BUTAMURDI




ButamMuHbI

ButaMuMHbl — 3TO HeoOxooumble ANsi HOpPManbHOWU
XU3HeOeATerlbHOCTU HU3KOMOJEKYNsipHble
OpraHMYeckne COeAMHEHUS,, CUHTEe3 KOTOpbIX Y
OpraHu3mMoB AAaHHOro BUAa OTCYTCTBYET UM OrPaHUYEH.

B opraHuame 4enoBeKka HEKOTOpbleé BUTAaMUHbl He
CUHTE3NPYHOTCA BOOOLLEe, NMO3TOMYy OHU 00A3aTenbHO
AOOIMKHbI MOoCTynaTb B cocTaBe nuwu. B nuweBbIX
npoaykKrax MOryT TaKxe copepXxatbcA
npenwecTtBeHHUKM BUTAMUHOB —  MPOBUTAMMHDI,
KOTOpble B OpraHuame B pe3yfibTaTe OUMOXMMMUYECKUX
peakuuu npeBpaLlarwTCA B BATAMUHLI.



ButamMmuHbI

Oxenmc Kyk Ha npakTuke gokasan porfib pacTUTeNIbHOM NULIKN B
npegooTBpawWeHMn LUHIK, BBeAs B KopabernbHbIA pauvoH KUCRYHO
KanycTty. B pe3ynbraTte OH He NOTepsn OT LMHIM HN OQHOro MaTpoca
— HecrnbiIXaHHOe AOCTUMXeHue And Toro BpemMeHun. B 1795 nuMoHbI n
Apyrue uuTpycoBble CcTanu CTaHOapTHOM [O00aBKOM K paLUOHY
OpUTaHCKUX

B 1880 ropy pycckum Ouonor Hukonawm JlyHuH wmn3 TapTyckoro
YHUBepCcUTeTa CKapMnumBasn noaonbITHbIM MbIllaM MO OTAENIbHOCTHU
BCE U3BECTHbIE 3NIEMEHTbl, U3 KOTOPbIX COCTOUT KOPOBbLE MOJIOKO:
caxap, 6enku, xupbl, yrnesoabl, conu. Mbiwun nornbnu. B to xe
BpeMAA  MbIlWN, KOTOPbIX KOPMMUNAW  MOJIOKOM, HOpPManbHO
pa3BuBanucb. B cBoen pauccepraumoHHonm (AMNNOMHOM) pabdboTe
JlyHuH cpenan BbIBOA O CYLECTBOBaHUM KaKOro-to HeM3BeCTHOro
BelecTBa, HeOOXO0AMMOro AJiS XKU3HU B HEOONbLUMX KONMn4YecTBax.



ButamMuHbI

B 1889 roay ronnaHackum Bpa4y XpuctuaH AMKMaH OOHapyXur, 4to
Kypbl NpyU NUTaHUU Bap€éHbIM OenbiM pucom 3aboneBarT OGepu-
Oepn, a npu pobaBneHMn B nNULLY PUCOBLIX OTpyden —
usnedynmBaroTca. Pornb HeO4YMLEHHOro puca B npeaoTBpaLleHUU
Oepu-6epu y nrogeun otkpbita B 1905 rogy Yunbsamom dnetyepom.
B 1906 roay ®Ppeanepuk XONKUMHC nNpeanosioXXusrl, Yto MNOMMUMO
OenkoB, XWPOB, YrNeBOAOB U T. A. NULLAa COAEPXUT eLle Kakue-To
BellecTBa, HeobxoaAuUMbIe ANA YerioBe4ecKoro opraHmama, Kotopble
OH Ha3Ban «accessory factors». NocnegHun war ObIN cpoenaH B
1911 roay nonbcknm y4yeHbiMm Kasnmmpom ®dyHkom (Casimir Funk),
pabotaBwmm B JloHooHe. OH Bblgenun KpucTanin4veckuwu
npenapat, HeOomnbllOe KONMIMYeCTBO KOTOpPOro usne4vymsano b6epu-
6epu. [lpenapatr Obin HasBaH «ButamaumH» (Vitamine), ot
JITAaTUHCKOro vita — »XW3Hb WU aHIMUUCKOro amine — aMMuH,
aszorcogepxauwee coeauHeHue. PyHK BbICKasan npeanosrioxxeHue,
YyTO U Apyrue O6one3HU — UMHra, nennarpa, paxut — TOXe MOryT
BbI3blBaTbCSA HEA4OCTAaTKOM KaKUX-TO BeLLUeCcTB.



ButamMmuHbI

OcobeHHOCTU OencTBA BUTaAaMUHOB in Vivo:
1. MpakT4ecku He CUHTE3UPYHOTCSA B OpraHusme.
2. He obnapatloT CTpyKTypHOU pyHKLNEMN.

3. He ncnonb3yroTca opraHUM3MOM B KayecTBe MCTOYHUKA
3Hepruu.

4. NpoABNAOT BbICOKOE buonornyeckoe aencreme B Manbix
ao3ax.

ButaMuHbl ABNAIOTCA KOMMNOHEHTaMM (pepMEeHTHbIX CUCTEM,
MCXOOHbLIM  MaTepuanoMm AN CUHTe3a  FOPMOHOB,
obecneynBaloT HopmanbHoe (PYHKUMOHMPOBaAHUE HEPBHOM
CUCTEMbl, MbILUL, U T.A.



ButamMmuHbI

B 3aBMCUMOCTU OT CTEerneHu odbecneyeHus opraHn3ma Kakum-nnb6o
BUTAMNHOM Pa3JiN4arOT HECKOJ1bKO (bOpM NnaToNMOrM4YeCcKux
COCTOSIHUWN: dBUTAMUHO3, NTMNOBUTAMUHO3 U TMNEepPBUTaAMUNHOS.

ABUTAaMUHO3 — KOMMJIEKC CUMNTOMOB, pa3BuBarOLLNXCA B OpraHn3me
B pe3ylibrtate AOCTATO4YHO NMNOJIHOIro UJqin NOYTU NOJIHOIO OTCYTCTBUA
OOHOro n3 ButTamuHoB. lNonnaBuUTaMMHO3 — Cpa3dy HECKOJ1bKUX.

[MNnoBMTaMUHO3 — COCTOSAHME, XapaKktTepusymwiuiee 4aCTu4iHyro, HO
YXe npoABUBLLUYHOCAHA CI'IeLIMCbM‘-IeCKVIM 06pa30M HeAOCTaTO4YHOCTb
BUTaAaMUHOB.

MMnepBUTaMMHO3 — HapywleHue obmeHa U (YHKUMMA OpraHM3Ma,
BO3HMKaloLlee BCreacTBUe ANUTENbHOro M3bbITOYHOro BBeAeHUs1 B
opraHusm n60ro 3 BUTAaMUHOB.



ButamMmuHbl

CornacHo MexayHapooHOU XMMMYE€CKOU HOMEHKNaType
BUTAaMMUHbI nNoApas3aensiiotT Nno pacTBOPMMOCTU Ha
BOAOPACTBOPUMbIE U XXUPOPACTBOPUMbIE, KpOMe TOro
BbIAENAKT rpynny BUTAMUHOMNOOOOHLIX COeAWHEHUU
CXOAHbIX C BUTaMMHaAMM B TOM, YTO OHM SABNAKOTCSH
He3aMeHUMbIMM (hbakTopamMm NUTAHUA, HO MO MEeXaHU3My
yyactuss B oOMeHe BelWecTB B CTPOroMm CMbIClie MUX
Henb3si OTHECTU K BUTAMUHAM.



XUPOPACTBOPUMbIE BUTAMUHDI

ButamuH A - aHTUKCcepopTanbMn4yecKkmmn

CyuwiecTByeT B BUe HECKONbKUX BUTAMEPOB

CH, CH; CH;

D S

H,C

CH,

PetuHon (A)) CyTo4yHasa noTpebHoCcTb 1.5-2 Mr



BurtamuvH A

R: -OH Pemuuon
-COOH PemiiHoesas kuciomda
-COH Pemunann

B opraHname peTUHOI Nerko OKUCnAeTcHa A0 peTUHansa m
peTUHOEeBOM KUCIOTbI. B opraHuame cywecTByeT B
OCHOBHOM B TpaHC-KOHduUrypauummu.



BuramuH A

Tabauna 3.2. CoaepxkaHue BATAMHHA A B HEKOTOPbIX NPOIYKTAX NHTAHHSA

Conepxanve BUTaMKHA A,

ConepxaHue BUTAMMHA A,

Tponyxr MrHa 100r Mponyxr Mr Ha 100 r
Pui6uii Xup 24,0 CBUHHHA 0,32
KypuHast meyeHn 11,0 IIIunoBHMK 0,26
CBHHaA neyeHb 9,0 AOPHKOCHI 0,26
MopKkoBb 1,5 O6nenuxa 0,25
ITerpymika 1,17 TrikBa 0,20
CAMBOYHOE MacCJ/I0 0,67 [Tomunopst 0,12
InmuHar 0,61 ITepcuxu 0,08
SVYHBIH XeJITOK 0,57 Ko3be MOIOKO 0,06
Penxens 0,54 daconp 0,06
KpacHulit 6oarapc- 0,33 Kyputoe msico 0,04

KMH niepeL




ButamuH A

B-Kapomiix

B Knwe4yHon cTteHke -KapOTUH OKUCISeTCS KNCNOPOAoM
no cBasnm 15-15° u pacnapaetca Ha 2 MONEKynbI
peTuHans ¢ yyactuemM KapoTUHAE30KCUreHasbil.



BuramuH A

Tab6auua 3.3. Coxepxanue B-KAPOTHHA B HEKOTOPBIX NPOAYKTAX NUTAHMSA

ConepxaHue ConepxaHue

IMTpoaykr B-KapoTuHa, [NponykT B-kapoTHHa,

MrHa 100 r mrHa 100
Mopxéab 9,02 AOPHKOCHL 1,55
Ilerpyiuka 4,20 ToikBa 1,19
Inuuar 3,66 3eneHsblii canart 0,70
Denxennb 3,36 [Tomunopwt 0,70
KpacHblit Oosirapckuii nepeu 2,0 SI6noku 0,05

bnoxmmmnyeckmne oyHKLUUM — BUTaAaMUH POCTA,
yyacTBYeT B npouecce 3peHus.



BurtamuH A

CeTyaTtKka rnasa cogepXxuT peuenTopHble KNeTKU ABYX TUMOB — NAaNo4k1 u
Konbo4ykn. Konboykn, CKOHLEHTPUPOBaHHbIE MPEenMyLLeCTBEHHO
B LeHTpanbHOM o6flacTu ceTyaTku (Ha3biBaeMon UeHmpasibHol sIMKou),
PYHKLUMOHUPYIOT TONMBLKO MNpPU SPKOM CBeTe U OTBeYarT 3a LuBeToBOe
3peHune U YYBCTBUTESIbHOCTb K MEJIKUM aetansim, a bonee
MHOrOYNCIIeHHbIe Narylo4YKn OTBETCTBEHHbI 3a 3peHne B YCnoBUAX crnaboun
OCBELLYEeHHOCTU M OTKITHYaKTCS MPU SAPKOM ocBelleHUn. (OTo aABnseTcs
NMPUYNUHOU TOrO, YTO HOYbLKHO HEBO3MOXHO YBEpPEHHO pa3nuynTb LBeTa
npeamMeToB.)




