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JIEKIIUS
BOJIOPACTBOPUMBIE
BUTAMMUHBI

JloueHT AHToHOBa 7K.B.



MAAH AEKUUU

I. Knaccudgukanuss 1 HOMEHKJIATYPAa BUTAMHHOB

II. BonopacTBopuMble BUTAMHHBI

1) I'pynnsi B: But Bl, B2, B3, B6 ( Ha3zBanus, HCTOYHUKH, CyTOUHASI TOTPEGHOCTH, XAMAYECKAST
hopMysia m akTHBHBIE TPYNNBI B CTPYKTYpPe BUTAMUHA; (popMyJia KopepMeHTa, colep:KaIIero BUTAMIH; (ePMEHTHI C
ITUMH KO()epMEHTAMI; OCHOBHbIE PeaKINU, KaTaJIu3upyemMbie ITUMH (pepMEHTAMM; KJIMHUYECKHE NPOosiBJIeHuUs (a)
TMIOBHTAMHHO3a, B TOM YHCJI€, B POTOBOii MOJIOCTH).

2) But C (na3Banus, popmbl AK, HCTOUHMKH, CYyTOYHAN MOTPEOHOCTH, XUMHYeCKHE (GOpMYJIbI

AK-5

ACKOPOMHOBOM M JerHIPOACKOPOMHOBOM KUCJIOTHI (OKUCIUTEIbHO-BOCCTAHOBUTE/IbHASA Mapa),
Hble rpynnbl B GopMyJie BATAMUHA; AHTUOKCUAAHTHBIE CBOMCTBAa AK U pyrue ouosioruyeckue (PyHKIMM;
VIMHUYECKKe MPOABJICHUA (2)TUMOBUTAMUHO32, B TOM YK CJIe, B POTOBOM IMOJOCTH).

III. Ipunoxenue. Burt. P, B5, H, B9, B12, (nasBanus, ¢opmyibl BUTAMHHA, HA3BAHUS KOQEPMEHTOB,
HAYBaHWM GepMEHTOB, peaKkiuu ¢ UX Y4aCTHEeM; OCHOBHbIE NPOSIBJICHHS HEI0CTATOYHOCTH).

IV. Ilpunoxkenue. BurammHonogo0HbIe BemecTBa

V. Ilpuiaoxenue. Bo3aMo:kHbIe HAPYIIEHUS 00MeHAa U (PYHKIMI BUTAMUHOB

VI. Cniucok JiuTeparyphbl.




BOAOPACTBOPUMBIE BUTAMUHbBI




1) Ucnoan3yloT 3arjiaBHble
OYKBBI JIJATHHCKOIO ajihaBuTA C
HUKHUMM MHIEKCAMH.

2) Ha3panus oTpakant
XHMHYECKYI0O IPUPOAY WJIH

) GYHKILMIO BUTAMHHOB

(coznacno npeonoscenuio Mexcoynapoonozo -
CO103a YUCMOU U NPUKTIAOHOU XUMUU

(IUPAC)







BUTAMMUHBI TPynnbl B




TUAMWUH (AHTUHEBPMWUTHbI W)

1. UICTOYHUKM:

OoraTtbl B1 APOXOKU, XA€0 U3 MYKM
rpyooro noMmoAq, oTpyou, rpedyHeBsas
Kpyna, puc, opexm (MMHAGOAb, Apaxmc,
doUCTALLKU U AP.), CBUHUHA, PACOAD,
ropox, cos.

2. CyTo4HOSA NOTPEeOHOCTD:
AASl B3POCAOIro YyeaoBeka 1,2 - 2,2 mr.

3. But. Bi-cbopmyaa (Puc. 1)




But. B1- POPMYAA
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PUOAOTUYHECKASA POADbBuUT. B

1. O6pa3syeT kodbepmeHT: TAP (TNP); (Puc. 2)
2. TAP (TMNP) BXOoAUT B cocTAB PEPMEHTOB:

a) MupyBaTtaeruaporeHassi (1.2.4.1)

MBK » CH3-CO-SKoA

JTO NMPOoUEecC OKUCAUTEAbHOro aAekapobokcuamposanus MNBK
(1l-9 cTaAMA A3POOHOro OKUCAEHUS TAIOKO3bl)
O6pa3oBaHHbin CH3-CO-SKoA

UAeT Ha cuHTE3
XOAECTEepoAqQ,
>XXUPHbIX KUCAOT, ~A ATd

ALLETUAXOAUHA

OKMCASIe'\I'CSI B LLITK




PUOAOTUHECKASA POADbBUT.B1

0) a-KeTorayTaparaermaporeHassi (1.2.4.2)

'

a-KETOTAYTAPAT > CYKUUHUA-KOA

npoLecc OKMCAUTEAbHOro AekapbokcuamposaHusa a-Kr
(3BeHo LLTK)
O6pa30BAHHbIUN CYKLLMHUA-KOA

a

WaeT Ha cuHTes YyacTteyeT B LLTK
rema N

- ATP

ICh e




PUOAOTUYHECKASA POADBUT. B




MPUNOXEHUE: HeAOCTATOYHOCTb BMUT. B1

MOAEKYASPHOS OCHOBA OOMEHHbIX HAPYLLEHM MPK PA3BMTHM B, -(Q)FIMNOBUTAMMHO3A - 3TO
CHMXKEHME OKTMBHOCTMU

TUAMUH3IABUCUMbBIX
doepMeHTOB, 3AHUMMAIOLLLUX KAIOYEeBOEe

NMOAOXEHUE B KAETOYHOM MeTaboAnme

(puc. 3).




