepasbl

2.1. IlepeHocs1re OTHOYTIAEPOIHBIE

dbparmMeHTHI

2.1.1. Metuntpancdepassl

2.1.1.13.

KobGanamus. [{uHk.
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III xkaacc. I'mapoJiassl

['uaponasbl — epMEHTHI, OCYIIECTBISIONINE PA3pPhIB BHYTPUMOJICKY-
JISIPHBIX CBsi3ell B cyOcTpare (3a uckioueHuem C-C cBsizeil) myTeM npuco-
enuHenus snemeHToB HoO. Ilogpasmensercs na 13 moakitaccoB. Buny
CJIO)KHOCTH MHOTHX CyOCTpaToB y psiia (pPepMEHTOB COXpPaHEHbI TPHUBHU-
aJbHbIC Ha3BaHUS: METNICUH, TpUNICUH. KopepMeHThI OTCYTCTBYIOT.

['maposnas3el cOCpeOTOYEHBI B OCHOBHOM B KEIYAOYHO-KHUILIEYHOM
TPaKTE U B JIU30COMax KJIETOK TKaHeil. OCYIIECTBISIOT pachaa MakpoMO-
JIeKyJ1, 00pa3ys JIETKO aJicopOUpyeMble MOHOMEPHI.

B moakiaaccesl BBIIETAIOTCS Tpynnbl (EPMEHTOB, KaTaTU3UPYIOIIUE
TUIPOJIN3:

3.1. CnoxHbIx 3(UpOB.

3.2. O-rnuKO3uI0B.

3.3. IIpocThix 3¢gupos.

3.4. Ilentunos.

3.5. HemenTuaHbIX a30T-yTIIEPOIHBIX CBA3EH.

3.6. AHTUAPUIOB KHUCIOT.

3.7. Yraepoa-yriaepoaHbIX CBI3EH.

Cpeny moamoaKJaaccoB BBIICIAIOT, HAPUMEpP, THAPOIa3bl KapOOHO-
BBIX KUCIIOT (3.1.1), Tmaponassr pochomonrodrpupos (3.1.3).

Hawubomnee yacto BcTpedaroTcs CiaeAyoInue Tuipoiasbl:
1. Dcrepasbl — THAPOIN3 CTOKHOIPUPHBIX CBSI3EH.
2. JIunasel — THAPOIIN3 HEUTPAIBHBIX )KUPOB.
3. ®ocdarassl — rUAPOIU3 MOHOAUPOB (POCHOPHON KUCIIOTHI.
4. I'muko3uniazel — ruiponau3yroT O- u N-riauKko3uIHbIE CBSI3H.
5. IIpoTeassl, nenTuaa3bl — THAPOSINU3 OCJIKOB U MENTUI0B.
6. Hyxsiea3bl — ruipon3 HyKJIEMHOBBIX KUCIIOT.

CucreMarnuyeckoe Ha3BaHHUE ruaposa3 oopasyercs:
['naponuzyeMslil cyOcTpar: oTAenseMas rpymnmna rupoiasa.
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IIpumep 1

i i
H,O
C"'z‘OBC‘R1 2\* CHz—OBC—R,I
I > | Il
CH—0—C—R, N\ <|:H—o—c—R2
0]
Il R,—- COOH
—0—C— 3 -
CH,—0—C—R3 CH,— OH
Tpuaumnrnnuepon 1,2-Quaumnrnnuepon
Xapaktepuctuka pepMeHTa
CucremMaTHyeCKOE Ha3BAHUE Tpruanuiriviepod | auiaruapoia3a

Pabouee HazBauue
Knacc

TAI'-nmumasa
3. I'maponassl

[Togkimace 3.1. JlelicTByro1IKE Ha CIOXKHBIE 3(PUPHI
[Tonmonkmnace 3.1.1. T'maposna3sl KapOOHOBBIX KUCIIOT
KrnaccudukanumoHHblii HOMEp Kd 3.1.1.3.
Ilpumep 2

COOH COOH

CH—NH,) H2°\> C|:H—NH2

CH» \ - Cl:Hz

CH CH

=0 COOH
NH»
myTamuH [myTamart
Xapaktepuctuka GpepMeHTa

CucreMaTHuecKkoe Ha3BaHUE L-rimyTamMuH : aMUaruapoaaza

Pabouee HazBanue
Kacc

I'myramunaza
3. 'mapoinassl
3.5. JleficTByIOIIME HA CBA3U YTIIEPO-

ITonknacc

a30T (HeMeNnTUIHBIC)

3.5.1. leficTByI0IIME B IMHEHHBIX
[Tonmonkmnace A yro

aMuJIax
KnaccudukanmoHHslii HOMep K® 3.5.1.2.