BurtamuH A

FIATCPAAGHOE B yBenuiyeHHOM

KOAeHuvaToe 1en10
hparmeHTe ceTyaTKu

NnoKasaHo
OTHOCUTESNbHOE
pacnornoXxeHue Tpex
eé CNnoéB. 3aaHNU Crion
“\ l fepswinan  C@TYATKN COCTOMUT

JeHTpanbHan
AMKA
CETHATKU p

3pUTEAbHAaA
romawops M3 OTIMHHBIX U Y3KNMX
4 G2 X 28 KNeTokK
Cs,e/;‘/ Wyt | | y ¢oTopeuenTopoB —
l 7 cemamaff 3purensuui | nano4ek n Konbouyex.
/- HepB
- rarauosnasn Mem6paHbI Konboyek
e ' copepXaT TP TMNa
| peLenTopoB-0OCUHOS,
Coer I OoTBeYarLWnx
o Honbos 3a BOCMpusATHE cBeTa
Avcoi | Manaa C pasnUYHbIMU ANMHaMM
BunoApHan BOJIH, — CUHEe20,

K/AETKa

3€J/IeHO20 U KPpaCHOcO0
NMArMEeHTOB.



ButamuH A

420 498 534 564

pPoAONCUH

100

50~

HOpMAJIH3 0BAHHOE
nornoueHHe

400 500 600 700

Jnvna BosHbl (HM)

CneKkTpanbHble XapakTepUCTUKN pPOAOMNCUHA WU TPEX
APYyrmx TUMNOB ONCUHOB. LiBeTHoe 3peHMe npumaToB
mpuxpoMamu4Ho, TO eCTb onpegensieTca Tpemsi Tunamm
KNEeTOK-«KONIbo4YeKy», copepXawux Kaxaasa CBOM Tun
CBETOYYBCTBUTENIbHOrO MUrMeHTa, NO aMMHOKUCITIOTHOMN
nocrieAoBaTeNibHOCTU U CTPYKTYpPe OYeHb CXOXero
C pOoAONCUHOM. Ha pucyHke npuBeAeHbl
HOpMarin3oBaHHble CMEeKTpPbl norrnoweHns «cuHero» (B),
«3ereHo-ronyooro» (y) N «KENnTo-3e5IeHOro» (p)
nMrmeHToB U3 S-, M- u L-kon6o4yeKk, COOTBETCTBEHHO.
Takke nokasaH CNeKTp poAaorncuHa U3 KrneToK-«narioyek»
(0o603Ha4YeH NYHKTUPOM).




PoaooncuH

Pononcun (3pUTEIbHBbII
mypmyp) — OCHOBHOM
3PUTEJbHBIA  NMUTMEHT B
COCTaBe MAJI0YEK CeTYATKH
1232 4eJI0BEKAa U )KUBOTHBIX.
Pononcun SIBJISICTCH
XPOMOINIPOTEMHOM, B HEM M C-
PeTHHAJIb KOBAJICHTHO
CBsI3aH ¢ 0eJKOM (OICHHOM)
nyTem oOpa3oBaHus
mudpdoBa  OCHOBAHUA  C
AMUHOTPYIIIOA JIM3UHOBOIO
0CTATKA OINCUHA.




ButamuH A

H ’ H ’ o
9 N e
- H
[ I-yuc-Pemunans ‘ [ I-mpawc-Pemuuans
(mpnypHo-kpackeiil) (GneoHo-dHcenmutii)

[Mpu nonagaHum cBeTa Ha ceTyaTKy rrnasa npomMcxoauTt
n3omMepusaums UMc-peTuHarns B TpaHc-peTuHanb. B pesynbraTe
B3auMoOAenCTBUA MeXAay NosiueHOBOW CUCTEMOMN N DernKkoMm
HapyLwarTCcAa U pacliennseTca anbAUMUHHAA CBA3b.

PopnoncuH + hy — OncuH + TpaHc-PeTuHanb



ButamuH A

M3meHsieTcA KOHpopmMauumsa OncuHa, B pe3ynbraTe
BO3HUKaeT TpPaHCMeMOpaHHbLIN MnoTeHuuarl, KOTOpPbIU
yepe3 aKCOHbl nNano4vYeKk npeobpa3yeTcAa B HEPBHbIU
UMNynbC. Nocnepyrowan pereHepauus TpeobyeT
npeBpaweHunsa 11-tpaHc-petuHana B 11-uuc-peTuUHanb.
[lpoTekaeT B TEeMHOTe M Ha CBeTy C Yy4yacTuem
cdepmeHTOB. [anee uuc-peTuHarlb BHOBb OOpa3yet
KOMMMEeKC C ONCUHOM.



Rod outer segment

Retinal Pigment Epithelium
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11-cis retinol OH




[Npyn nornoweHnn PoTtoHa MoreKkyna poaoncuHa MeHsieT
LBET, 4TO CBfi3aHO cC hoTomsomepusaumen 11-yuc-
peTuHansa B NOJFIHOCTbLIO mpaHc-(popMy U CMeLleHUeMm
MaKCUMyMa cnekKkTpa norroweHus peuenTtopa
c498 HMm po 380 HM. B koHUue KoHuoB, LWuddoBo
OCHOBaHue rnaponusyeTcst U NOSIHOCTbLD MpPaHc-
peTuHanb BblaensaeTcs B UUTOMNMa3MaTU4eCcCKyro cpeay.
N3meHeHMe cneKkTpanbHbIX XapakKTepUCTUK POOONCUHa,
criegyrouiee 3a nornoweHuem KBaHTa cBeTa,
00bsACHAEeTCA KOH(OPMaAUNOHHBLIMU MepecTpPpouKamm,
Bbi3BaHHbIMW U30Mepu3aumen petuvHansa. B bonblom
KOriIu4ecTBe CMEeKTPOCKONMMUYECKUX IKCNepuMeHTOB
C oXJfaxaeHuem poooncuMHa [0 OYeHb HU3KUX
TemnepaTtyp Obinl BblAeneH psan NPOMEXYTO4YHbIX ero
COCTOSSHUU, YTO TMO3BONMUIIO OXapaKTepu3oBaTb
nocriegoBaTeNibHOCTL hoTonpeBpaLleHUn poaorncuHa
cregyrowmm obpasom:



1. Ewié oo Hayana Kakux-imbo CTPYKTYPHbLIX NepecTpoeK poaorncuHa aHeprus
cBeTa aKKyMynupyeTcs MOJIeKyriom Xxpomocopa B CUNBHO WCKaXXEHHOW
NOJSIHOCTLK mpaHc-chopMme, pPaCMOSIOKEHHON B TOM Xe OerlkoBoM cauTte
cBsAi3biBaHuA, rae Haxoautca 11-yuc-petuHanb B TeMHoTe. «HanpsikéHHas»
KOH(hopmMauma wunsomepusoBaHHoro xpomodopa TpaHcdopmMupyetr CBOKO
3Hepru B ganbHenwne KoOHPopMaLuMOHHbIe USMEHEeHUS poaorNCHUHa.

2. dotonsomepusauusa xpomocopa YpesBblHaNHO ObICTPa U 3aHMMaeET BCEro
200 dpc.

3. CoctosiHue MeTa-l sABnAeTcaA nepexogHbIM U OOBOJSIbHO ObICTPO
npeBpawaetcsa B meTa Il, ABnawweeca «rnaBHbIM AeUCTBYHOLWWM NULLOM»
OMOXMMMNYECKOro Kackaga 3peHus.

4. PotouHTepmeaunat meta-ll — domsnonornyecku n Gnoxmmmyeckn Hamoonee
BaXHOEe MPOMEXYTOYHOEe COCTOSlHMEe pPOAONCUHA, MOCKOSIbKY MMEHHO OHO
OTBETCTBEHHO 3a B3aumoaenctBuMe C npuMmemMOpaHHbIMM Oenkamu, cpeau
KOTOPbIX MOXXHO Ha3BaTb U TPAaHCAYLUH.

5. OncuH CNoOHTaHHO peKoMouHupyeT c 11-yuc-petTnHanem, BO3BpallasiCb
B «TeMHOBYO» ¢opmy pogoncuHa. B otnuume oOT oncuHa, pPOAOMNCUHY
He CBOUCTBEHHa «0OasanbHasi» aKTUBHOCTb (T.e., B «TeMHOBOU» dopme
OH He umeeT cpoacTBa K G-6enky (TpaHcAyuuHy)). 3TO 006CTOATENLCTBO
onpepenser o4eHb HU3KUN aKTUBALMOHHLIM MOPOr ANS KMeTOK-«Mnaro4veKk»
(vnu, yTO TO Xe, BbICOKYH YYyBCTBUTENBLHOCTD).



x[ e Bermit pogonenn (A, =500 i) - (POTOUMKN poaoncuHa. [lornoweHne KBaHTa cBeTa

-V“\,.+ y hv '~ Cc AnNuHOM BOJIHbI, Gnn3komn K 500 HM, npuBOAUT
N BosbymalinHoe cocromue K Ype3BblYalHO OGbiCcTpOM (200 chbc) nsomepusaumm
KOBarfieHTHO cBfi3aHHOro xpomocpopa 11-yuc-petTnHansa
200 ¢ B NONIHOCTbO mpaHc-cpopmy. Kak crneacrteue, poaoncuH
i S A R AR npetepneBaeTr psaa  ObICTPbIX  KOHPOPMALMOHHbIX
nepecTpoexk, pas3nuynmMbIX CMEeKTPOCKOMNMUYECKM,
45 nc M B pe3ynbraTte npeBpawjaeTcs B CpPaBHUTENbHO
SR, | .qonromusyu.mﬁu MeTapogoncuH-il, wnm meTa-ll,
’ CcyLlecTByHOLWWMN B paBHoBecuun ¢ meta-l oopmon. B utore
A cdoTonpeBpalleHUn pPoOAONCHUHA, MNOSIHOCTLID MmpaHc-
Y peTuHanb BblaenseTcs B LUTONMNa3my,
Curmii uitepmegnar (A,,=470#M)  BoccTaHaBNMBaeTCsl A0 NOMHOCTLIO  MpaHCc-peTUHona
5-140°C | 150 He (npwn y4yacTtum papa peTuHon aernpporeHas)
Y M KOHBepTUpyeTca obpaTHo B 11-yuc-petnHanb B KneTkax
/ommpogoncu (A,,,=497 HM) NMUIMEHTHOro 3NuUTenua noa AeucTBMeM crneuunanbHbIX
s | s depMeHTOB (TaKk Has3blBaeMbIA pPETUHOUAHLIA LUKN).
LM e ,“' «BoccTaHOBNEHHbLINY XpoMOdOp MOXET CMOHTAHHO
hih | PeKoMGuHMpoBaTb C ONCUHOM, npeBpallaschb
saviie K1 o B «<TEMHOBYIO» ¢opmy poponcuHa. Ha pucyHke cnpaBa
Y OT CTPEJIOK YKa3aHbl XapaKTepHble BpeMeHa Toro unu
MeTa-Il (A_.. =380 HM) MHOro npeBpalleHus, acneBa—  MaKCUMarbHble
\ Temnepartyphbl, npu KOTOPbIX c¢oTouHTEpMEauaTt
>0°C |y 390¢ yaaBanocb Hao6nwaaTtb in vitro. B ckobkax ykasaHbl

NVETAIT (A6 ) MaKCUMYMbl COOTBETCTBYHOLLUX CMEKTPOB NOrfoLeHuns

>+20° C >1Y
| , OncuH + NOAHOCTBIO

~0 MpaHc-peTuHanb
(A=465 HMm)