MpuaroxeHue: puc.3. HapyweHus cuHtesa HK, 6eAkos,

AUTTUAOB, ALLETUAXOAUHA, ATP Npu rMNOBUTAMUHO3E B1

1 - AecbnumnT

NMUPYBATAETUA -

poreHassbl;

- AecbuuumT

OFKEeTOrAyTA-

DATAENMAPOre
13bl;

3%+ AedbruumnT
TRAOHCKETOAQ3DI
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[MpuAoXeHne: GUoXMMn4Heckme HapyLleHus Nnpu aBUTAMUHO3E

ABUTAMMUHO3 B1 — 3a00AeBaHNE BGepu-d6epu:

HapyLdeTca TPAHCKEeTOAQ3HAA peakumsa MNPL: HapyLwaeTcs CUHTE3 HYKAEUHOBbIX
KUCAOT, OEAKOB, CTEPOUAHDBIX FOPMOHOB U AMNMUAOB (XC, PA, XK, XXEAYHbIX KUCAOT);

HapywaeTcsa OKUCAUTEAbHOE AGKGPGOKCHAMPOBCIHMG d-KeTOKMUCAOT.

1) B KPOBU U TKAHAX HOKAMNAMBAKOTCSA A-KETOKUCAOThI, MBK,

KOTOpPbl€ OKA3bIBAIOT TOKCU4ecKkoe aeucteue Ha LUHC;
2) pasBuBaeTCca MeTABOAMHECKUU ALLUAOS;
3) HapywaeTcs cuHTe3 ATP (rMno3HepreTU4eCcKoe CoCTosHue)

| (T.K. HapyweH meTaboAusm yraesoAoB U LLTK), HapylwaeTcs paboTa MOHHbIX HACOCOB
5IX U MbILLEYHbIX KAETOK, B TOM YUCAE KAPAUOMUOLLUTOB;

4) AAA NOAYyYeHUa SQHeprmm HA4YUMHAKT YCUAEHHO UCNMOAb3OBATLCA

6eAKH (tpacna.a. OeAKOB TKAHEHN, B MOYe 'CIMMHOKMCAOTbI U KPeATUH, Pa3BMBAETCH
ALLOTEABHbIM A30TUCTbIM 6AAAHC) U AuNKALI ( JcuHTes XK, XC, PA, dLLeTUAXOAUHAQ,
bIX KMCAOT, CTEPOMAHbIX FOPpMOHOB, JnpeBpalieHne yraesoaos B Aunuabl). (Puc.3)




KAMHMYECKHe NpoABAEHUS asutamuHosa B1 Gepu-6epu

a) OTAMMMUTEABHbIM MPU3HAK - AEreHepPAaTUBHbIU
AEMUEANHU3UPYIOLLLUU MOAUMHEBPUT: GOAM MO XOAY HEPBHbIX
CTBOAOB, HOPYLUEHUE YYBCTBUTEABHOCTHU, NAPAAUY HUXKHUX, O
30TeM 1 BEPXHUX KOHeYHocTeUu. OTMeyaeTcs noTeps Becaq,
aTpodus MbILLL, MUACTEHMUS, MbiLLEYHble OOAU, apedbAaeKkcuUs,
usMeHeHus B ncuxumke.(Punc.4)

) HapyweHus CCC: oAbILLKA, HOAPYLUEHUA CepAEYHOro puTMmaQ,
YBEAUYEHMNE PA3MEpPOB cepAaLa, OOAU B OOAACTU CepALLA, OTEKM.

B) HapyLwieHne cekpeTopHOMU 1 MOTOPHOU cbyHKLLMK XKKT.




Cyaoporuy
. roAy6s npum
OBUTAMMHO3E




MPOABAEHUA B1- (A)FTUNOBUTAMUHO3A B POTOBOU MOAOCTHU

1. TunepnaAasus rpoMboBUAHBIX COCOYKOB
13bIKO, TAOCCUT.

2. boAb B A3bIKe, 3yOaX U YEAIOCTAX

OAUHEBPUTDI).

. YxyawweHue tpodouku COINP, cyxocCTb
BO PTY, XXMKAQ, XOKE€HME, NOKAAbIBAHUE
B f3blke n rybax, napectesumn CO.

4. HapylweHue BKyCOBbIX OLLLYLLLEHUM.
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1. O6pasyeT kodbepMeHTbl (MpocTeTu4eckue
rpynnbl): PMH u PAA (Puc. 6)

2. PMH 1 PAA BXOAAT B COCTAB COhEPMEHTOB

(dbAraBonpoTenHoB,PI1) KAOCCA OKCUAOPEAYKTA3

(AermaporeHas, OKCMAQ3, peAYyKTa3)

3. PAABUHOBbIE PEPMEHTbI (E-PAA / PMH) KOATAAUIUPYIOT
OKUCAUTEAbHO-BOCCTAHOBUTEAbHbIE PEAKLLUMU:

a) OKUCAEHUA CYOCTPATOB NyTEM AerMAPUpoBaHus: (Puc.7)
CYBCTPAT + E-PAA E-PAA2H + NpPOAYKT
H H OKMCAEHUS




—>>

NepeHOC BOCCTAHOBUTEAbHbIX 3KBUBAAEHTOB B BuAE 2H (28 u 2H +)

" : 0 +H

QUrgs
B |
0

OAL OAIH,
(okcurneHHana dopma) (BoccTaHoBeHHas dopma)
OkucaeHHas coopma BoccTaHoBA@HHAs chopma

$PAA (PMH) $PAA (PMH) 2H




6) OKUCAEHUA BOCCTAHOBAEHHbIX MMPUAUHOBbI KODEPMEHTOB

(HAAH 1 HAA®H) B uenu nepeHoca aAeKTpoHoB (LLIM3)

MAU B MOHOOKCHUreHasHon cucteme (MOC):

HAA(P)H + H '+ E-PMH(PAA) —> E-PMH(PAA)2H + HAA(P)*
) dbaasonpoTeuHbl (E-PMH 2H nau E-PAA 2H)

OTACIOT BOCCTAHOBUTEAbHbIE 2KBMBAAEHTbI (2H)

< B LUMNDS, rae naet cuHtes ATP nytem OKUCAUTEABHOIO
dochopUAMPOBAHMUS;

<% B MOC ne4yeHM, rae AT AETOKCUKALLMUA.




