JIEKIIAS Ne 12

O0MeH U PpyHKI U
BUTAMMHHOB.
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[1naH nekuum:

OO11as XapakTepUCTUKAa BUTAMHUHOB.

Knaccudukaiyss BATAaMUHOB.
Hapymienue 06ataHca BATAaMUHOB B OpraHu3Me.

Buramun Bl (xumMudeckoe CTpoeHUE, akTUBHas (popMa, CyTodHas
OTPEeOHOCTh, y4acTHE B META00IM3ME, TMITOBUTAMHUHO3,
TUIIEPBUTAMUHO3, BPOKJICHHBIC HAPYIIICHUS ).

Butamuu B2 (pubodiaaBun).

Buramun PP (ButamuH B3, HUKOTHHOBAs KMCJIOTa, HHKOTUHAMM,
HHUAIIMH).

[TanToTeHoBas kuciora (BuTaMuH BS).

Butamun B6 (mupuiokcun).

buotun (Butamun B7, H).

donueBas kuciota (ponamuH, BuTamMmuH B9, Butamun Bce).
Butamun B12 (koOanamun).

AckopOuHoBas kuciora (ButaMuH C).



ButamuHbI (OT JaT. vita «KU3Hb» + AMUH) —
IpyIiia OpraHuYeCKUX COCAUHEHUN

Pa3HOOOPA3HOM XUMUYSCKOM IIPUPOIHI,
00beIMHEHHAS 10 IPU3HAKY a0COJIFOTHOM
HEOOXOJMMOCTH UX JJISI TETEPOTPO(HOr0 OpraHmu3Ma
B KaUY€CTBE COCTAaBHOM YacTH IHIIH (B 00IIEM
ciaydae — M3 OKPYKAOIICH CPEIbI).
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Ilp3HAKM BUTAMHHOB =~ °
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Opranu4deckasi Ipupoaa, HU3KAasl
MOJIEKYJIsIpHAsi Macca.

He 9Bas10TCHa IJ1aCTHYECKHUM U
JHEPreTUYECKUM MATEPHATIOM, YCKOPHAIOT
OnoxumMHYecKHue Mpolecehl.

dOu3nogaorn4eckKon 1eMCTBYE B OUYECHb He-
00JILIINX KOJINYECTBAX.

He CHHTE3MPYIOTCHA B OPpraHu3Me.

HexocTaTrok BHIZBIBAET Pa3sBUTHE
OonpeaeJJeHHbIX KINMHUYECKUX NMPU3HAKOB.



Kiaaccu(pukanuga BUTAMHUHOB
1. BomopacTBopumsbie

* B, (Tuamun)

* B, (pudodiaBun)

* PP (HMKOTHHOBASI KHCJI0Ta, HHKOTHHAMU], B,)
* [lanToTenoBasi kucmaora (B,)

* B, ( IMpUIOKCHH, MUPUAOKCATb, MUPUIOKCAMUH, a
TaKke uXx gocharsl, Cpean KOTOPLIX HauOO0JIee BaKeH
nupuiokcaiabgochar)

* buorun (H, B.)

* ®osmeBasi KuciaoTa (gposaanux, Be, B,)
* B, (kobamamun)

* C (ackopOMHOBAasA KMCJIOTA)




Kiaaccu(pukanuga BUTAMHUHOB

W4

2. /KupopacTBOpuMBIE

* A (pe€THHOI, pETHHOEBAs KHUCIOTA,

D

°*  pETUHAJb)
* D (kaapuudepolin)
* E (ToKo(epoin)

* K (M€Ha-, (pUIIOXHUHOHEI)




Kiaaccudpukanusa BUTAMUHOR

3. BuraMmMHONOIOOHBIE 4

COCANHCHUA

* P (bnodmanHONIbI)

B, , (oporoBast KucioTa)
* B, (maHramoBast KucjoTa)
* N (JImmoeBasi KHUCI0Ta)
* U (S-METHIMETHOHNH)
* XOJIMH
* Ho3uT
* KapHuTHH

Xoaun
Bumamun B4

E

Hroszum
Bumamumn BS

w Q
Ii mam \ t
w

e |
€
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IIpy4YvHBI pa3BUTHA T'MII0-, ABUTAMHUHO3a

CEMeﬁHble, MECTHBIC HWJIM HAaIHOHAJJIBHbIC
00bIYau B CHCTeMe NUTAHUSA

1. AnuMeHTapHBIE

l \ \ Hel'[paBl/IJII)HaH

Hexocrarok KYJUHApHasa 00padoTKa
B NMUIEBBIX HenpaBuiabHoe W
NpoayKTrax MIMTEIbHOE XpaHeHue
NUIIEBBIX MPOAYKTOB 2. Hapymienue oOMeHa