NonHas aMMHOKUCNOTHaAA nocnefoBaTefibHOCTL poAaoncuHa Obina
onpepeneHa B 1982 rogy B UHcTUTYyTEe 6MoopraHnvyeckom xummm AH CCCP
lO. A. OBYMHHMKOBBLIM U1 COTP. M HECKOJIbKO MO3Xe noAaTBepXaeHa
aHann3oMm CTPYKTypHoro reHa poponcuHa [l. XorrHecom u [Ix. HataHcom
B CLLUA. Bbino nokasaHo, YTO B nNocriefoBaTeNibHOCTU poAONCUHA AJIMHOMU
348 aMMHOKUCIOTHbLIX OCTATKOB TMPUCYTCTBYET CeMb MPOTAXKEHHbIX
YYacCTKOB, COCTOAILLUUX U3 HEMONMSAPHbIX AaAMUHOKUCIIOTHbLIX OCTaTKOB,
obpa3sywwmx TpaHcmemMmOpaHHble (TM) a-cnupanu, coeAuHEHHble BHe-
N BHYTPUKNETOUYHbIMU  y4vyacTKamu-«netnamu». [Mpn 3tom  N-KoHeu
HaxoauTcs BO BHEKJIETOYHOM obnacTtu, a C-koHeL —

B LUTONNa3MaTN4eCKOM. Takasn TOonosiorns peuenTtopa Obina
noaTBepXaeHa orpaHMYeHHbIM MPOTEONn30oM Oerika B cocTaBe HaTUBHOM
MeMOpaHbl, OOpPadbOTKON MOHOKNOHAaNbHLIMU aHTUTENaMM U XMMUYECKOU
moauduKkaumen NPOHMKAKLMMM U HEMPOHMKAKLWLMMM areHTamu. Takxe
ObINI0O YCTAaHOBNEHO MeCTO npuKpenneHnsa Kodpakropa: peTuHarnb
CBfi3blBaeTCsA anbAMMUHHOM CBA3bIO € ocTaTkom JIN3-296, HaxoasaLwMMcS
B ceabmou (nocneaHen) TM a-cnupanw.
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TpaHcmembGpaHHaa Tononorusa
poponcuHa. A. «[iBymepHaa» moaersb
poaoncuHa, o6 bACHAKLWAaA cnocob ero
ynakoBku B memb6paHe. C-I-Clli

n E-I-Elll — unTonnasmarnyeckue

M BHEKIETOYHbIE NeTNeBble YYaCTKM,
COOTBETCTBEHHO. TpaHCMeMOpaHHbIN
AOMeH ob6pa3oBaH a-cnupansmu (cepble
LUNUHAPbI), reOMEeTPUA MHOIUX

M3 KOTOPbIX OTKIIOHAETCS

oT «upgeanbHon». CtabunbHoctb TM-
ny4Yka yCunmBaeTCA KOHCepBaTUBHOMN
BO MHorux GPCR-peuenTopax
ancynb(uaHon CBA3bLIO Mexay
ocTtaTtkamm uuctemHa B TM3 n E-Il
(nokasaHbI 3onoTbiM). Xpomocpop — 11-
yuc-peTuHanb — He U306paxeH

Ha PUCYHKe; OH NpUcoeauHAETCA

k octatky JIN3-296 B TM7 (noka3aH
cdmoneToBbIM) Yepe3 NPOTOHMPOBaAHHOE
LunddoBo ocHoBaHume. NMonoxntenbHbIN
3apag 3ToM anbAUMUHHOMU CBA3N
HeUTpann3yeTcs OoCTaTKoM
rMyTaMMHOBOW KUCHOTbI

MMK0-113 (noka3aH rony6bim).

OctaTku acnaparuHa ACH-2 n ACH-15 (nokasaHbl po3oBbiM) rmukosunupoBaHbl NHO-N-Au-(B1,4)-IrMKO-N-Au-(B1,4)-
MAH (MK — rnwoko3a, MAH — maHHo3a); MET-1 aueTunupoBaH. [1Ba octaTka UucTeMHa B npuMmeMbpaHHOMN
cnupanu 8 (nokasaHbl KOPMYHEBbLIM) NaNIbMUTOUNUPOBaHbI. TPU ocTaTKka cepmHa B C-KOHLe peuenTopa,
doccopunupyrowmecs B npouecce poroakTMBaLMu poaorncuHa, Noka3aHbl TEMHO-3eJeHbIM. 3TU OCTaTKu

B ¢hocchopunupoBaHHon oopmMe OTBE4alOT 3a B3aMMmoaencTBme ¢ 6erlkoMm appecTMHOM, OTBeYaLMM

3a MHAKTUBaLMUIO U AeCeHCUoUnu3aumio poagoncuHa.



COOH-koHe npOCTpaHCTBeHHaﬂ CTPYKTYPpPa

A { =& poaorncuHa Obina BrnepBble
‘r : onpepgeneHa B 2000 roay
e A\ ) ' cnomowbio MmeToaa
<TOpOHa " gl ‘V B . PEeHTreHOBCKOM
W L > 7 ' KpucTannorpadum,
/B U B NOCreACTBMM HECKOSNBKO

pa3 yToyHsnacb. [1o cux nop
OHa oCTaeTcs eAUHCTBEHHOM
TPeXMepHON CTPYKTYPOU
GPCR-peuenTopa,
3KCnepuMeHTanbHoO
NONy4eHHOMN C BbICOKUM
BHEK/IETONHAS ¥ pa3speweHuemM. CTpyKTypbl
CTONBHS . o PPNT1 __ ppyrux 6enKkoB 3TOro

; ' cemencTBa A0 CUX NOP
HEeU3BeCTHblI,




XUPOPACTBOPUMbIE BUTAMUHDI

Buramun D - aHTHpaXuTHUYECKUH

CH,

CyToyHas
CH, NOoTPEeObHOCTb
0.04 wmr




XUPOPACTBOPUMbIE BUTAMUHDI

Taommua 3.4. Conepkanune BHTaMHHA D) B HEKOTOPbIX NPOAYKTAX MUTAHHA

TpomykT COﬂep};?rH:aBi{gng"Ha D, Mpoayxr Conepﬁagugaml«[ggziqﬂﬂa D,
Pribuii xup 300,0 Kapn 1,78
Cenbab 27,0 [HlaMIMUHLOHBI 1,60
Jlococh 17,0 CBHHas IICYEHD 1,13
HAHUUYHBIH XKENTOK 4,75 Iyxa 1,10
(Popenb 4,50 Tpecka 1,0
TyHen 3,20 CnMBOYHOE Maclio 1,0
Benble rpubnl 3,0 Monoko 0,06




ButamuH D - aHTHUpaxXuTHYECKUM

CH, _ CHL.

CH, | o !

H,C ] c | p H Vo H.C ] c ol H
|4 | B | | CcH; 4| B e,
o e S ok e NG N

Opeoxanvijiepon

Opeocmepiin
(eumamir D»)

Jprokanbuudepon - BewecTBo, perynupytowiee oomeH kanbumsa n docdopa.
Ecnu BuTamuHa D He xBaTaeT, TO U3 opraHM3mMma BbiBoguTcs 6onbLuoe
Konu4yecTBO conen Kanbuusa u poccopa. KoctHas TkaHb, KOTOpasa ABNAeTCcA
NOYTU €AUHCTBEHHbIM MEeCTOM UX HaKOMNJIeHUsl, HA4YNHaeT ObICTPO TepPSAThb 3TU
anemeHTbI. Mpu 3TOM KOCTU CTaHOBATCA MArKMMU, UCKPUBNSIOTCA U Nerko
romatroTcs.



buTaMuH D - aHTUPAXUTHYECKUH

‘ CH,4 ] CH;
CHs ‘ CH; \
HC | ¢ [ p - ve He | ¢ | p | |
‘ A B ] CH; ‘ 4 | B ” ] CH;
/-/ecuopoxonecmepiiv Xonexanwyughepon

(sumamun Dy)

B XXMBOTHbIX opraHM3amMax xornekanbundepon CUHTe3UpyeTcHa noa AeMCTBUEM
Y®d-cBeTa B KOXHbIX MOKpoBaXx. YcunmBaeT BcacbiBaHMe Kanbuua B
KuLeYyHuKe un peabcopbuuto chocchopa B noveyHbIX KaHanbUax, HopmanuayeT
¢hopmmpoBaHMe KOCTHOro ckesrieta u 3yboB y feten, cnocoocTByeT
COXpPaHEeHUI0 CTPYKTYpPbl KocTeU. NoBbilwaeT NPOHNLAEMOCTb KNETOYHbIX U
MUTOXOHAPUWaSribHbIX MEMOpPaH KULWIEYHOro anuTenus, ooner4vyas
ype3amMeMOpaHHbIU TPAHCMOPT KATUOHOB Kanbuus U APYrMX ABYXBalfleHTHbIX
KaTUOHOB, aKTUBMPYET BTOPUYHOE BcacbiBaHUue poccpaTtoB, yBenuumBaeTt
3axBaT 3TUX MOHOB KOCTHOM TKaHbIO.



ButamuH D - aHTHUpaxXuTHYECKUM

OCH,

Ilcopanen Bepoxcan OCH,

HyC._

Hysanen

YyBCTBUTENBHOCTb KOXU K YP-00Ny4YeHU0 MOXeT
3HaYMTesribHO BO3pacTu nog AeUcTBMeM
onpeaeneHHbIX BelecTB — CEHCUOUNM3aTopos.



XUPOPACTBOPUMbIE BUTAMUHDI

ButamuH K - aHTUremopparnyeckum

o CH; CH; CH;

ButamMuH K1

| CH,
0
O‘ / ButamuH K,

a
()

O
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@unnoxurvon (Ky)

~" “CH,—CH=C—CH,-H
[ B eE=G—am
0 CH;,

9 0]

Menaxunon (K,), n= 6-9 Buracon (K,)

Perynupyet npouecc cBeptbiBaHusA KpoBu. CyTo4yHas
NOTPEOHOCTL 2 M.



B npupoae HamgeHbl TONbLKO ABa BUTaMuHa rpynnbl K:
BblAeNeHHbIN U3 nouepHbl BUTaMMH K1 n BblaenNeHHbIU
n3 rHurowen poidHon mMykn K2. Kpome npupoaHbIx
ButammHoB K, B HacTtosillee BpemMs uU3BeCTEeH pAa
NPON3BOAHbIX HaPTOXMHOHA, obnaparownx
aHTUremopparvyecCKum OeucTtBUEM, KOTOpble MNOJflyYeHbl
CuHTeTU4eckum nytem. K ux 4ucny oOTHoOcCATCA
cnepaywouwme coeauHeHus: ButamuH K3, (2-metun-1,4-

Ha(OTOXUHOH), ButamMuH K4 (2-meTnn-1,4-
HadpTtormapoxuHoH), ButamuH K5 (2-meTun-4-ammHo-1-
HaPTOrMaPOXUHOH), ButamMuH K6 (2-meTnn-1,4-

AanammHoHadpToxuHoH), Butamun K7 (3-metun-4-ammHo-1-
HadPTOrMaPOXNHOH)



ButamuH K

0 OH
L e [
@

OH
Bumannin K T'uopoxitHonuv
(oxucneHHas opya) (6occmaro6neHHaa popmal)

CnocobcTByeTt MSITKOMY OKUCIEHUIO
OunocybcTpartoB n cBA3biBaeT cBObOOAHbLIE
paguvkKanbl.



—————— - —=-

ButamuH K

Tabmmua 3.5. Conepxanne BuTaMiHa K B HEKOTOPbIX NPOAYKTAX MHTAHHA

ConepxaHue CopepxaHue
TIpomykT BuTamMMHa K, IIponyxr BUTamuHa K,
MKr Ha 100 r Mkr Ha 100
KganieHasa kanycra 1540,0 AWuHBIA XeNToK 45,0
CoK KBalleHO KanycTsbl 1409,40 Kaprodenn 40,50
KypuHas neyeHb 590,0 MopkoBb 39,80
[ToaconHeyHOE Macao 500,0 CBHHAasA NEYEHDb 30,0
IIInmuuat 340,0 (Paconb 23,30
ITpopolieHHas MiLEHULIA 300,0 l'oBsauHa 18,90
Coesble 600OHI 190,0 TenaruHa 18,50
[IBeTHas Karycra 186,0 CaunMHA 16,70
3ejieHbIA canar 170,0 3eMnsgHHKA 13,0
Kamycra 137,50 IJaMImTMHBOHBL 12,0
OBCSTHBIC XJIOMNbS 50,0 [ToMuaopsl 9,50
Tropor 50,0 Monoko 4,0




ButamuH K

OH COOH
_N-NA_CHL_;l_»nu LW OH
yaNwrey »

N0 N0 07 N A e

Canuunosas
uxymapon f

Kuciomd

CTpykTypHble aHanorm sutamuHa K sasnsirorcsa
KOHKYPEHTHbIMU MHIMONTOPaMU NPOLIECCOB C ero
y4dyacTtuem.