CHMXXAETCH AKTUBHOCTb OAABUHOBLIX (DEPMEHTOB,
YTO NPMUBOAUT K CHUXKEHUIO MHTEHCUBHOCTMU:
& OKUCAUTEAbHO-BOCCTCOHOBMUTEAbHbIX PeaKLUUU
< paboTbl LTK
< PB-OKMCAEHUSA XUPHDbIX KUCAOT
<,/ paboTbl LLMD u okucauteAbHoro choccopuanpoBanusa ( ¥ ATP )

® NMPOLLECCOB AETOKCUKALUU AEKAPCTBEHHbIX NPENApPATOB U
KCeHOOUOTUKOB.

c06eHHO YYBCTBUTEAbHbI K HEAOCTATKY 3HEPIrun BbiICOKOA3POOHbIE

KAHWU SMUTEAUA KOXU U CAUIUCTDbIX, Y KOTOPbIX BbICOKAS AKTUBHOCTbD
OKUCAUTEABHO-BOCCTAOHOBUTEAbHbIX (P€PMEHTOB U OKUCAUTEABHOIO
bochOopUAMPOBAHUA, UHTEHCUBHbLIU OOMEH U BbICOKAS CKOPOCTb
pereHepdauuu.




d MNpu aAedbmumnte BUTAMUHA B2 HOBAIOAGETCA HaOpYLUeHHne
TKOHEBOU TPOOUKHU, NMPOABASIOLLLENCS B MNEPBYIO O4EpPEAb HA
KOXHbIX MOKPOBAX U CAU3UCTbIX OOOAOYHKAX.

1. XeMAO03 C TPEeLLMHAMMU HA Ty6axX U AHIYASPHbIM

CTOMATUTOM («3aeAbn) (Puc.8);

2. €yXOCTb BO PTY, TAOCCUT, A€CKBaOMAUMUSA U aTpocpus
HUTEBUAHBIX COCOYKOB, rMnepTpocdus rpnéboBUAHDbIX
COCOYKOB. ApKO-KpACHbIN ((PYKCUHOBbIU) LLEPLLUABbIN,
OTEYHbIN A3bIK, NosiBAeHue adT (Puc. 9);




o St )y AHTYASIPHbIU
CTOMATUT

\







3. NOpAaXeHUue raas: KOHbIOHKTUBUT, 6AecbapuT,
KEPATUT, BACKYASPU3ALMUSA POrOBULLbI, KOTAPAKTA
(Puc.10n 11);

4. AEPMATUTbI HOCOTYOHbIX CKAQAOK, KPbIABEB HOCA,

BOAOCHUCTOM HACTU FOAOBDI;

5. OCTAHOBKA pOCTA, OOLLLAA MbILLEYHAS CAAOOCTD,
CAABOCTb CEPAEYHOMU MbILLLLbI, CHUXKEHUE
PAaboTOoCNOCOBHOCTH, NOXYAQHHUE.
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Puc. 11

KATAPAKTA




HUKOTUHAMMA, HUALUH (AHTUNMEAAATPUMECKUN)

1. UICTOYHUKM:

APOXCOKM, MeYeHb, MACO, pblOa, rpeykaq,
PUC, YepPHbIU XA€06, 6060BbIE, OpEexH
(apaxuc, MUMHAQADB U AP.) MOPKOBD,
NOMMUAOPDLI U AP.

2. CyTOo4HAas noTpebHOCTD:

15-25 Mr, MOXET CUHTE3UPOBATLCSH B
KUMLLeYHunKe 6aKkTepmnaAbHOU oAOpPOU U3
nuLLLeBOro TpuntTodaHa.

3. BuTt. B3 - cbopmyaa (Puc.7)




But. B3 - POPMYADI

‘ .~ COOH ‘ X CONH,
- ~
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HUKOTMHOBAs HUKOTUHaMWULA
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BUOAOIMHECKASA POAb BuT. B3

1. O6pasyeT kocdbepmeHTbl HAA M HAADP* (Puc. 13)
2. HAA"M HAA®P * BXOAAT B cocTaB cdbepMEeHTOB

KAAQCCA OKCHUAOPEAYKTA3

(AeruaporeHasbl, peAyKTasbl)
3./ PepMeHTblI KOTAAUIUPYIOT
OKUCAUTEABHO-BOCCTAOHOBUTEAbHbIE PeaKLUU CyobcTpaToB
\ nyTem nepeHocda ruApua-moHa: (Puc.14)
rAPHA-MoH H (26 u H' ) »HAA(®) e HAA(P)H + H™ (8 cpeay)




H_(2e',H+)_> ‘
“H (26 H+)
HAA (HAA® ) HAAH +  (HAA®H)
+ +

CONH,

+ NPOAYKT
OKUCAEHUA

H+




BUOAOINYECKAA POAb BuUT. B3

a) AermaporeHasbl: Y4aCTBYIOT B OKUCAEHUU YTAEBOAOB,

B)XK, T'Ay, cnUpTOB, AABAETMAOB, TMAPOKCUKUCAOT U T.A.