79



llpumep 3

CH20H CH20H CH20H CH20H
MansTo3a a-D-Imiokosa a-D-mioko3sa

Xapaktepuctuka pepMeHTa

Cucremarndeckoe Ha3BaHHE o-D-T1roK031/1 | TIIIOKOTHAPOIaza
Pabouee HazBanme MainbTaza

Knacc 3. 'maponassl

ITonknacc 3.2. I'nuko3nasel

3.2.1. 'mgponuzyroniue
O-TIUKO3UIHbIE CBA3U
Knaccudukannonusiii Homep K®d 3.2.1.20.

IToamoakiacc

IV kaace. JInassl

JInazel — depmenTsl, katanuzupyromme pazpeiB C-0O, C-C, C-N u
JIPYTUX CBSI3€H, a TaKXkKe oOpamumble PEAKIUU OTIICIUICHUS Pa3IMUYHBIX
rpymnn cyocTpaToB HETUAPOIUTUYECKAM MTyTEM. BBIIESAIOT 7 MOAKIIACCOB.
DOTH peakiuu COMPOBOXKIAIOTCS 00pa30BaHUEM JBONHON CBS3U WM TPH-
COEMHEHHUEM TPYII K MECTY JBOWHOM CcBsi3u. Kiacc HacuuThIBae€T OKOJIO
230 ¢epmenToB. JInazel — cioxHble (PEepMEHTHI, KOPEPMEHTaAMU CIyKaT
nupuaokcainbpocdar, Tuamunaudocdar, Mmaruuii, KoOAJbT.

B moaksaccesl BeAEHAIOTCS (DEPMEHTHI B 3aBUCUMOCTH OT HPUPOJIbI
pa3pbIBa€MOM CBSA3HU:

4.1. Yrnepoa-yriaepo/ auassbl.

4.2. Yriaepoa-Kuciaopo JTUasbl.

4.3. Yraepoa-a3oT JIuassbl.

4.4. Yrnepoa-cepa auasbl.

4.5. ®ochop-KUCIOPO/T JTHA3kI.

Cpeny moamoaKJIACCOB BBIIACISIOT, HampuMep, KapOOKCHINA3bI
(4.1.1), rugponuasel 4.2.1).

CucreMarnyeckoe Ha3BaHME JIna3 00pasyercs:
Paciienisemslii cyocTpat: otnensemas rpynmna — Jinasa.
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IIpumep 1

?OOH Il-l
CH CH
3 CO2 3
nMpOBI/IHOl'pa,L'LHaFl yKCYCHbIVl
KNCIoTa anbgerug

XapakTtepuctuka pepmenTa

CucreMaTuuecKoe Ha3BaHUE 2-0KCOKHCIIOTa . KapOOKCHIInas3a
Pabouee HazBaHHe [TupyBatnekapbokcuaasza
Knacc 4. JInaszsl
ITonkmnacc 4.1. Yriepoa-yriepo]i 1ua3bl
[Toanoakmacc 4.1.1. KapOokcunuasbl
KinaccudukanuonHsii HoMep Kd4.1.1.1.
Kodepment Tuamunaudocdar
Ilpumep 2
NH NI|-|2
CH CH»p \ > CHy—CH» / \N
COOH Z ) \ Z )
CO, NH
metTnamH mctamuH

Xapaktepuctuka pepMeHTa

CucremMaTH4ecKO€e Ha3BaHUe IMuctuaun : kapObokcuauasa
Pabouee Ha3Banue [MuctTunun-nexapOokcuiaza
Knacc 4. JInazel

[Toakiacc 4.1. Yraepoa-yriaepos nassl
[Toamonknace 4.1.1. KapOokcunuasbl
Knaccudukannonusiii Homep Kd 4.1.1.22.

Kodepment [Mupunoxcanbdochar
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llpumep 3

COOH COOH
C|:H H(.l‘.—OH
HC ‘7_' CHy
C':OOH H20 (l200H
dymaposas AbnoyHas kucnota
kucnota (manar)

Xapaktepucrtuka pepMeHTa

CucreMaTudeckoe Ha3BaHHUEC (S)-Manar : rugposaunasa
PabGouee HazBanue dymapasa

Kinacc 4. JInazpl

ITonxmnacc 4.2. Yriepo1-Kuciaopo JIna3bl
[Moamoxaxkmacc 4.2.1. I'uaponuassl
KnaccugukanmoHHbIi HOMEp KD 4.2.1.2.