ButamuH K

Adedmumnt ButammHa K MoxeT pa3BumBaTbCA U3-3a HapyLUEeHUSA YCBOEHMSA
NMALWM B KULWIEYHUKe (TaKue KaK 3aKyrnopKa »XerlYHoro mnpoTokKa), u3-3a
TepaneBTUYECKOro Uru criy4amHoro BcacbiBaHUSl aHTaroHMCToB BUTaMuHa K,
Unu, ovyeHb peako, aedumuutom ButammHa K B paumoHe. B pesynbraTte
npuobpeteHHoro gecdpuumta ButammHa K Gla-pagukanbl (octaTku ramma-

KapOOKCUNINyTaMMHOBOU KUCNOTbI)  POPMMUPYKOTCA HEe MNOSIHOCTLHO,

Bcneacteue 4Yero Gla-6enkm He B NOSTHON Mepe BbINMOSTHAKT CBOU (PYHKLUMN.
BbiweonncaHHble pakTopbl MOryT NpPMBECTU K crieayrowemMy: OOUMbHble
BHYTpPEeHHUe KPOBOMU3ITUAHUSA, OKOCTEeHeHue XpAwen, cepbésHan
Aecdopmauna pa3BMBarOLWMUXCA KOCTEM UNUN OTIIOXKEHUA CONen Ha CTeHKax
apTepuanbHbIXx cocyaoB. B TOo Xe Bpema nepeun3bbIiTOK ButammHa K
CNnocooOCTBYeT YBENIMYEHUID TPOMOOLIMTOB, YBENIMYEHUIO BA3KOCTU KPOBU, U
KaK crieAcTBMe KpauHe HeXeraTernbHO yrnoTpedneHune npoayKToB Oorartbix
BUTamMmmHomMm K Ana O60nbHbIX BapuKO30oM, TPoMOodrebuTomM, HEKOTOPbLIMMU
BUAAMU MUTpPeHen, NroasaM C NoBbIlUEeHHbIM YPOBHEM XOnecTepuHa (Tak Kak
¢hopmmpoBaHma TpoMOOB HaYUMHAETCHA C YTOJIWEHUA apTepuaribHOM CTEHKMU
Bcrneacrteme oopMmMpoBaHUA XONECTEPUHOBOMN ONSILLKK).



XUPOPACTBOPUMbIE BUTAMUHDI

Butamuu E (Tokodepon)

CyTouHas morpedHOCTH 2-6 M. OQUH U3 caMbIX
MOIIHBIX IPUPOJIHBIX AHTHOKCHIAHTOB.



XUPOPACTBOPUMbIE BUTAMUHDI

Tabumua 3.6. Cogepxanne suramuna E B HekoTopbix NPOAYKTAX MHTAHUSA

- HMYHBIN XenTok

3,60

Conepxanue Conepxanue

[Tpoaykr BUTaMKHa E, ITponykr BUTaMHUHa E,

MrHa 100 r mrHa 100r
IloaconHeyHoe Macno 55,80 CauBoyHoe Maciio 2,20
Kykypy3Hoe macio 30,90 Cnapxa 2,10
JlecHble opexu 26,0 ABOKano 1,65
Munpann 25,0 Coesbie 6001 1,55
I'peukue opexu 20,0 Jlococh 1,20
Poibuii xup 20,0 TTpopouieHHas muieHua 1,10
CoeBoe Macno 14,60 Manuna 0,50
. OmBKOBOE Maciio 12,0 Kypunoe Msco 0,14



ButammHonogoOHbIe
XUpopacTBOpMMbIe BellecTBa

Y6uxumHoH (kochepmeHT Q, KoQ)

O O
I s I CH;
H:CO™ ” T [CHy—CH=C—CHy|z-H H;C~ ﬂ |CHy—CH=C—CH,}=—H
O O

Vouxunon (n=6-10) IlnacmoxnoH



CopepxxaHue kohepmeHTa Q B pasnMUHbIX NPOAYKTaX

KoanuectBo
poaykr S — Conep:xxanue kogepmenrta Q, mr
T'oBsinnHa xapenas 100 3,1
ol 100 2,7
MapUHOBAHHAS
HpiniieHok ;kapensiii | 100 1,6
CoeBoe Mmacii0 15 1,3
Papyxuas ¢opeisn, Ha 100 1.1
napy
Apaxuc KkapeHbll 100 2,8
KyHxkyT KapeHbli 100 2,5
ducramku xkapenbie | 100 2,1
bpoxkoJsu Bapenasi 100 0,5
I[{BeTHas KamycTa 100 0.4
BapeHasi
AnejabCcHH 150 0,3
Kayonuka 100 0,1

Ao Bapenoe 100 0,1




ButammHonogoOHbIe
XNpopacTBOPUMbIE BellecTBa

I OH
Ry, H _CHs HiCO | e
DR

O OH

B MmutoxoHapnax npucyTcTBYeT TONIbKO YOUXMHOH € 10
nsonpeHouaHbiMM ocrtatkamu, T.e KoQ. . KoQ,,
ABnsgeTca obsizaTesibHbIM KOMMOHEHOM AbliXaTeNbHOWU
uenu. [NacToXMHOH  BbIMNOMHAET  aHarfIOrM4yHyHo
dyHKUMIO B npouecce (poTOCUHTE3A.



ButammHonogoOHbIe
XNpopacTBOPUMbIE BellecTBa

ButamMmmH F — COBOKYNHOCTb HeHacCbIWEeHHbIX
XXUPHbIX KUCNOT — JIMHOJIEBOWU, JINHONEHOBOU W
apaxuaoHOBOMW, KOTOpPble He CUHTE3NPYKTCHA B
TKaHAX oOpraHnMama, HO HeobxoauMbl Anfd
HOPManbHOW XU3HeOeATeNIbHOCTU.

(CH,(CH,),CH=CHCH-.CH=CH{CH, ),COOH
JIuHoOIeBaA KHcIOTA (Huc-yuc-9,12-0KTagekaTHeHOBAA)
CH:CH,CH=CHCH.CH=CHCH.CH=CH(CH:);COOH
JTusoneHoBas kucaota (9,12,15-oxktagexkaTpuerHoBan)
CH;(CH,),CH=CHCH,CH=CHCH,CH=CHCH,CH=CH(CH,);COOH

ApaxugoHosaa kucaota (35,5,11,14-3iko3aHTeTpacHOBAA)



JINHOJeBas KUCIIOTa (omera-6) B Buge tpurnuuepuaa nuHoneBas
KUCIoTa B 3HauYuTesnbHbIX Konu4yectBax (Ao 40—60 %) BxoanT B cocTaB MHOIMX
pacTuTernbHbIX Macers U XXMBOTHbIX XXUPOB, HanpumMmep COeBOro, XronKoBoro,

noacCoOJIHe4YHOoro, JibHAHOIro, KOHONJIAHOro Mmacersi, KUToOBOro xumpa.

JIMHOJIeHOBasA KUCIIOTa (omera-3) B Buge Tpurnuuepuaa cogepxurca
BO MHOIMMX pacTuUTernbHbIX Macnax, Harnpumep, B nibHsAHOM (Ao 30 %),
nepunnosom (Ao 55 %), KoHONNAHOM, COEBOM U Ap.

apaxmaoHoBaA KUCJIOTa (omera-G) B cocTtaBe nMnuaoB apaxuaoHoBas
KUcrorta NpucyTCcTByeT B MO3re, Nne4eHn U MOJTOYHOM Xupe mrnekonutarowmx. B
doconunuaax HaanoYe4HUKOB apaxnaoHOBasA KMCIoTa COCTaBIIAAET OKOJSIO

20 % OoT cyMMbI XUPHbIX Kucnot. lNpu ruapupoBaHun apaxmaoHoBasi KUCNoOTa
obpa3yeT apaxMHOBYIO KUCIOTY, BCTpeYalLycs B Macrnax 6000BbIX pacTeHUM,

B YaCTHOCTU — apaxuca

3MKO3aneHTaeHoBast KUCNOTa (OMera-3) OauH U3 rnaBHbIX
KOMMOHEHTOB KOMMNMEKCHbIX nunuaoB. bonblwoe konuyectBo MK coaepxurca B

PbIOHLIX XXUpax, MOPCKUX MOSIOCKaX, ANaTOMOBbLIX U OypbIX BoAOpOCHsX.
AOKO3areKCaeHoBasd KUCJ1OoTa (omera-3) BXOAWUT B cOCTaB NIMNuaoB
OonblINHCTBA TKaHeN XXUBOTHbLIX. OANH N3 rMaBHbIX KOMNOHEHTOB KOMMIEKCHbIX

nunupoB. bonblwoe konu4yectBo [ANK coaepXxntcsa B pblIOHbIX XUpax,
300MnsIaHKTOHEe, MOPCKUX MOMJIOCKax, AMHO(PUTOBbLIX MUKPOBOAOPOCHIAX.



BOOOPACTBOPUMbIE BUTAMUHDbI

ButamuH B, - aHTUHEBPUTHbIN

YTN:\L”QJ

TuamuH xnopua. CytoyHaa notpebHocTb 1.5-2.0 mr



BOOOPACTBOPUMbIE BUTAMUHDbI

Ta6auua 3.7. Conepxanue BuTaMua B, B HEKOTOPBIX MPOAYKTAX NHTAHUA

ConepxaHue ConepxaHue
Tpomykr BUTamMHHa B, [Tponykr BuTamuHa B,
mr Ha 100 r mrHa 100 T
[TpopoieHHas nieHU1a 2,0 [oBsXbSA NEYEHb 0,28
CeMeHa MOJCOTHEUHUKA | 1,96 CyILUeHBIN UHXUP 0,21
JIpoxoKu 1,0 ['oBsimMHa 0,18
CBHHHMHA 0,84 YeueBHlA | 0,17
[TureHo 0,73 Coesble 600bI 0,10
Apaxuc 0,63 Kaprodenb 0,09
Ogsec B 3epHax 0,59 IIBeTHas Karycra 0,09
3eseHbIH TOpoLIeK 0,32 Dopenb 0,04
CBHHas MEYEHb 0,30 Mopckoit OKyHb 0,04



dPocopunupoBaHHaa dGopma THamMmuHgudocdar
(TOP) siBnAeTcA nNpPOCTETUYECKOU rpynnoun psaa
depmeHToB. MepuumHckum npenapatr TOP -
Kokapbokcunasza. TAO® Bxoaut B  COCTaB
nupyBatTaermgporeHasHoro Kommnriekca, Heooxogum
Ana Bcex npoueccoB ¢ yyactmem HALO®.