(cam. npuBecTU NpMMep peakumm C YH4aCcTUEM AErMAporeHas)
6) PeaykTasbl: y4acTBYIOT B cUHTE3e BXK, XC, H4-

OAaTA U3 PoAaTa; BoccTaHOBA€HUU Met Hb (Fe3+) B
Ab (Fe2+), BOCCTAOHOBAEHUU OKMCAEHHOTO FTAYTOTUMOHA B
AOC (TA-S-S-TApp 2TA-SH) U T. A.

(CamocT. npuBecTu Nnpumep peakLmm ¢ y4acTuem
PEeAYKTA3bI)




BUOAOIMHECKASA POAb BuT.B3

O HAA(P)H - 3TO npomeXyTo4Hble NepeHOCHUKMH
BOCCTAHOBUTEAbHbIX SKBUBAAEHTOB OT

OKUCASIeMBIX CYOCTpAaTOB HO PACGBMHOBbDLIE

doepmeHnTbl (E-PMH(PAA), van PIN)

(caana 24-36)

Jd HAAH n HAAPH - AeMCTBYIOT KAK OOLLLUU NYA
3AEKTPOHOB, 06pa3oBaHHbIM B OBP, KOTOpPbIN
MOXeT ObITb UCMOAb3OBAH AASl PA3AUYHbBIX

peakuum BOCCTAHOBAEHMS.




KAMHM4Yeckne nposBA€HMA HEAOCTATOYHOCTHU BuT.B3

ABUTAMMHO3 B3 — 3000AEBAHKUE NEeAAArpa:
3 OCHOBHbIX NMPU3HAKA: AEPMATUT, AMdapesn, AemeHuuns («tpu A»n)
1. CUMMeTPHUYHO PACNOAOXEHHbIE SPUTEMbI HA

OTKPbITbIX YYACTKAX TEAd - KOXe PYK, HOT, AUMLQ, LUeU
’uc. 15).

2. AMcnencu4yeckue paccTpoucTsa — Amapes, noteps
anneTuTd, TOWHOTA.

3. HepBHble paCCTPOMCTBA: ANATUSA, YXYALLEeHue
NAMSATH,

OCOOEHHO npu neAAdrpe.




KAMHUYeckue nposaBA€HUS TMNOBUTAMUHO3A B3 B pOTOBOM NOAOCTM

1. XXKo0KeHue CAUIUCTON OOOAOYUKMU LLLEK, A3bIKA, CTOMATUTDI,

TMHITUMBUTDI.
2. 3bIK YyBeAUYEH B 06beme 3a cHEeT OTEKQA, BUAHDI
oTnevYaTku 3y6oB, LLBET APKO KPACHbIN C AQKUPOBAHHOM

NOBEPXHOCTLIO ((KAPAMUHAALCKUMU A3bIKN) (Puc.16);

3. COCO4KM A3bIKA rMNEPNAA3UPOBAHBI AU ATPOOUPOBAHDI.
B cAy4yae aTpodunmn: NOBEpPXHOCTb fA3bIKA FAGAKQS,

O CKAQAYATAsA ((LIAXMATHbIM A3bIK») (Puc.17),

BO3MOXHO MNOSBA€HMNE TPELLUH.

4. XeUAUT, OTEYHOCTD Iy0.

5. TunepcaauBauums.
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KAMHU4Yeckue nposaBA€HUA HEAOCTATOYHOCTM But. B3

-r




KAMHU4Yeckue nposaBA€HUA HEAOCTATOYHOCTH But. B3
Whaer Vo o




NMUPUAOKCHUH,(AADb),(AMUH) — AHTUAEPMATUTHbI

1.ACTOYHUKMU:

APOXOKHM, XAeb, 600608BbIe,
KapTodoeAb, MACO,
CyonpoAyYKTbl, MLLA, MOAOKO,
3eAEeHbIU nepeu, MOPKOBb.

2.CyTo4HAs NOTPEOHOCTDL
2-3 MI, HEMHOIO CUHTEe3UupyeT

M/p
3. But. Bs — cbhopmyaa (Puc.10)




Puc.18 BUT. B6 — POPMYADI (3 chopmbi)

Ox _H
CH,OH N CH,NH,
\ HO A\ _-CH.OH HO A\ CH.OH HO A\ _-CH.OH
=0 3 w »
| HC7 N HC” N H,C” N

MMPUAOKCUH MMPUAOKCASTb MMPUAOKCAMUH




Puc.19. KOPEPMEHT MUPUAOKCAADBPOCPAT

0
-4 0
Aone]
HO_\_CH,0-P-OH
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BUOAOTUHECKAA POADb BUT. B¢

1. O6pa3syeT kocbepMmeHT nupuaokcaascpocdar (MP) (Puc. 19)
2. [P BXOAUT B COCTAB PA3AUYHbIX MMPUAOKCAAEBbIX PEPMEHTOB,

KATAOAM3ZUPYIOLLLMX PEeaKUUU A30TUCTOro oOMeHda, Hanpumep:
a) AMMHOTpPAHCEepasbl OCYLLECTBASIOT PeaKLUUU
(0]

Aekapb6oKcUAa3bl AMUHOKUCAOT OCYLLLECTBASIIOT Heo6paTumoe

paTumoro nepeHoca NH2-rpynnbl oT AK Ha a-KeTokucAoTy;

otwenAeHne CO2 ot -COOH rp. AK ¢ o6pa3zoBaHuem
OUOreHHbIX AMUHOB;

B) NTMPUAOKCAAEBbIE OepPMEHTbI YHACTBYIOT B cneuudpmnieckmux
peakuusax otaeAbHbiX AK: Cep, Tpe, Tpu, cepocoaepxawmx AK;
r) B peakumsax CUHTE3d rema u Ap.