BUTAMMHOB (MIEPBUYHBIE,
BTOPHYHbIE) \

Hapyienune BcacbIBaHUsA Hapymenne cuHTE3a
(3a0oseBanusa KKT, neuenn, anogepMeHTOB

KEJTYHBIX ILyTeil)

Hapyuienue cunresa
Hapyumenue Tpancnopra KO(epMEHTOB
(0eqKU-TIePEeHOCYHKH )



IIpy4YvHBI pa3BUTHA T'MII0-, ABUTAMHUHO3a

3. U3menenue meradoM3Ma BUTAMUHOB
(pusnueckue HArPy3KH, KIUMAT, 0ePEMEHHOCTD,
KOpMJIeHHEe pe0eHKa, 00/1e3Hb U T.11.)

4. Tpanchopmanusi oOpa3a KHU3HHU

* Jkoyornyeckue (Paxkropsl (M3MEHEHHME COCTaBAa M MNHUIIEBON LEHHOCTH
NPOAYKTOB — KOHCEPBHPOBAHHbIC NPOAYKTHI, NMOJY(GadpUKaThl, AJIKOIO0Jb,
FeHEeTHYECKHU TPaHCHOPMHUPOBAHHBIE IPOAYKTHI)

* Pe3koe cCHMKeHHE YHEPro3aTpar, a cjieI0BaTeILHO KOJUYECTBA MUIIH
4 (3a 150 et — B 2-3 pa3za)



KianHn4yeckue Craimm r“MinOBUTaAaMHMHO3a

1 cragus — oOmas uid BceX BUTAMUHOB,
PA3BHUBAETC Yallle 3MMOX ¥ PAHHEW BECHOM

2 cTaausi — XapakTepHa I8 KaXXA0ro BUTaMHHA.



IlpopuiaIaKkTUKA rTKIOBUTAMMHO3A

Oo6mas
NuauBuayajabHast
(BUTAMUHHU3ALUSA
(pusuosornyeckue 103bl
NMPOAYKTOB MMUTAHUA)
— MOJINBUTAMMHbBI)

|

Yacre o00med mnpodjieMbl 000rameHuss MNPOAYKTOB MUKPOHYTPHEHTAMHU
(BUTaMHHBI, He3aMeHHMMbIe AMUHOKMCJIOTHI, MHHEPAJbHbIE COCAUHECHUS,
NUIIeBble BOJOKHA, IMOJUHEHACBHIIIECHHbIC KMUPHBbIE KHCJIOTHI, OJUIOCAXapHabI,
KUBbIC MOJIOYHOKHCJbIE 0aKTePHUH)

Pernmamenrupyercsa coaep:kanue u cocraB cneuuagucramu HUU nuranus
PAMH, ytBep:xnaerca Poccamdznmanagzopom P® — mr/ 100 ., ME/100 r (win
CPeIHECYTOUHYI0 MOPIUMIO POAYKTOB)

NMnopTHbIe NPOAYKTHI: B % OT cpeaHeH cyTouHou norpedHocTH (% RDa)



AHTUBUTAMUHBI

/\

KonkypeHTHbIe HekoHKypeHTHbIE
MHIUOUTOPBI MHTHOUTOPEI
(CTpYKTypOHOA00OHBIE
COCJIMHCHMUS )

Cas3piBanue Paspylienue



J Buramun B1 (TMAMUH)
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NH,
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—CH,— N CH,

& C
Iﬁ g—cm—cg—OH
-~ N (-0-PH,0,)

S
H,C N l

THaz0J10BOE KOJIBIIO

[TnpUMUAUHOBOE KOJIBLIO T™® —» TID — TTD
80-90%

B OpraHu3Me

TN® |— xodepmeHT




OcHOBHbIE IPOAYKTHI, COAEPKAIIUE
THAMMH

* XJ1e000YJI0UYHbIC U3ACJIUSA U3 MYKH I'PydOro
oMo0J1a;

* MACHBIE IPOAYKTHI (0COOCHHO CBUHUHA);
* TOpPOX, (hacojib, OPEXM.