NHo
+
N~ ™ N7 N\
)l\ - \\\S O\ /OH
N p-O OH

d’ P-OH



Bepu-6epy — 3TO0 OGonesHb, KOTOpas BbI3BaHa
HegocTaTkoM BuTamuHa B, B opraHusme 4enoseka
(aBuTamnHos B.). ButamuH B, cnocobcTByeT
HOpPManbHOMY TMPOTEKaHUK MpoLeccoB YrrneBOAHOIO M
Xuposoro oobmeHa. Ero pedovunt npuBoaAuUT K
HAaKOMJZIEHUID B KPOBM YerioBeKka MNUPOBUHOrpagHowu
KUCIIOTbl U €€ MNOBbIWEeHHOU KOHLUEeHTpauuu B HEpPBHOWU
cucteme. [locnegcTtBnem Takoro OUMOXMMMYECKOro
HapyweHna obMeHa BeLlecTB fAABNseTcA 3HuedanonaTus
BepHuke (ocTtpoe nopaxeHue cpegHero Mo3ra) Unu
NnonMHeBpUT (NopaXeHna HEepBHOU CUCTEMbI), TaKoe
COCTOSIHUe BO3HUKaeT y noaeun NnUTaloLLUNXCS
NPeMmMmyLecTBeHHO pPUCOM JIMWLWEHHbIM OOONIOYKU W
HEeKOTOpbIMM BUAaMMU [pPYyrux 3epHOBbIX KynbTyp. B
coBpeMeHHOM obulectBe 3aboneBaHue BCTpe4vaeTcH
peako, B CBfI3W C TeM 4YTO C nNUWen nocTtynaet

AO0CTaTO4YHOEe KoJfin4yeCctBO TUaMUHA.



BOOOPACTBOPUMbIE BUTAMUHDbI

N ButamuH B,
HO——F PubodnaBuH
HO——H ButamuH pocTta
- O—— -

H——F CyToyHasi MOTPEeOHOCTH
2.0-2.5 mr

H4C N _N._-O
| S PP
7 NH

HsC N



PubdoduiaBun




PubodaBun

Fluorescent intensity [RFU]

Normalized Riboflavin fluorescence
spectra
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KodepmeHTHbIEe Npon3BogHbIe

pudodnaBmnHa

OH OH OH OH OH

| | | | | Aodenun
(|3H;_3—CH—CH—CH—CH3—O—ﬁ’—D—ﬁ—D—CHg_ —

T N
e |
DM )
& A

dnaBuHMoHoHyKkneotung (PMH) n
dnaBnHapeHnHanHykneoruna (PA[L1) asnsaroTrca
NnpocTeTU4YecCKUmMu rpynnamm ¢praBonpoTenHoOB.






PMH PAL kaTannsupyroT
peakunun oKUcreHus BelecTB B
KneTKax

1‘1 R

H
[ ” ‘ | t2e+ 20 —

O |

H O
Oxuicentas popma Boccmanoenennas ghopra
puocograsuHa

pudognasuna

®MH + 2& + 2H" < ®MHH,
DAJl + 28 + 2H" «— ®AJIH,






Ta6mua 3.8. Coaepxanue BUTAMHHA B, B HEKOTOPBLIX NPOAYKTAX NHTAHUR

BOOOPACTBOPUMbBIE

BUTAMUHDbI

Mponyr s By it i 100 Mpoaysr 12 B it i 100
CBuHas reyYeHb 3,10 TensiTHa 0,25
[oBsKbS TIEYEHb 3,0 CBuHHMHA 0,22
Tensiybs MeYEHb 3,0 [oBsianHA 0,22
KypuHas ne4ycHb 2,50 Minunar 0,20
JIpodoku 2,0 Horypt 0,19
HIaMnMHBOHB 0,35 Monoko 0,17
Aiiua 0,32 Jlococh 0,16
Benble rpuoOHI 0,30 ABOKaJ0 0,14
Tropor 0,28 Kanycra 0,14




BOOOPACTBOPUMbIE BUTAMUHDbI

BurtamuvH B3 NnaHTOTeHoBast KUMcrnora

\)g\/NH /O
|

CyTo4yHasa noTtpebHocTb 5-10 mr.



Haunbonee BaXHbIM TMpPOMN3BOAHbLIM  SABMNSAETCA
KO3H3UM A (kodhepmeHT auunupoBaHua KoA)

HS—(CHy)>—N Hf("":':'o
| T HOBIHHE(MIHH v((l.‘Hg‘)z
NH
(l.‘:()
I-I(")—(l"H
Hg_c.*—(lf—(.‘H3 0 0 |
(|7‘H: 0 b0 |P|’—(“)—CH3 K Aoy
I'lHaHn'rO;neﬁoscmx C|)H (:|)H P
Kuciomad i b

‘H,0;P—0O OH

A c‘)eﬁoszm
Kosusum A (HS-KoA)



XUMUHNYECKN aKTUBHbIM y4aCTKOM ABJIIAeTCA HS-rpynna

NH,
N XN
O HC, CHy Q@ O </ | )
HS J\A O0—P—0—P—0 =
\/\ N)J\‘/Q/ I_ |_ N N
H H o) O O
OH
<|) OH
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&

R—CHT—OH + HS-KoA + AT® ——> R—ﬁwS-I{oA + AM® + H4P,0-
O O
Anyun-KoA



BOOOPACTBOPUMbBIE
BUTAMUHDbI

Ta6nmua 3.9. Conepxanne BuTamMuna B, B HeKOTOPLIX NPOAYKTAX IHTAHHA

CoaepxaHue BUTa-

CoaepxaHue BUTa-

Mpozyxr muHa By, Mmrua 100 r Hpoaykr muHa By, Mrna 100 r
Tensaybs neyeHb 8,0 TensaTuHa 0,84
TOBSIKBSA TTeYeHb 8,0 CBUHHHA 0,69
KypuHast neyeHb 7,0 ApOy3 0,66
CeuHas NTeYeHDb 6,80 [IperHas KamnycTa 0,56
SIMUHBIN XeNTOK 3,60 T'oBsianHa 0,55
Jpoxoku 3,50 Monoko 0,35
Benbie rpubnl 2,70 Cos 0,30
Apaxuc 1,82 [Tomupopsl 0,30
[IIaMNUHBLOHEI 1,60 KnyoHuka 0,29

~ OBCSAHBIC XJIOIbS 1,10 AOGpHKOCHI 0,27




BOOOPACTBOPUMbIE BUTAMUHDbI

ButamuH B, (PP) — aHTUnennarpnyeckun

CyTo4yHasa noTpebHocTb 15-25 mr
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| I OH | I NH,
Z Z
N N

HukotuHoBas kucnora HwukoTuHamua



Y yenoBeka U XMBOTHbIX CUHTEe3UpyeTcA U3 TpuntochaHa.
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YyacTtByeT B CUHTE3€ HUKOTUHaAMUOOWHYKneoTuaa
HAO v HukotuHamumaauHykneotupdocdara HAOQD
— KochepMeHTOB AerngporeHas.
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HALl-3aBuCuMbIle gerngporeHasbl
KaTanusnpyroT peakuMn OKUCIEeHUS
BelecTB NyTemM agermapupoBaHus
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NAD' + H + 2e- > NADH



BOOOPACTBOPUMbBIE
BUTAMUHDbI

Ta6auua 3.10. Comepxanue puramMina B, B HEKOTOPBIX NPOIYKTAX MHTAHHA

CopnepxaHue ConepxaHue

TIpoaykr BUTaMHHa B, [Tpoayxr BUTaMKHa B,

mrHa 100 mr Ha 100 r
CyiueHble 6enble rpUObI 61,60 KpeBeTku 5,58
CBuHas Te4YeHb 19,20 Kpabul 5,58
[OBSTXbS NEYEHDb 18,50 SumeHb 5,23
TesA4ns NneyeHb 17,0 Osec 4,69
Hpoxcoku 15,20 [HIaMITUHBOHEI 3,90
KypuHas reyeHb 15,20 dopenb 3,34
3aiiyaTiHa 12,03 sHinua 3,11
Jlococe 10,53 Kykypysa 2,57
Kypuua 10,21 Puc 1,90
Cost 9,03 Kaprodenn 1,62
3eneHblil ropoLIeK 1,36




BOOOPACTBOPUMbIE BUTAMUHDbI

ButamuH B, CyTo4yHasi noTpebHOCTb 2-3 M.

OH H o H,N

=

HO HO HO
N OH X OH N OH
Z / Z

N N N

H,C H,C H,C

NMupunaokcon NMupunaokcanb NMupunaokcamuH



ButamuH Be

H—C=0 0 CH,NH, 0
HO . ‘ _CH,—O—P—OH  HO__ ‘c Hy—O—P—OH
H,C™ N~ H:C™ N

ITupuookcanvhocham IHupuookcamingpocgam
(I1JID) (IIAD)

B opraHuame npeBpalyaetTcs B KobepMeHTbI
rmgponas, nmas n nsomepas — nupunaokcanbdocdar
(MN®P) n nupnpgokcanbmoHodocdcgar (NMADP).



BOOOPACTBOPUMbBIE
BUTAMUHDbI

Tabauna 3.11. Coxepxanue BUTaMuaa B, B HEKOTOPBIX NPOAYKTAX NHTAHKA

Copepxanue Conepxanue
Ipomyxt BUTaMuHa By, [Tpoaykr BMTaMuHa By,

Mrua l00r mrHa l00r
Jlococh 0,98 HuyHBIH XeaTok 0,30
Osec 0,96 baHaHbI 0,27
['peuxue opexu 0,80 3encHbIi OoarapcKuii nepell 0,22
Tensubs nmeyeHs 0,80 Apaxuc 0,21
T'OBsSIKBSI TeYeHb 0,80 ®daconb 0,20
Jpoxoku 0,70 Kaprodenn 0,19
KypuHast neyeHb 0,70 Jlyk-niopeii 0,15
CBHHHHA 0,47 dopenb 0,14
[Muenuua 0,45 Kanycra 0,14
ABOKa,uo 0,38




BOOOPACTBOPUMbBIE BUTAMUHDbI

ButamuH B, (donauuH) —pakrop pocra.
Cyto4yHasa noTtpedbHocTb — 0.1 — 0.5 wmr.
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BOOOPACTBOPUMbBIE
BUTAMUHDbI

Ta6:mua 3.12. Coaepxanse BuTamMiia B, B HEKOTOPBIX IPOAYKTAX NHTAHHA

CoaepxaHue CoznepxaHue

[Tponykt BUTaMHHa By, [Ipoaykr BUTaMHHa By,

MKr Ha 100 r MKr Ha 100
Tpoxoku 1200,0 AnebCHHBI 26,64
IMpopoilieHHas MILEHULIA 520,0 JIococh 26,0
['oBsDKbS TIEYEHD 242,0 baknaxaHbl 25,42
CBKHas Me4YeHb 200,0 [IpeTHas xamycra 24,80
(DeHxenb 93,0 BepMuiiennb 21,23
Crexiia 70,20 JaMITUHBbOHEL 20,0
IInuHar ‘ 66,30 KuyoHuka 18,0
Aiiua 65,0 baHaHb! 14,74
Cos 44,0 Orypubl 14,40
IToMuaopsb 37,05 3eneHblif ropolleK 13,20
MaHpapuHbl 37,0 Benbiit x71€6 12,93
MOpPKOBb 6,56




ButamuH B, (ponaumH)

TH

. NH ) ] )
N . ! = COOH
H-N © N NH

Tempacuopogonuesas xucioma (I'TPK unu Hy-chonam)

AKTUBHOM KochepMeHTHON cdopmon ABnsieTcs
BOCCTAaHOBJEHHas donueBasn KUcrora —
TeTparnppocgonuesas kucnora (TF PK) nnu H,-ponar.

®K + HAJID-H + H" = JITOK + HAJ[D
JITOK + HAO®-H + H = TT®K + HAJID



TIPK yyacTtByeT B peakumsax nepeHoca
ogHoyrnepoAaHbIX oparMeHTOB.
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BOOOPACTBOPUMbBIE BUTAMUHDbI

ButamuH B12
NH, KobanamuH

o aHTUMaHeMun4veckuu

CyTo4yHas noTtpebHOCTb
0.005-0.080 mr.