Mpuroxenne: BUOXUMUYECKUE HAPYLLEHWUS MPU TMIMOBUTAMUHO3E Bé

1. HapyweHua 6eAkoBoro oomeHa: y6/c 6eakaq,
OTPMULLATEAbHbIM A30TUCTbIM BAAAHC, NPU 3TOM OCOOEHHO
CTPAAQIOT ObICTPO NPpOAUChEPUPYIOLLLUE TKAHM.

2. HapyweHune obmeHa AK, runepammHoaumaemms 1

rmnepamuHOALLUAYPUS.
/HapyLueHue CUHTE3a HEUpOMEeAUaTopoB, B T.4. TAMK.

4. HapyweHune 6/c rema reMmorAobmMHa HaApsAY C
HapyLwleHnem 6/c 6eAka - NPUYUHA PA3BUTUS AHEMUU

(rMNoXpoMHAss MUKPOLUTAPHASA).
5. MOAUrMNOBUTAOMMUHO3DI




KAUHUYHECKHUE NMPOABAEHUA HEAOCTATOYHOCTU BUT. Bs

1. PaccTtpoucTtea HC: pasApaXUTEAbHOCTb, 3ATOPMOXEHHOCTD,
YTOMASIEMOCTb, CYAOpPOru, nepucepuv4ecknmm NOAUHEBPUT.

2. OTCcyTCTBME ANNETUTA, TOLWHOTA.

3. Ceb60opemnHbIU AEPMATUT HA AULLE, LLEE, BOAOCUCTOMN HACTH
rOAOBbI.

B pOTOBOM NOAOCTM:

. Peuuaunsupyow,as raoccaarms (6oam B a3bike, cyxocTtb CO4,
XOKEHUE, NOKAAbIBAHUE U AP. CUMNTOMbI BOCNAAEHMUS A3bIKA).

2. AHemunyHasa CO pTa aTpodomsa U o4HAroBas AeCKBamMauus
COCOYKOB f13blIKA; YMEPEHHO BbIPAXEHHAS CKAOAHATOCTD f3bIKA.

3. AHTYASIPHBIN XEUAUT
4. U3BpaLLEeHUE U CHUXEHUE BKYCOBbIX OLLLYLLLEHUM.




1. UICTOYHUKM:

LLUMNOBHUK, YHEPHAS CMOPOAUHQ,
obAennxa, KanycTa KO4YaHHas,
3eAeHbIU nepeL, KAYOHUKa,
LLUTPYCOBbIE, KOAPTOOEAb U AP.
HenuuieBble UICTOYHUKMU:

XBOSl, AUCTbSl H€PHOU CMOPOAMUHDI

2. CyTOo4HAOSA NOTPEOHOCTD:
50-100mr

3. But. C - bopmyaa (Pnc.20)



CH,OH THZOH
H(}é —H HO—C—H

-2H (2e+2H ) O
0 AN 5
< 7 +2H (2e+2H)
H

O O

L- AcKopOGUHOBAS KUCAOTO L - Aermapoackop6buHoBas
(AK) kucaota (AAK)



BUTAOMUH C

B npupoAHbIX UCTOYHUKAX AK HOXOAUTCS B HECKOAbKUX chopMax:

L- ackopOuHOBAsS KUCAOTAQ, L- AerMApoackopOuHOBAS KUCAOTAQ,
U30ACKOPOUHOBAS KUCAOTA, ACKOPOMANAABMUTAT, ACKOpOUreH
OcHoBHasA PYHKUUSA ACKOPOUHOBOMU KUCAOTbI —
AOHOP BOAOPOAQ B OKUCAUTEABHO-BOCCTAHOBUTEAbHbIX

peakuuax (MPUPOAHbIM AHTUOKCUACHT):

K otaaer 2 H, npespawiasch B AAK (Puc.20).

eT o6paTHO BOCCTAHABAUBATLCSA B AK

B SPUTPOLLYTAX NOA AEUCTBMEM AETMAPOACKOPOATPEAYKTA3bI
3a c4eT 2H rAyTaTUOHA :

AAK + 2rA-SH AK + TA-S-S-Ta




Puc.21. b/POAb: AHTUOKCUAQHTHbIE cBorcTBa AK

EHZOH CH,OH
HO-C—H
0 o 2H (2& +2HY)  vo—c—n
s O
_ o)
OH
AK o AAK ©
2 E-Cu?* 2E-Cu +
2 E-Fe 3+ 2 E-Fe 2¢
FA-S-S-TA 2 TA-SH
3+ Hb 2 (Fe 2*)
Okuca. Ko Q BoccT. Ko Q 2H
2 a- Tok-O¢ mEHE R

02° H202




BUOAOTNHECKASA POAb BuT.C

1. NoaaepxuBaeT Cu+ u Fe - coaepxalume 2+
doepMeHTbl B BOCCTAHOBAEHHOM COCTOSIHUMU (Puc. 21)
2. BoccTtaHaBAuBaeT CBOGOAHbIE PAAUKAABI R , B T.u. :
%  PAAUKAAbI MOAUCPEHOAOB U TOKOOEPOAOB
(a-TokobepUA-pasnKaa, AU a-Tok-O ); (Puc. 21)
% NePOKCUAHBIU AHUOH-PAAUKAA (O2 ); (Puc. 21)
% / rMApoKcHUA-paaunkaA (HO );

< NepoKCUAHbIM paaukaA (ROO );

€  AAKOKCHUAbHbIM paAuKAA (RO )




BUOAOTUHECKASA POAD But. C

3. BocctaHaBAanBaeT MA-S- S-TA, okuca. KOQ,
Met Hb (Fe3*) (Puc. 21); npeAOXpaHSeT oT
okucAeHuss HS- rpynnbl 6eAKoB 1 oepMeHTOB.
4. UHrMbupyeT NMNOA meMOpaH 3a cyeT
k-5 I yHakTueauumn H202, O; , HO' U BOCCTAHOBAEHMS
\ OKMCAEHHOro a-TtokohepoAd — MeMOpaHHoro
AHTUOKCUAAHTA (MeMOPAHOCTABGUAU3UPYIOLLUU U

MeMOpPAHO3ALLMTHBIN 3 eKT).

|




BUOAOINYECKAS POAb But. C

5. YyacTByeT B oOMeHe XeAe3qa: B KULLUEeYHUKe
3+

BoccTaHaBAuBaeT Fe3* B Fe?* aAAs BcacbiBaHUS; ycKopseT

OCBOOOXAEHMe XeAe3d U3 PeppUTUHA B TKAHSAX.