B1
3

BATaMMH | -1



DaKTOPbI, CHUKAIOIINE COACPKAHUE
THAMHAHA B MPOAYKTAX UM OPraHu3Me

1. Hekxotopble BUABI KYJHUHAPHOII 00padOTKH
(Temmeparypa, TaBJICHUE, IJII0KO034,
LIEeJIOYHAA cpeaa);

2. AJKOroJb, yai, koge;

3. M30bITOK yIJIEBOIOCOIEP KA X
NPOAYKTOB;

4. Cyabutbl, aHTHOMOTHKH, 0APOUTYPATHI.



Tuamuanupodochar (TIID)

aKTHUBHasi GopMa THAMHHA — SIBJISIETCS

Ko epMEeHTOM NMUPYBATACKAPOOKCHUIIAZHOIO
H 0-KeTOIyTaparaeKap0oOKCHJIa3HOI0
KOMILJIEKCOB, 4 TAK)KE TPAHCKETO0J1a3bl.

e CH;-N—C-CH, 0 O
=2

N7
| HC_ C-CH;CH; O-P-0-P—OH
\ WA 4 é &

P A .
AN .y S
H,C N~ TNH, OH OH



Yyacrue THAMHMHA B MeTA00JIM3MeE

KodepmeHTHbIC QYHKIIUU
1. YrneBoaHbIi, OCJIKOBBIN, HYKJIECHHOBBIN, SJHEPTeTUYECKUI OOMEHBI.

FJHO 6- (1)
TID
HprBaT Antetnin-CoA
IleHnTO3HBIN I _ —
|
PH6030 5-¢ MK , Iyx [urpar
[
| 1
TpaHCKeTOJIa3a : II OTK
T L
[ /
| / N > O-KeTOITyTapar
HAJIOHH" v ¥ G
TR KeTokuci10rsl CoA TId
y I
Hykiaeoruasn T~a - ~

“ ~~h AMHMHOKHCJIOTBI

\

' f

HykJjenHoBbie

<+—p beiaknu
KHCJI0THI




Yyacrue THAMHMHA B MeTA00JIM3MeE

2. OOMeH pa3BeTBICHHBIX AMUHOKHUCIOT

o-KI'

1y

CH, ~

— 5 MH3oBanepu-

> CH —-C
CH3 - I
O

O-KCTONU30BAJICPHUAHOBAA KHUCJIOTA

—COOH

~
~

CO, +H,O+AT®

B-okucnaeHnue

dHOBaAsi K-Ta

CH., <~
3 "CH —CH —COOH A
CH3 - |
NH2 Bamun
- CH. <~
O, , 3 CH,-COOH -~.
CH, -
TAD N300yTaHoBas K-Ta
Jeil — - - p O-KETOU30Kall-
POHOBas K-Ta
TID
Uneii —-» O-KCTOMETH/IBA- ——0p Metun6y- -~

JICPHAaHOBAA K-Ta

TI®

TaHOBAA K-Ta



HexocTraro4HOCTH, THAMHUHA
(runmoBuTamMuHoO3, bosiesus bepu-bepn)

B nmepByro ouepeab crpajgaer  HepBHasA  TKaHb
(MOJIMHEBPUTHI: NapecTe3rs, NMOTepss YYBCTBUTEJIAbHOCTH,
HapyuieHHe (QyHKuMM (mapesbl, Hapaju4u), JAenpeccus,
anaTus, HApyuieHue YMCTBECHHOM AeATEeJIbHOCTH);

CepAeYHO-COCYyIMCTasi cucTeMa (HaAapylmeHusi puTmMa, 0014 B
00J1aCTH cepala, OTEKH);

KEJIYI0YHO-KUIICYHbIN TPakT (HAPYUWICHUS MOTOPHON M
CEKPETOPHON (PYHKIIMU KeJYAKA, Juapesi, 3a0opbl);
MbIIINBI  (MbIIIEYHAA  CJa00CTL, O0OJM B  HOrax,
NOJACPruBaAHUA MbIIIL, A/IUHAMMUA);

OMoxuMHsI KpPOBHM (HAKOIUIEHME KeTOKHCJOT, amuao3,
BbIJCJICHME ¢ MOYOM AaMMHOKHCJIOT, OTpPUUATEIbHBbIN
A30THCTBIN 0aJIaHC).

POTOBas MOJIOCTh — TMIIEPIIA3ZUS IPHOOBUIHBIX COCOYKOB
SI3bIKA.