CTpoeHune ycTaHOBIEHO
PEeHTreHOCTPYKTYPHbIM aHanM3om B
1955-1969 rr. [NonHbIN CUHTE3
BrepBble ocyuiecTBneH P.
Byaosopaom (130 xumukoB B
TedyeHue 10 net). PepMeHTAaTUBHDLIN
cuHTe3 (1994 r)—c
ucnonb3oBaHuem 12 cbepmMeHTOB 3a
o~ H 15 yacos.

HO
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BOOOPACTBOPUMbIE BUTAMUHDbI

ButamuH B., BblaensioT U3 MUKPOOHOW Maccbl unu
XUBOTHbIX TKaHeu, UCNOJNMb3yA pPacTBOPbI, coaepKaiwiue,
LuuaHma-uoHobl. NMpu aTom odbpasyerca LUMaHoOKoOaramuH,
KOTOpbIM Ouonorunyecku HeaktuBeH. B coctaB B, -
3aBUCUMBLIX (hepMEeHTOB BXOAUT MeETUnkKobanamMmumH unwu
Ae3oKcuaaeHo3usrikobanamuH. MeTtunkobanamuH
npucyTcTByeT B uuTonsnasme, a
Ae3oKcuageHo3unnkobanamuH B MUTOXOHOPUSAX.
MeTtunko6anamMumH crnyxut KocgepmMeHTOM B peakuusax
TPpaHCMeTUNUpPOBaHUA. [e3okcnageHo3unkobanammH
yyacTtByeT B MeTabonuame MasrioHOBOM KUCIHIOTbI.
OcHoBHOe 3HayeHue BuTamuMHa B.,, obycnoBneHo ero
aHTUaHEeMUYeCKMM AeUCTBUEM.



BOOOPACTBOPUMbBIE BUTAMUHDbI

BHyTpeHHU dpakTop Kacna (ractpomykonpoteu) — KOMMJEKCHoe
coefuHeHMe, cocCTosillee U3 NenTuaoB, OTWENNALWNXCA OT
nencuHoreHa npuv ero npeBpaweHMn B NEerncuH, U MyKOuaoB —
CeKpeTa, BblAensaemMoro Knetkamu CIriIM3ucTtom OOOJSIOMKU Xenyaka
(mykoumtamun). MykomagHasa 4YacTb KOMMMEKca 3awuuiaetr ero oT
rmaponusa nuweBapuUTesibHbIMU (epMeHTaMu U yTUNM3auum
OakTepusiMM KUWIeYHUKa; OenkoBas 4YacTb onpepensier ero
donsmonornyeckyro akTMBHoctb. OCHOBHasi poONb BHYTPEHHero
chakTopa Kacna sakniovyaercsa B obpasoBaHuM ¢ BuUTaMuHoM B,
NnadunbHOro KomMmnsiekca, KOTopbil BCcacbIBaeTCA anuTenuaribHbIMU
KneTkaMuM noaB3OOWHOU KUWKW. BcacbiBaHme ycunuBaeTca B
NPUCYTCTBMM WOHOB Kanbuusi, OukapboHatoB U ¢epMeHTOB
noaXesryao4HoM xenesbl.



BOOOPACTBOPUMbIE BUTAMUHDbI

B nnaswve kpoBu BuTamuH B., cBA3biBaeTcA ¢ Oenkamu nnasmbl,
obpa3ysn 6enkoBo-B,,-BUTaMUHHbIU KOMIJIeKC, KOTOpPbIN
aenoHupyetcss B nevyeHn. OH ycunuBaeT KpPOBETBOPHYH (YHKUUIO
KOCTHOro MoO3ra, a Takke (PyHKUMN HEepPBHOU TKaAHU U Xenyao4HO-
Kuwe4yHoro Tpakrta. Cekpeuusi BHyTpeHHero cpakropa Kacna moxert
CHU3UTLCA WUNN TMONIHOCTLID MNPEKPaATUTLCA TMNpPU  NOpPaAXKEeHUwU
Xenyao4yHoO-KMLEeYHOro Tpakta (Hanpumep, npu BochNanuUTesibHOM
npouecce, pake), npu yaarieHMM 4acTu Xenyaka UNU TOHKOU KULLKU
MT. A0 B 3tnx cnyyasax HapywaeTcs CBfi3biBaHMEe U BcacbiBaHue
BUTaAMMHA B12, 4yTO nMNpPUMBOOAUT K pPasBUTUIO B12-p,ecbuum|-|ov’|
MeranoonacTtHon, UNN NepPHULUO3IHOU, aHEMUM .



BOOOPACTBOPUMbBIE
BUTAMUHDbI

Tabimna 3.13. Conepxanue BuTamMuna B,, B HEKOTOpPbIX npoayKTax NIHTaRKSA

CoaepxaHue BUTa-

ConepxaHue BUTa-

Upamyxr MHHa B),, MKr Ha 100 r Tpozyxer MUHa B,;, MKT Ha 100 r
Tensiuns mevyeHb 80,0 Popenn 2,54
T'OBsSXbst ITeYeHb 70,0 bapanuna 2,46
KypuHas neyeHp 43,0 Tenaruna 1,85
CeuHas neyeHn 25,0 Fopsouua 1,80
Ceapap 4,86 Situa 1,70
AWyHbBIR XxenTok 3,80 Tropor 0,93
Jlocock 3,0 Tpecka 0,77
CBuHHHA 2,78 Monoko 0,36




BOOOPACTBOPUMbBIE BUTAMUHDbI

Butamuu C — ackopbmHoBasi Kucnora.
CyTto4yHasa noTtpedbHocTb — 80-110 mr.
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Butamunu C — ackopbuHoBas

KUCIoTa




Tabauua 3.14. Conepxanne suramuna C s HEKOTOPBLIX NPOAYKTAX HUTAHMS

Cozepxanue Conepxanne
Ipoaykr BHTaMuHa C, INpoaykr BuTaMMHa C,
MrHa 100 r MrHa 100 r
Obnenuxa 270,0 AnEeNbCcHI b 50,0
Yeprias cMopoauna 180,0 LiseTHas karycra 45,26
3eneHriit Gonrapckuit nepeir 139,0 Inunar 42,50
ITetpywika 96,0 KpacHas cMoponuna 40,0
Denxenn 86,49 KpbikOBHUK 35,0
IIyvnoBHUK 84,50 JIMMOHEI 33,92
bpoxxonu 71,50 JIbIHS 30,0
Kusu 69,60 I'peiindpyT 26,40
XpeH 62,01 3eneHbId canaT 25,50
lIpodonxncenue
Conepxanue ConepxaHue
Mpoaykt BuTaMuHa C, Hponyxr BuTamuHa C,
MrHa 100 r mr Ha 100 r
Kanycra 60,50 Manuna 24,0
Kny6Huka 58,20 TToMua0pbl 20,90
Kgauienas kanycra (6¢3 coka) 20,0




Butamunu C — ackopbumnHoBas

KUCJ10Ta
HO OH o 0
c=c_©H De, -2H* o
0=C_  CH-CH—CH,0H 0=C_  CH-CH—CH,0OH
07 +2e, +2H" Qo
A4 c;\'()péuyoga;:[ ﬂec’IIOPOCICKOpélIHOGCI}?
Kuciomd Kuciaoma

B opraHn3mMe 3T1Ta cornpsaxXeHHasd OKUCIINTesibHO-BOCCTaHOBUTEJ1IbHAan
napa sABnsdeTcsd akKTuBHbIM aHTUAOTOM CBOGOAHOpa,DMKaHbeIX

peakuuin, npoTeKaHne KOTOPbIX YCMNMBAETCA MPU MaToNornveckmx
COCTOSIHUAX. ACKOpOMHOBasi KUCMOTa Yy4yacTByeT B CUHTese
HepomeanaTopos, ropMOHOB, o6pa3oBaHuu KonnareHa,
BoccTaHoBrneHun noHos Fe®* oo Fe?" n Bo MHOrMx apyrux.



ButamuH C — ackopbuHoBas
KUCnoTa

Ocob6eHHOCTU BMoXuMn4eckmnx hyHKUMn BuTammHa C:
1) OTcyTcTBMe B OMONOrM4ecKom AencTtBumn KohepMeHTHbIX
dyHKUMN.
2) YvyacTtue B CUHTe3e 6enkoBoM 4YacTu OonbLIMHCTBA (hepMeHTOB

3) OTcyTtcTBMe nyTen OMOCUHTE3a BUTaMUHA B OpraHu3mMe 4yernoBeka
B OTNM4YMe oT OONbLUMHCTBA XXKUBOTHbIX.

KonnareH, CUMHTEe3MpPOBaHHbLIA NPU HeOJoOCTaTKe WM OTCYTCTBUU
ButammHa C, He cnocobeH K oOpa3oBaHUIO MNOJIHOLEHHbIX
BOJZIOKOH, YTO SAIBJISE€TCA NMPUYNHON MOPAXKEHUN KOXWN, JIOMKOCTMU
COCYyA 0B U APYIrUX NPU3HaAKOB, XapaKTepPHbIX ANA LMHI.



ButamuH C — ackopbuHoBaa KUcnoTa

CuHTe3 KonnareHa v o6pasoBaHMe BOJIOKOH OCyLUuecCTBJIAeTCA B HECKOJIbKO 3TanoB.

TUEr D s e e

COopka a-uenen Ha pubocomax aHgonnasmMmaTuyeckom cetm ¢pnbpobnacros.
OGpa3oBaHue npoToKosnareHa.

f'mapokcunupoBaHne U obpasoBaHMe NpoOKosnareHa.

MmMukocunupoBaHue n obpasoBaHue TPONOKosnareHa.

CeKkpeuunsa TponokKorsiareHa U3 KrneTku.

NMonumepusaumnsa B pndpunnol.

OGpa3oBaHue KonsareHoBOoro BOJSIOKHa.

I'Iocne BO3HUKHOBEHMUSA KaXxaana a-Lenb HAYUMHAeT BbITANrMBaTbLCA U OO0 bEeANHATLCSA

Cc AByMA apyrumu uensamu. Npu aTom mexay uensamum odbpasyrorcs
BOAOPOAHLIE CBA3M — BOAOPOA NPUKPENNAETCA K aMUHOrpynne nnu
rMAPOKCUNBLHON rpynne, oopasya CBA3b C COCeAHMM KMCNOPOAOM OnmKaulluen
KapObokcunbHOM rpynnbl. BoaopoaHbie CBA3M ABNAKTCA CradbbiMU, MO3TOMY B
AanbHeULIeM MoneKyna KonsareHa ykpennsietca 6onee npoYyHbIMU CBA3SIMMU.
OaHOBpEMEHHO B a-LensiX NPoucxoasT peakuuu rmapoKCUnupoBaHus
NPOSfiIMHA U NIM3NHA, KaTanu3npyemblie COOTBEeTCTBYHOLWMUMM rMapoKcunasamm (c
y4yacTueM ackopOGUHOBOM KUCIOTLI, Fe , MoneKkynspHoro kucnopoga v a-
KeTornioTapara). 3a c4eT o6pa3oBaHNsA BOAOPOAHbLIX CBA3enU rMAPOKCUNPOSNH
y4yacTByeT B cTabMnusaumm KonnareHoBou cnupanu. Yepes ruApoKCUNbHYO
rpynny ruapoKCUNM3nHa K KonnareHy npucoeavHAeTcsa nonucaxapvi, a B
AanbHeULWeM rmapoKCUNN3vH NpUMHUMaeT y4yacTtme B o6pa3oBaHuUM
nornepe4yHou NcH4ep4YeHHOCTMU.