6. AkTuBnpyeT 7-a-rmapokcuaasy (uut P-450) B npouecce
e 0Opa3oBAHUA XKEAYHbIX KUCAOT M3 XC, 4TO NPUBOAUT K
BsIBeAeHMIO n3bbITKa XC; akTusupyeT AlA nAa3mbl KpOBM;
(aHTUATEeporeHHoe 1 rMNOAMNUAEMHUYECKOe AeNCTBuUe).
7. AKTUBMPYET UUTOXPOM P-450 — 3BUCUMYIO CUCTEMY B

peaKkUuUaX A@TOKCUKALUU KCEHOOMOTUKOB.




BUOAOTUYECKASA POAb BuTt. C

8. ABASIeTCS UMMYHOMOAYASITOPOM, AEUCTBYIOLLLMM HA PA3HbIX
3TAanax pabéoTbl UMMYHHOU CUCTEMBI:

< WHrMOUpYeT N’MCTUAUMHAEKAPOOKCUAQ3Y, MOACABASS CUHTE3
rMCTaMuHa (MMMyHoCynpeccop);

& __cnocobcTByeT AKTUBHOCTU HEUTPOPUABHbLIX AEUKOLLUTOB
( 'dbaroumnTos ) U HenTpaansyeT U3bbITOYHbIU YPOBEHbD
MAbHbIX okucAuTeAaeu (HCIO, 03, HO, H202 ),
\ BblA@AsieMbIX PArouuTamm npu MHOULLMPOBAHMUMU;
AK aKkTUBUpPYET CUHTE3 AHTUTEA, 0COoOeHHO Ig A u ig M,

C3-KOMMNOHEHTA KOMNAMMEHTA;, UHAYLUPYET CUHTE3S
UHTepdepoHa.




BUOAOIMHECKAS POAb Bur. C




BUOAOINYECKAS POAb But. C

€) TMAPOKCHAMPOBGHHS OCTATKOB MPOAMHA W AMSHHG B

NIPOKOAAGTEHe MpH €ro CospeBamwM, a Takxe

8 cimrese

FYaAYPOHOBOH KHEAOTSI H XOHAPOHTHHCY AbchE

MKM CT;

npoueccu 8 Tkanax).

1. TopmosuT peaKum raukosuAupoBanus

remorAoBuHa npu CA.

2. IHIWEHPY T GABAOPEAYKTG3Y M TOPMOIMT

BOCCTGHOBAGHHE TAIOKO3bI B COPBHTOA MpH CA.

4TO CMOCOBCTBYeT SaLUMTE XPYCTAAUKA FA3A OT

KaTapaxTh.




MPOABAEHUA HEAOCTATOCHOCTHU But. C

[0 HeAOCTATOMHOCTb - LLUHFA (ckopOyT), NPOSABASETCSA PbIXAOCTbLIO AECEH,
pacLlaTbiBAHMEM 3y60B, NOAKOXHbIMU KPOBOU3AUAHUAMMU (Puc.21, 22),
AQHeMHUEU, CHUKEHUEM MMMYHUTETA, 3AMEAAEHHDbIM 30XXKUBAEHUEM PAH.

Y AeTen LUHIra conpoBoOXAQeTCs HeNnpAaBUAbHbIM (ODOPMUPOBAHUEM
l' CKeAeTd, KPOBOU3IAUSHUSMMU B CYCTABbI (HALLLE KOAEHHbIN) C PA3BUTUEM

TYTONOABUXHOCTM.

| AK-5 0 Bce 3T usMmeHeHuss 00yCAOBAEHbI HaOpPYLUEHUEM OOpPa30BAHMUS

‘ KOAAAreHa (CHUXeHoO o6pa3oBaHME OKCUNMPOAMHA U OKCUAU3UHA)
U XOHAPOUTUHCYAbPATA, BTOPUYHBIM POCTOM COCYAUCTOU
NPOHULLAEMOCTU U CHUXEHUEM CBEPTHIBAEMOCTHU KPOBM.

L \\AHemMusi o6yCAOBAEHA HAPYLUEHMEM BCACHIBAHUSA XKEAEe3d, CHUKEHNEM
YGpa3oBaHUs KodbepMeHTHbIX PopM POAALUMHA, CHUXKEHUEM CUHTE3A
K B KPOBETBOPHbIX KAETKAX.

A CbMLI.MT BUTAMUHA C CONMpoOBOXAQETCS, KOK MPABUAO, AePULUTOM
B MMHG P,4TO yCcyrybAseT HapyLUeHUss COCYAUCTOMU MPOHULLAEMOCTM.




NPOABAEHUS HEAOCTATOCHOCTMU sut. C 8 POTOBOM MOAOCTU

1. BocnaAeHue 1 KpOBOTOYMBOCTb AECEH

(TO"Ie"IHI:Ie neTexmaAbHble KPOBOU3AUAHUA B

CAM3UCTON oBoAOYKe pTG) BCA€ACTBHE NOBbILLEHUA

MPOHULLAEMOCTHU U AOMKOCTHU KAMUAAAPOB.