V kiaacc. U3omepassbl

N3omMepasbl — GepMEeHThI, KaTalu3UpYyIOUIME U30MEPHbIE MpeBpallle-
HUS B npejenax oaHou Mmonekyibl. Kinacc HacuuteiBaer 6osee 80 pepmen-
TOB, B KOTOPBIX BBIACIAIOT 6 mojkiiaccoB. M3omepasbl — ciioxkHbIE (ep-
MeHTHl. K ux ko(epMeHTaM OTHOCSTCS NMUPUIOKCATIEBBIE, 1€30KCHUAIEHO-
3WIKOOAlaMUH, MenTUAHble (rayTaTuoH), ¢ocdaTel MOHOCAXapHAOB
(rmroko030-1,6-nudocdar) u ap.

N3omepassl 1enarcst o TUITY U30MEPU3AIUU Ha:

5.1. Patemassl u snimmepassl.

Paniemasbl oTBevaroT 3a B3aumornpeBpaiienus L- u D-uzomepos, S- u
R-uzomepoB. Dnumepasbl U3MEHSAIOT KOHPUTYpaALMIO PU OJHOM U3 XH-
paTbHBIX aTOMOB yriiepojia (B3auMoTmpeBpalieHue o.- U J-u30MepoB, mpe-
BpanieHusi pulyio3a <> KCHIyJ03a, rajJjakro3a <> TJII0K03a, MAaHHO3a <>
raJlaKTo3a).

5.2. lluc-TpancuzoMepassbl.

5.3. BHyTpuMONEKyJISIpHBIE OKCUIOPETYKTA3HI.

5.4. BuyTpumoJieKyIsipHble TpaHC(pepa3bl — MYyTa3bl, OCYIIECTBISIOT
MEePEHOC XUMHUUECKUX TPy BHYTPU MOJICKYJIBI.

5.5. BHyTpUMONEKYJISIPHBIE JIMA3BI.

Cpenn MOANOAKIACCOB BBIACIAIOT, HANpPUMEp, ACHCTBYIOIIME Ha
AMUHOKHCJIOTHI ¥ WX Mpou3BoaHbIE (5.1.1), HAa yrieBoabl U UX MPOU3BO/I-
Heie (5.1.3), nepememaronue aBoiHbie (C=C) cBsizu (5.3.3).
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CucreMaTH4ecKoe Ha3BaHHUE M30Mepa3 00pa3yeTcs:
Cyoctpar — [ ] — peaxius,
rae [ | — o0o3HaueHue, oTpaXkarollee CyTh PeaKlMu, HalpuMep, «HO-