ButamuH C — ackopbuHoBasa KUcnoTa

KonnareH oTHOCUTCA K TeM HEMHOINMM Genkam >XMBOTHOIO NMPOMUCXOXAEHUS,
KOTOpble coAep)XaT OCTaTKM HeCTaHAAPTHbLIX aMUHOKUCNOT: okono 21 % ot
oowero 4Yucrna OCTaTKOB MNpPuUXoaUTCA Ha  3-rTMAPOKCUNPOSiUH, 4-

rMMAOPOKCUNPONUH U 5-TMAPOKCUNN3NH. BaXHbIM MOMEHT B CUHTe3e —

peakumMm ruapoKCUNIMPOBaHUA, KOTOpPble OTKPbIBAalOT MNyTb AanbHEULIUM
moandukaumam, HeooxoauMbIM AN co3peBaHUA KonnareHa. Katanusupytor
peakuumu rmapoKcUnmMpoBaHua cneundmnyeckme ¢hepMeHTbI. Tak,
obOpa3oBaHue 4-OKCUMPOS&IMHA KaTanu3vpyeT MPONIMHIrMapoKcunasa, B
aKTUBHOM LIEHTpEe KOTOpPOM HaxoauTtcsa Xene3o. PepMeHT akTUBEH B TOM
criyyae, ecCnuM Xene3o HaxoAuTcA B AByxXBaneHTHou d¢opme, 4TO
obecneunBaeTcss ackopbuHoBoun kucrnoton (ButamuH C). [Oecumumut
aCKOpPOMHOBOM KMUCIOTbl HapyllaeT Mnpouecc rUapPoOKCUIIMPOBaAHUA, YTO
BNIUSIeT Ha AarbHeUlWMe CTaguM CUHTe3a KorJiareHa- rrvKkosunupoBaHue,
otwenneHne N- n C-koHueBbIX NnenTMAoB U Ap. B pe3ynsrate CUHTE3npyeTcH
aHOManbHbIWU KorsiareH, 6ornee pbIXAbIU. ITU U3ZMEHEHUA fieXaT B OCHOBE
pPa3sBUTUA LUNHIU.



ButamuH C — ackopbuHoBaA KUcnoTa

MNMponun-3-rmgpokcunasa AeucTByeT Ha HEKOTOpPbIe OCTaTKM NpornnMHa B X-
norioxxeHnax. Heo6xoAMMbIMM KOMNOHEHTaMU 3TOMN peakuumn SABIAIOTCA
ocketornytapart, O, n BuramuH C (ackopbuHoBas kucnora). loHopom
aTomMa Kucriopopaa, KoTopbin npucoeanHsietca K C-4 nponuHa, ABnaeTcs
monekyna O,, BTopou atom O, BKIlO4aeTCA B CYKLMHAT, KOTOPbIX
obpa3yeTcs npu geKapoboKkcMnnpoBaHUN a-KeTornyrtapara, a u3
kKapOoKkcunbHOM rpynnbl a-ketornytapara obpasyercsa CO, .

f'mapokcunasbl NPosiHa U NIM3MHa coaepXXaT B akTUBHOM LIEHTPe aToM
xene3sa Fe?*. [lna coxpaHeHus aToma xene3sa B peppodopme Heob6xoanm
BOCCTaHaBNMMBaKLWMKN areHT. Ponb 3TOro areHTa BbINOSHAET
acKkopOuHoBast KUCNOTa, KOTOpPas Fierko OKUCIAeTCs B
aernapoackopouHoByro kucnorty. ObpaTtHoe npeBpaLleHue npoucxoauT B
chepMeHTaTMBHOM npouecce 3a CYHET BOCCTAHOBNEHHOrO rnyTaTuoHa.



ButamuH C — ackopbuHoBas Kucrorta

H
¥ 5k s
N——C-CO CoO0 f'mpopokcunmpoBaHue NporiHa
Ocrarok Mpo— Hz(lli4 3cl:H ;s (CI:Hz)z v Ok Heo§xo€mmo Ansa crabunusauumn
cHq C=0 TPOWHON cnupanu KonnareHa,
Mponunrmppoxkcunasa coo” &K OH-rpynnbl ruapokcunponunHa
2+ ¥
Fe Ny 008 @ €00 (Hyp) yuyacTsyioT B 06pa3oBaHum
AckopBuHOBas KMCNOTa | (CHz). BOOOPOAHbIX cBA3en. A
NG Hco ¢=0  ruppokcunupoBaHue nusnHa
Mpo-a-uent O O4YeHb BaXXHO AN NocneayloLero
OcraTtok Hyp— HzC CH Konnarexa
>c< oOpa3oBaHMA KOBaNeHTHbIX
H OR _ cBA3el Mexay MorneKynamu
0 H . l O H KonnareHa npu céopke
- |
C-C=c-C- C CH,OH » C-C=C-C-C-CHOH KonnareHoBbIx oubpunn.
O OHOHH OH rs-s:r 2r-s; WO O O H OH
AcxopbuHosasn HernppoackopbuHosas
KMcnoTa Kucnora

NMpu uuHre - 3aboneBaHMM, BbI3BAaHHOM HeApocTaTKOM BuTamMuHa C, HapyuwaeTtcs
rMapoKcMnMpoBaHue OCTaTKOB NMponuvHa v nusmHa. B pesynbrate atoro obpasyrorcs
MeHee MPOYHble U CTaburnbHbIe KOJSINlareHOBble BOJIOKHA, YTO MPUBOAUT K OOnbLUOU
XPYNKOCTU U JFIOMKOCTU KPOBEHOCHbLIX COCyAOB C pa3ButueM uuHrn. KnuHnyeckas
KapTUMHAa LMHIM XapakKTepu3yetcd BO3HUKHOBEHUMEM MHOXECTBEHHbIX TO4Y€YHbIX
KPOBOMU3NUAHUA MNMOA KOXY W CIIM3UCTble OOONIOYKU, KPOBOTOUYMBOCTbLIO [OECEH,
BbinageHnem 3y6oB, aHeMuen.



BOOOPACTBOPUMBIE
BUTAMWHDbI

O R = (Cl’)H)]O))

Pymun

ButamuH P (pnaBoHOMAbl). CyTo4yHasa NoTpeObHOCTL 25 Mr.



BOOOPACTBOPUMbIE BUTAMWUHDbI

CoeguHeHunsa, oOpasywwwme rpynny ButammHa P, B
npouecce mMetabonuama npeBpawaloTcad B (PeHOsbHbIe
KUCIOTbl, KOTOpPbleé WCNONb3YyKTCA OpraHMaMomMm AOns
CUHTe3a YOUXMHOHA W psaAga ApyrMx apomMaTUuvyecKux
ouocoeaUHEHUMWN. dnasBoHOUAbI obnaaaro
COCYAOYKpPennAaAwwWmMMm U1 akKTUBUPYHOLIMM AOEeUCTBUEM,
CNOCOOCTBYOT noAdepXaHWD B XOpPOoLEeM COCTOSAHUMU
KorJsareHa. OTmevaeTcH BbIPa)XeHHbIN CUHepru3m
aencteua ButamumHa P ¢ ButammHom C. bnodnaBsoHouabl
NOBbLIWAKT yCBOSIeMOCTb U 3dppeKTMBHOCTL BUTammHa C,
npeaoxpaHsia ero oT OKUCIeHuUs, UX criegyet NPUHUMAaTb
BMecTe (aCKOPYTUH).



BOOOPACTBOPUMbIE BUTAMUHDbI

ButamuH H — OMOTUH.

CyTto4yHasa noTtpebHocTb 0.15 - 0.3 mr




Ta6auua 3.15. Conepxanne sutamMuia H B HEKOTOPLIX BPOAYKTAX NNHTAHHA

Mpoaykr o B, i v 100 Mpoxyxr it B, Mkt s 100
ToBsIXBS NEYEHb 100,0 baHaHbi 3,35
T poxcoku 60,0 MopKOoBb 3,28
S uuHbL XENTOK 57,0 Horypr 3,0
Teassund nevYeHb 50,0 KnybHuka 2,91
CBHHag NnevYeHb 30,0 YepHasi CMOPOIHHA 2,40
OBcsIHbIE XJIOMbs 20,0 PeHxenb 2,33
[HaMmUHBOHBE 11,20 Kypuua 2,0
Tsopor 6,02 bpycHuka 1,88
Moo | i toor | Teome | Coemawe s
Ununar 5,87 O6nenuxa 1,80
Cos 4,0 ANESTLCHHBI 1,50
(acosnp 3,72 Yephuxa 1,08
Moitoxo 3,50 BuiuHa 0,40




BuoTnH obpasyetr amMuaHy0 CBfI3b C £-aMMHOrPynnou
NMM3NHa, B pe3ynbrate obpa3syetrca 6OuoumH (KoR),
BXOAAWMMA B aKTUBHbIU LUEHTP OMOTUH3aBUCUMBbIX

depmeHTOB.
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buonun (KoR)



ButammHonogoOHbIe
BOOOpPaCcTBOpPMMbIE BellecTBa
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Xonun C:HOH
COOH Opomoeas Kucioma
Hnoszum

napa-Amurnoden3solina
Kucioma

n-AMMHobOeH3oMHaA kucnota (ButamuH H,) Bxogut B cocTaB
donueBon  KUCNOTbl, aKTUBUPYET CHUHTE3 MNYPUHOBbLIX MU
NMUPUMNONHOBbLIX OCHOBaHUWU, BNUsieT Ha (PYHKUUIO LWMTOBUOHON
Xenesbl, fABNAeTcA ¢akTopoMm pocTta U pa3BUTUA OPraHU3MOB.
AHTHMOKCcngaHT. PacnpoctpaHeHa BO MHOrMMX nuLWEeBbLIX NpoAayKrax

(neyeHb, NO4YKKN, cepaue, rPUOLI, APOXKU U Op.)



ButamMmuMHonopo6Hble BoAOpacTBOPUMbIe
BellecTBa

XonuH (BUTamuH B,) — yyacTByeT B cuHTe3e ¢hocdaTnaos,
aLeTUNxosivHa U sIBNSieTcA AOHOPOM METUSIbHbIX Fpynn B
peakuusax TpaHcMeTunupoBaHusa. CooepXuUTcsa B MAcCe U
npoAaykKrax, nosily4yaemMbiX U3 35f1aKOBbIX pacTeHUMN.

WHo3ut (BUTamMuH B;) wWKMpoKO pacnpocTpaHeH B
pacTUTENIbHbIX W  XUBOTHbIX TKaHAX, CAOEPXUTCH
npenmyLwiectBeHHO B Buge acpumpa poccopHom KUCNOTbI —
dutnHa. MCTOYHUKOM ABNAKTCA MSACHbIe MNPOAYKTDI,
oBoLWM N ppyKTbl. CyTOUHaA noTtpebHOCTL 1-1.5 Mr.

OpoTtoBass kucnota (BuTammH B,;) ycunuBaeT pocT
MUKPOOPraHM3MOB Yy BbICLUUX XWUBOTHbIX, BKNOYaeTcs B
cocTaB NMUPUMMOUHOBLIX HyKneotuaoB. CogepXxutca B
nevyeHu, Monoke, ApoxOKax.



ButammHonoaoOHbIe
BOOOpPaCTBOpPMMbIE BellecTBa
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Ianeamornosas Kucioma
Jiinoesas xKucioma

Jlnnoeas kucnorta (ButammH N) BbINONHAET pPOnb
KohepmeHTa B peakumax OKUCIIUTESIbHOro
AeKapbokucnmpoBaHus 0-KETOKUCJIOT. LLinpoko

pacrnpocTpaHeHa B pPacTeHUAX WU MUKPOOpraHm3max.
CyTo4yHas noTpedbHOCTb 1-2 Mr.

lNaHramoHoBasi  kucnora (BuTamMmH B.) cnyxur
MCTOYHUKOM MOABUXHbIX METUMbHLIX rpynn. Y4acTByeT B
OnocuHTe3e xoriuHa, xornmHd¢gpocdaTnaos, KpeaTuHa un ap.
yrnyJlaeT TKaHeBOe AblXaHne, aHTUOKCUOAHT.