2. BO3MOXEH f13BEHHO-HEKPOTUYECKMI PACNAA

TKAHEeW AeCHbI (TMHTMBUT LLUHFOTHbIN), A3BEHHbIN




NMPOABAEHUS HEAOCTATOCHOCTHU But. C 8 POTOBOU MNOAOCTHU

4. YCUAEHNE AeMMHEPAAU3ALLMM TKAHEN 3y6a u

KOCTM 30 CYET CHUXEHUSI OGPA30BAHUA KDUCTAAAOB

TMAPOKCHANATUTOB.

5. CHMXeHne popMUPOBAHUA U YCUAEHUE

pacnaaa KOCTHOM TKOHU QAbBEOASIPHbIX

OTPOCTKOB YEAIOCTEN (PACLLATBIBAHUE U

BbiNaAeHWe 3y6oB).

CTOWYMBOCTU TKAHEN IAOPOAOHTA




Puc. 21 KauHu4veckue NMPOABAEHUA LUHTU




Puc. 22 KauHu4veckue NPOABAEHUA LUHTU

3 )"




bAaaroaapio 3a BHMMAHuUe |




Npuaoxenume: puc.23. BUT.P-BuodaasoHomnab! (uT. npornuaemocTh)

Puc. 23 KeepueTuUH-3-O-rAloKOpaMHO3UA (PYTHH)

OH
HO (@) O
I o2
HO
OH
®) O
OH O
H3C O
HO

HO
OH

1. BuUTamuH P - 310 cemencTBo 6MOoPAaBOHOUAOB (COACBAHBI,
dOAABOHOABI, PAABAHOHbBI, PAABOHBI U AP.), KYAQ BXOAST
KATEXUHbI, KBEPLETUH, PYTUH, HOPUHIE€HUH, ANMUI€HUH U AP.
OTHOCATCS K rpynne pacTUTEAbHbIX MOAUGDEHOAbHBIX
COEAMHEHUMN.

2. BMecTe ¢ BuT. C yyacTteyeT B OBP; 3awmiaeT KA€TKU OT
AEUCTBUSA CBOOOAHBIX PAAUKAAOB, TOPMO3UT AEUCTBUE
TMAAYPOHUAQ3LI, 4HTO cnocobcTByeT cTabuamnsaummn MKM CT u
YMEHbLUEHUIO MPOHULLAEMOCTU KAMUAASPOB.

3. HeAOCTATOYHOCTb NPOSABASIETCS B KPOBOTOYMBOCTU AECEH,
TOYEYHbIX KPOBOU3AUAHUAX, oOLLEN CAQBOCTM.




Puc. 24 NMNaHTOTEHOBAA KUCAOTA

H OH
| CHg3

O N
Y\/ i
o HiC

OH

1.NMAaHTOTEeHOBAA KUCAOTA BXOAUT B COCTAB
KodbepmeHToB: 4-cbocchonaHTeTouHa (4-PI) n HS-KoA

2. 4-P[1 asrseTCa KOPEepMEHTOM KCUHTA3bI BXKK».
HS-KOA y4yacTByeT B nepeHoce ALUAbHbIX POAUKAAOB B
peakuuax OlNK, aktusaumum XK, cuHTesa XC u
KETOHOBbIX TEA, CUMHTE3A ALLETUATAIOKO3COMMUHOB,
ob6e3BpeXnBaHM KCEHOOUOTUKOB.

3. KAMHu4yeckue npoaBA€HUA HEAOCTATOYHOCTMU.
ASPMATUTDI, AMCTpOdDM‘-IeCKMe M3MeHeHuUsa B
HAAMNOYEe4YHUKAX, HepBHOﬁ TKAHU, CepALe, NOYKAX,
noTepsda annetTuta, MCToLlLeHue.



NpuAoxenue: puc.25 ButamuH H (B7,6MOTUH)-AHTUCEBOPENHbIN

Puc. 25 buotuvH

| - “ \ HN NH

\ 2 /

A . H H
X S 111, " >~~~ SCOOH

1. BUOTUH ABASIETCA KODEPMEHTOM KAPOOKCUAAQ3 (ALLETUA-
KoA-kap6okcuAasbl, NPOonMOHUA-KOA-Kap6oKCcUuAQssl,
NMUMPYBATKAPOOKCHAQ3DbI U AP.)

\i 2. KapboKcHAQ3bl UTPAIOT BAXHYIO POAb B 06pasoBaHun BXK,
"\ LLLYK u3 MNBK; B CMHTE3€e NYPUHOBBLIX HYKA€OTUAOB, OEAKOB.

3. Mpu HEAOCTATOYHOCTU PA3BUBAETCH CeOOpPEUHBIN

AE L A€PMATUT BOAOCUCTOU YACTU FOAOBDI, BbINAAEHUE BOAOC,
5 e o nopaxXeHMs HOITen, 4acTo OTMEYaIoTC GOAU B MbILLLLAX,
. ~ <
N " BAAOCTb, COHAMBOCTb, Aenpeccus.

Y\



MpuaoxeHue: pUc. 26

POAUEBAA KUCAOTA (B9,uau Bc)

Puc. 26. PoaneBas KucaoTa

H

0
N
N~ N NH
1. O6pasyeT KochepMEHT TETPArMAPOGOAUEBYIO KMJ: oty (TfPK) (Puc. 27). TTPK y4yacTesyeT B NnepeHoOCe OAHOYFAEPOAHbIX FPYnn: OPMUABHOM,
METUABHOW, METUAEHOBOM, Me1'e|-u»1/\|:Hol71[2 T 1, OOPMUMUHOBOM.