MCPp HU3MCHACMOI'O aToMa YIJICpoda», M3MCHCHUC «HUC-TPAHC», «KCTO-

€HOJ», «aJIbJ030-KETO30).
llpumep 1

CHp—OH
CH—OH >

(I.‘.H2—OH
> HO—CH

|
CH—OH

(!JH2—0—®

Pubynoso-5-choccar

I
CH—OH

CI:H2—0—®

Keunynoso-5-chocdhar

Xapakrepucrtuka pepmMeHTa

CucreMaTnueckoe Ha3BaHHE
Pabouee HazBanue

Kiacc

ITonxnacc

[Hoamoakiacce

KnaccudukanmoHHslii HOMep

Ilpumep 2

H
\C¢0

D-pubynozo-5-pocdar-3-snumepasa
PuGynozodocdar-3-anumepasa

5. N30omepasbl

5.1. Pauemasbl 1 sniuMepassl

5.1.3. [elicTByronue Ha yriieBOAbl U
WX MPOU3BOJIHBIC

I I
CI;H—OH -
CH2—0—®

Mmuuepansaerng-
docdar

5.1.3.1.
?Hz—OH
> c|:=0
CHy—0—(P)
AvrnapookcnaueToH-
thocart

Xapakrepucrtuka pepMeHTa

CucreMaTuyeckoe Ha3BaHUE

Pabouee Ha3Banue
Kiacc

Ilonknacc

Iloamonkmacc

Knaccudukaunonuslii Homep

D-raunepansaerua-3-docdar-anpao3o-
KET030-h30Mepa3a
Tpuoszodocdar-uzomepasa

5. N3omepassl

5.3. BHyTpUMOJNEKYIsIpHBIE OKCUIOpE-
JTyKTa3bl

5.3.1. Karanusupyromiue B3auMonpe-
BpAICHUS aJIbJI03 U KETO3

K®d 5.3.1.1.
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llpumep 3

(P)-o—cH,

(0}

HO OH

OH

[Moko30-6-chocdar

CucreMaTnueckoe Ha3BaHHE
Pabouee HazBanue

Kiacc

ITonakmacc

ITommoakiacc

KrnaccudukanumoHHblii HOMEp

Kodepment

JIurasbl (CUHTETa3bI) —

OH

HO—CH,
0

HONOH 4 ®
OH

>

Moko3o-1-cpocchar

XapakTepuctuka pepmMeHTa
o.-D-rmroko30-1,6-pochomyraza
docdormrokoMyTaza

5. N30mepasbl

5.4. BuyTpuMonekynspHbie Tpanchepasb
5.4.2. ®ocdorpancdepasbl

K® 5.4.2.2.

['mrox030-1,6-mudocdar

(bepMeHTBI, KaTAJIM3UPYIOMHC ITPUCOCANHCHHUC

APYT K APYTY IBYX MOJEKYH C UCNONb308AHUEM IHEP2UU BbICOKOIHEPIe-
muueckux cesazer AT® (unmm Apyrux Makpodprom). JIMrasel — CIOXKHBIE
dbepMeHThI, cojaepKaT HYKJICOTHAHBIC, OMOTHHOBBIC, (oiaueBbie Kodep-

MCHTBI.

Breigenstor 6 nogkiaccoB epMeHTOB, HOPMUPYIOITUX CBSI3U:
6.1. Yriepoa-kuciopos.

6.2. Yrnepoxa-cepa.
6.3. Yriepoa-a3or.
6.4. Yriepoa-yriepoa.

6.5. ®ochop-Kucaopos.

6.6. A30T-MeTaILI.

Cpez(H MMOAIIOAKIIACCOB BBIACIIAKOT, HAIIPUMCED, 06pa3y}omI/Ie CBiA3U

amuHoaruia-TPHK (6.1.1.),

(6.2.1), amuas! (6.3.1).

CHUHTC3UPYIOIIUC COCAMHCHHUA KHCIIOTA-THOJI

CucremaTHdeckoe Ha3BaHHE (epPMEHTA:
CyOcTtpar 1: cyOcTpat 2 — nurasa.

84



CHa AT®  ano+o C:7H2

COOH =0
NH,

MmyTtamat myTamuH

Xapakrepuctuka pepmMeHTa

CucremMaTuueCcKoe Ha3BaHUE L-rimyramat | aMMHaK-Iurasa
Pabouee Ha3BaHue I'myramuHCcuHTETa3a
Knacc 6. JIurasnl
[Togkmacc 6.3. ObOpazyromue CBsI3u yriaepo1-a3oT
IToanmonkiacc 6.3.1. AMun-cunTeTasbl
Knaccudukanmonusiii Homep K® 6.3.1.2.
Ilpumep 2
p— CO2 (|300H
| \. c=0
c=0 > I
| N CHy
CHs AT® |
Af® + @ COOH
LLlaBeneBoykcycHas
Nepspiatipaaas
(okcanoauertar)

Xapaktepuctuka GpepMeHTa

ITupysar : kapookcunurasa (AJ1D-
CucreMaTHueCcKOe Ha3BaHUE Py P (AR

obOpazyroras)

Pabouee Ha3BaHue [TupyBatkapbokcuasza

Kiacc 6. JIurasbl

Momrace 6.4. OGpa3yrolue CBs3U yriepo-
yIIAepoa

Mo mmomace 6.4.1. O6pa3yroniye CBsI3H YIriiepo/i-
yIIAepoa

Krnaccudukanmonusiii HoMep K® 6.4.1.1.

Kodakropsr buotuH. Maruuii. [{uHK.
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llpumep 3

“RER rre rgoe+o =
S—KoA
CykumHart CyKUMHUN-KO3H3UM A

XapakTrepuctrka hepMeHTa
CucreMaTH4ECKOE Ha3BaHUE Cykuunart : KoA-nurasa
Cykuunun-KoA-cuHreTasa

Pabouee HazBauue
CyKImHaT-THOKMHA3a

Kmacc 6. JIuraspl

[Tonknacc 6.2. OGpa3yroiue CBs3U yriaepoa-cepa
IToxmoaxkmacc 6.2.1. JIurassl KUCJI0TA-THOJI
KinaccudukanuonHsii HoMep 6.2.1.4.
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