ButammHonoaoOHbIe
BOOOpPaCTBOpPMMbIE BellecTBa

CH;
HOOC—(|'_‘H—CH3— CH,—S—CH; HOOC—C Hg—ﬁfH—c Ho— 1\|ri(‘H3
NH, OH CH;,

Memuanemuonun Kaprumuin

MetunmetnoHuH (ButammH U) sABRsieTcA aKTUBHOMU
cdbopmon MeTMOHMHA. Y4YacTBYeT B CHHTE3e XONnMHa U
KpeaTuHuUHa. CoOepXUTCA B COKaxX CbIpbIX OBOLEWN,
OCOOEeHHO B KanyCTHOM COKe.

KapHutuH  (ButammH B.) yuvacTByeT B nepeHoce
ANMUHHOUENOYe4YHbIX auuyioB XWUPHbIX KUCMOT 4epes
MeMOpaHbl MuTOXoHApuU. Ctumynupyetr  yHKUUIO
nogxenyaodyHon xenesbl. CopepXutcad B MSICHbIX
npoAaykKTax.



buomeTtannobl

PYHKUMM MeTansiIoB MU UX COeAUHEHUU B XKUBbIX
OpraHuamMmax 4pe3BblYaHO MHOrooopasHbl. WOHLI
MeTarnyioB B XUBbIX OpraHnamMax HaxogsaTcAaA wnn B
rmapaTupoBaHHOM COCTOSIHUM Unu B Buae
KOOPAUHALUMOHHbLIX CcOoeAuHeHMn ¢ OuonuraHpamum (B
OCHOBHOM Oenkamu). Ha gono metannoB NpuUxoauTCcs
Bcero okono 3% macchbl Teria yerioBeka.

OdecATb MeTannoB, XW3HEHHO HeoobXxoAMMbLIX AnS
OopraHu3ma, nosfiyuyumrniu HasBaHue «meTansibl XU3Hu». K
HUM OTHOCATCA: KanbLWUW, Kanuu, HaTpuUWU, MarHum,
Xerne30, UMHK, Me4, MmapraHeud, MonmbaeH n Kobaner.

Ha Owuonornyeckyro akTUBHOCTb M TOKCUYHOCTb
coeAVHEeHW MeTannoB BNMSAET WX pPacTBOPMMOCTbL B
BOAE U NIUNUAHbIX CNOAX KNEeTOYHbIX MeMOpaH.



buomeTannobl

Hatpuun. B opraHname B3pOCnoro 4yerioBeka caepxaHue
MoHOB HaTpusa cocTtaBnseTt okorno 100 r. 44% HaxoguTcH
BO BHEKNETOYHON XMUAOKOCTU, 9% BO BHYTPUKIIETOYHOM,
OoCTanbHOe B KOCTHOU TKaHU. OCHOBHasA pPofib KATUOHOB
HaTpua 3akrw4yaeTcd B y4YacTUM B paboTe «MOHHOro
Hacocan.

Kanun. CopgepxaHme kanusa B opraHmame okorno 160 r,
96% copepXUTca BHYTPU KIEeToK M Tonbko 2% BO
BHEKNETOYHON XuAKocTU. MOHBLI Kanua y4yacTByHT B
nogaepXXaHMM OCMOTUYECKOro AaBrieHUus, B rnpoueccax
aKTuBauumm depmeHTOB, COKpalleHus MbILUL,
npoBeAeHUs HEPBHbLIX UMNYJILCOB.



buomeTannobl

MarHuu. B praHu3ame 4ernioBeka cogepxucss okoo 19 r
MmarHus (59% B KOCTHOM TKaHWU, OEeHTUTEe U 3Manu 3y6oB).
ExecytoyHoe notpebrneHne wmarHua 0.7 r. MarHum
ctabunuanpyet OHK, katanusunpyer tpaHckpunuuio PHK,
yyacTtByeT B obpa3oBaHuU akKTUBHbIX ¢popm ATO® n AMO,
ABNAETCA KOMMJieKcoobpa3loBaTenieM B Xrnopodunne wm
pacnpocTpaHeHHbIM aKTUBaToOpoM (pepMeHTOB.

Kanbuun. Obwee cogepxaHmne okono 1 kr (99% B KkocTHOM
N 3yOHOM TKaHsX). CyTo4yHas NOoTPeoOHOCTbL He MeHee 1T, T.
K. Tonbko 50% BBOAMMOroO C NULLEU KarnbLUuna ycBauBaeTCH
opraHnamom. CoeaAMHEHUA  KNbUUA —  [NaBHbIN
CTpouTesibHbIN MaTepuan ckKerieta (OCHOBHOM MUHepan
rmgpokKkcuanaTmr Ca,(PO,),(OH),). B xumakoctax
opraHmMama HaxoguTCA B MOHU3NPOBAHHOM CBA3aHHOM C
OvonuraHgamuv COCTOSIHUM.



bBuomeTannobl

Menb. B opraHname copgepxutca okono 100 mr meaw,
npunyem 1/3 3aToro Konnyecrtsa B MbILLEYHOU TKaHu. B
HacTosLee Bpems U3BECTHO OKOJo 25
MeAbcoaepXxawmnx 6enkos n pepmMeHTOB (OKCUreHasbl,
rmaponasbl, okcuaasbl). BaxHbIM MeabcoaepXawmum
Oenkom saBnNfAeTcA uUepynonsiasMMuH — y4vacTByeT B
okcuneHumn xenesa (lI) n TpaHcnopTe MOHOB MeaMm.
[emMoLUMaHUH copepXncs B KPOBU MOPCKUX XUBTHbIX U
yyacTBYyeT B rnpouecce CBA3biIBaHNUA U OCBOOOXAEHUSA
Kucrnopopga (B oKUcrieHHou cpopme — CUHUN).



Bbuomertannbi

LlepynnonnasmuH
(dbepokcupasa) —

MeAbcoaepXawumn
rmuKkonporeuna,
OTHOCSILUMUCA K a. -
rmooynMHOBOMU
dpakumu nnasmbl
KpOoBU
MJIeKOMUTaIOLWMX.




BbuomeTannobl

HunxHaa yactb Tena Kpaba
Cancer productus umeer
dmonetoBbIN UBET bnarogaps

| remoumaHuHy .
S\Hist 77 His328 /J W\ Hislzy 7 ol -

h

eMmoLUMaHUH — AbiXaTesibHbIA MUTMEHT U3 rPynnbl
MeTannonpoTeMHOB, ABNSAeTCA MeAbcoaepxawmm byHKUMOHANbHbIM
aHanorom remorno6uHa, ogHaKko B OTNIM4YME OT HEro He COAEPXKUT
nopgpMpUHOBOro U1kKna, Meab B cybbeanHuue remoumnaHuHa cBsizaHa
HenocpeACcTBeHHO ¢ 6enkoBbIMU LensiMu. BcTpeyaeTca B KpoBu
MOJIITIOCKOB, YJIEHUCTOHOIUX U OHUxodop.



buomeTtannsli

feMmoumnaHuH )
PYHKUMOHANbHbLIN
YNeHUCTOHOINMX aneMeHT cybbeanHuLbI

1x6 (MoHOMeEp,
COCTOSAILUMWA U3
6 cybbeauHuu)

OkcureHMpoBaHHas
cy6beanHula remoumMaHuHa

, . lemounaHuH OCbMMHOTra.
’ CybbeauHuua MONNMKCKOB
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buomeTannbl

LinHk. B opraHusme 4enoBeka cogepxutca 1.4-2.3 r
LMHKa, KOTOpPbIN pacnpeaerneH B Koctax (20%), nna3me
(6%), wmblwgax (65%), aIputTpouuTax, MnevYeHwu,
noaxenyno4vHou xenese. LIMHK BxoanT B cocTtaB bonee
40 depmMeHTOB, KOTOpbleé KaTanusupyrwT rupponus
nenTnaoB, 0enkoB, HEKOTOPLIX 3hnpoB U anbAErnaos.
Haunbonee N3yYeHHbIM depmeHTOM ABNsIeTCA
KapboaHrugpasa.



KapboaHrngpasa li

WoH umnHka B ueHTpe. CnpaBa Noka3aH akTUBHbIW LIEHTP, B KOTOPOM MOH LIMHKA
KOOPAWHALMOHHO CBSI3aH C TPEMSA OCTaTKaMu rMCUAMHA U TMAPOKCUSIbHOWN

rpynnomn.



Bbuomertannbi

mMnokcanasa |
(nakTournytatuoHnuasa
EC 44.1.5))

MOHbI UMHKa NnoKa3aHbl B
Buae AByX CbVIOﬂeTOBbIX

cdep.




buomeTtannsl

MonubaeH. B buonornyecknx XuakKoctsxX YyCTONYUBLI
coeaAnHeHUs1 monmobaeHa co cTeneHbo OKUCNeHus +5 u
+6. B opraHname o6HapyxeHo okono 9 MKr monmoaeHa,
U3 HUX 5 MKr B KOCTSIX U 2 MKr B neyeHn. MonmnbpeH
BXOOUT B coCTaB 7 (PepMEeHTOB, KaTaliM3npyroLimnx
OKUCINTENIbHO-BOCCTAHOBUTESIbHbIE peakuum,
CBAiI3aHHble C MNepeHOCOM Kucnopoga, OOMEeHOM
CJZIOXHbIX ©OefnikoB B OpraHnMamax >XWUBOTHbIX W
pacTeHUM.



buomeTtannsl

MapraHeu,. fABnsieTca BaXHbIM OMOreHHbIM 3rieMeHToOM.B
opraHax U TKaHAX copepXutca okono 20 mr mapraHua.
MapraHeu obpasyet KOMMJIEKChb C Genkamu,
HYKNEeMHOBbIMU  KMUCNOTaMM U aMMUHOKUCIIOTaMMu,
KOTOopble ABNAIOTCA COCTaBHOM YyacTbH
metannodgepmeHTtoB. Hanbonee wn3BeCcTHbl apruHasa,
XOFIMH3CTepa3a, nMpyBaTKapbokcunasa v ap. [lokasaHo
yyacTve mMapraHua B OMocuHTe3e xnopodunna, BUTanHa
C, ButamunHoB rpynnbl B n gpyrux omocoeguHeHun.



buomeTannobl

Keneszo. B opraHu3aMme d4ernoBeKa copepXuTca S5 T
Kerne3sa, oonbLuas yacTb KOTOpOro (75%)
cocpegoTtoyeHa B Buae reMoBOro Kommnrnekca B
remornodbmHe KpoBu, MMOrNOOMHE MbILLL, U HEKOTOPbIX
remcogepxawux d¢epmeHtax. XXeneso npucyTcTByeT
BO BCEeX KreTKax XKMBOro opraHu3ma.

Kobanbt. MpucytcrByeT B pacTUTESIbHbLIX U XKUBOTHbIX
TKaHSAX. B opraHname B3pocnoro  4yenoBeka
copgepxutca okorno 1.2 mr kobanbra. bonblwas 4acTb
3TOro KonuyectBa HaxoOoMTCA B KOCTSAX WM MbllLax
(rmaBHbIM obpasom B Buae ButamuiHa B_,). bnarogaps
yyactMio BuTamMHa B,, B  depMeHTaTUBHbIX
npoueccax, KobanbT BnuMsAeTr Ha OOMEH YrneBoAoB,
OenkoB, nNMNUOOB W MUHepanbHbIX COeANHEHUN,

y4yacTBYEeT B Nnpouecce KPOBETBOPEHMUSI.