2. CTUMYAMPYET 3PUTPOMNO33, YHOCTBYET B CUHTE3E AMUHOKUCAOT (CEPUHA, TAULIMHA, METUOHUHA, U AP), HYKAEUHOBbIX KUCAOT, MYPUHOB, XOAUHA.
O6MeH POAMEBOM KUCAOTbI TECHO CBA30H C OGMEHOM ACKOPBUHOBOM KMCAOTHI (Mpurox. Puc. 27)

=
T
O
(©)
T

3. Npu HeAOCTATKE: HOPYLUEHUS KPOBETBOPEHUSA (AHEMUSA, AEHKONEHUS); HAOPYLUEHUE CUHTEe3a 6eAKOB; HapyLeHus Tpodouku CO 1 cyxocTb
COIP; UCTOHYEHHOCTb IMUTEAUS,, CTOMATHUT, FTMHIUBUT.



MpuAoxeHue: B12 / GBuoAornyeckas poAb

1. KochbepMeHTbl LUAHOKOOAAOMUHA: METUAKOOAAAMUH
(MeTuA-B12) U Ae30KCUAAEHO3UAKOBAAAMUH (AA-B12).

2. a) MeTuA-B12 B cocTase
rOMOLUCTEUHMETUATPAHCEpasbl yHOCTBYET B CUHTE3E
MEeTUOHMUHA U3 TOMOLUCTEUHA;
NPUHUMAET Y4ACTUE B NPEBPALLEHMUAX MPOU3IBOAHBIX POAMEBOU
KMCAOTbI, HEOOXOAUMBIX AASl CUHTE3E HYKA€OTUAOB-

peawecrseHHukoB AHK u PHK.

CYKUMHUA-KOA B MeTa60AM3IME XUPHBIX KUCAOT C HEYETHbIM
UCAOM ATOMOB YIFA€pPOAd U B MeTab6oAusme AK ¢ pa3BeTBAEHHOM

YrA€BOAOPOAHOM LLEMbIO.



anAO)KeHMeI puc. 27 PK NEPEXOAUT B H4-PK, akTuBHyto KOPEPMEHTHYIO POPMY.

POAUEBAS KUNCAOTA (|)H

o . NS\C"’_ CH— - E_E—I(::I— CH,—CH,—COOH
WL
S N
\ L y 3 & J N o #
2-AMIHO-4-TWIPOKCH-  [IapaamuHO0Gen30aT [yramat

6-METWINTEPUH

1. PoraTpeaykTasza (HAAPH)

But. C 2. Aurnapodoaatpeaykrtasa (HAAPH)
POPOAUEBASA OH H
KUCAOTA (H4-PK) | | 5 0]
C N6 9 10 | H
NZ >C— CHyN C—¥~C—CHy—CH—COOH
H,N (|: ‘ H~ch B o0
IN—Cxy
N~ \
s VH y N G J 9 - v
2-AMUHO-4-TWIIPOKCH-  [[apaamun0Gen30aT [yramar

6-MEeTWINTEPUIUH



Cobalamin (vitamin B12)

corrin ring system

HOCH, ‘O H
5,6-di-methylbenzimidazole ribonucleotide




MpuAoxeHue: puc. 29

B12 / nposiBA€HUA HEAOCTATOYHOCTH

3. HeAoCTATOYHOCTDb BMT. B12
NPUBOAUT K PA3BUTHUIO:

MEeranobAaCcCTU4EeCKOU AHEMUU, AEUKONEHUMU,
HEUTPOMNEHUU, TPOMOOLIUTONEHUM;

NATOAOIrMM OPraHoB nuwLeBapeHus (aTpodus
CAU3ZUCTOU XXEAYAKA U AP.);

AereHepauum 3saAHUX 1 60KOBbIX CTOAOOB
CMUHHOIo Mo3ra (cbyYHUKYASPHbIU MUEAO3).

aTpodH4eCKOro rAoCCUMTa B MOAOCTHU PTA
(MAQAMHOBBIN FAQAKHUH, MOAUPOBCAHHbDIN A3bIK-
«ryHTepoBckuu ranoccum) (Puc. 29).



NMpuaroxenmne: BUTAMUHOINOAOBHDBIE BELLLECTBA (BIB)

|




NMpuroxenue: puc.30 BO3MOXHbIE HAPYLUEHUS OBMEHA U ®YHKLLUN BUTAMUHOB

AMUWHOKUCNOTHBIA Nyn | I

ButamMuH

4 CuHTes
[ ] 6enkos

1 BcacbiBanue

|T,

\ 4 | I KpoBoTok

AnodepMeHT,

cneuudcdpUuHeckui GenoK

2 | TpaHcnopT

-

| OpraHsl, TKAHU

3
1
KodepmMmeHT,
akTusHada cpopma  fg—J

XonodgpepMeHT,
thyHkLUA

W N

CuHtea
KogepmMmeHTa,
abpa3oBRaHue
aKTUBHOW

thopmbl

Puc. 30. Bo3amMoXHble HapylleHUa obmMeHa n
dyHKLUMN BUTAMMNHOB:
1 - HapyweHMe BcacbiBaHUS B KULLEYHUKE;

2 - HapylleHWe TpaHCcMnopTa K opraHam U
TKaHSAM;

3 - HapyLweHue npeBpaLleHnn B KohepMeHTbI
WM akTUBHbIe POPMbI;

4 - HapyLwieHue CUHTe3a ano)epMeHTOB UMK
cneuudmnyecknx 6enkos,
B3auMO4EeMCTBYHOLWNX C BATAMUHOM MNpwU
peanunsauuu ero OyHKUUMN;

5 - HapylwieHne B3aumoaencTens KohpepmeHTa
WU MHON aKTUBHOM (POPMbl BUTaMUHA C
anod)epMeHTOM Unu cneunpuyeckum 6eriKkom
(no B.b. Cnupuueny, 0.U. bapawHeBy, 1977)
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