Bpox1eHHBIC HApYIICHUS 0OMEHA THAMHHA

«Mouda ¢ 3ammaxoM KJICHOBOTO CHUPOIIa»

Z
0-KETOU30BaJICPH- N300yTa-
Baqg — / T
aHoBasl K-Ta HOBafg K-Ta
T | A S
¢ N
~
7 * o
- - -OKHC-
POHOBAsA K-Ta | rrreny | VA anworad kora > JICHNC
TN® | A2 anoBas x-ta
' v
7 gl
 d
Uteii 0.-KETOMETHJIBA- 7 Mernioy-
HEH == JIepraHoBas K-Ta % TaHOBAs K-Td
| IO | Z
HakoruieHue B
KPOBU U TKAHAX

Hapymenne 6uocuntesa anodpepmentoB | HeBponoruueckas Orpanunuenue 6enka,
WM KO(DepPMEHTOB KaTajin3a CUMITOMATHKA: HAPYIIICHUS HCKYCCTBEHHOE BCKapMIIMBAHHE
OKHCITUTEIBHOTO YyBCTBUTEJILHOCTH, O0JIH, CMEChIO C OpraHnueHueM: BAJI,
JIEKapOOKCUITMPOBAHUS TTPOIYKTOB MBIIIIEYHas Cab0CTh, JIEW, NJIEN.
oobmena BAJL, JIEU, NJIEU IICUXUYECKHAE PACCTPOUCTBA MeraBuraMiHOTEpaIis




BpoxIcHHBIC HApYIICHUS 0OMEHA THAMHUHA

JledbeKT nupyBaTACTUAPOTr€HA3HOTO KOMILIECKCA

Ana
— ' CH,
A ITup z O
yBaTACTUAPOreHas3a % 7~
myK | o= <0 Z» CH—C + CO,
| (T, HAZL, PAJT, CoA 3 Y CoA
COOH K 7.
/1/ ) Anetun-CoA
Jlakrar [npysar A
Hapymienue 6nocunTesa [TosIMHEBPUT, KakK IIpU MeraButaMmuHOTEpAIIUs

ano()epMEHTOB WU KODEPMEHTOB | THIIOBUTAMHUHO3€ THAMUHA
KaTaJIM3UPYIOIIUX OKUCIUTEIIBHOE
JIeKapOOKCUIIMPOBAHUE MTUPyBaTa




Bpox1cHHBIC HApYIICHUS 0OMEHA THAMHUHA

bosnesns Jles (momoctpast HEKPOTU3UPYIOIIAs dHIIE(aonaTus)

ATO AI® AT® AP ATDO AJlD
Tnamua ———» TMO ———» TJ/|D TTO

( J
|
DHepreTuYeCcKuim
oOMEH B HEHpOHaxX

Hapymenue 3ajiep>KKa IICUXOMOTOPHOT'O PAa3BUTHSL: MeraBuTaMUHOTEpAITUA
oOpa3oBaHus 3aTPYAHEHUE WIHN CIIOKHOCTh CUJIETh,
TT® B HEMpPOHAX | A€pKaTh TOJIOBKY, CTOSITh, 3aTPYAHECHUE B

JIbIXaHWH.

HGBpOJ’IOI‘ NYCCKHUC CUCTCMBI:. CJICIIOTA,
[mapajin4d JUICBOro HepBa




FI/IHepBI/ITaMI/IHO3 THAMHUHA

HApPYIICHUE BBIICTUTEIbHOU (PYHKIIUH MOYEK
npu Heppurax;

yXyAlleHHEe TeYeHUs TMIEPTOHNYECKON 00/1€3HU,
cu(puinca;

aJJIepruyecKue peakuuy (BbICHIIIAHUS HA KOXKe,
aHA(PUJIAKCHA, BACKYJIUTDI);

BCJICICTBME U3MEHEHUS AKTUBHOCTH
TUAMUH3ABUCUMBIX (DEPMEHTOB B CbIBOPOTKE
KPOBM U3MEHSETCH COAepPKaHUue 0eJIKOBBIX
(bpakuuu, JHNONPOTEHI0B, MUKPOIJIEMEHTOB.



("w

IIppuMeHeHre B CTOMATOJI0T A i\\ @

B MemunuHCKON TpaKTHKE HMCIOJIB3YeTCS B BHJEC THAMHHA XJIOPUUA U THAMMHA
opomuga. Bl

BCAChIBA€TCSA B TOHKOM KHUIIIEUHUKE, (hoCHOpUIINpPYETCS B IEYEHU, HAAIIOYCUHUKAX,
MOYKax, SIMYHUKAX.

['MImoBUTAMMHO3 B TOJOCTU PTa MPOSBISECTCS XOKEHUEM SI3bIKA, IOTEPEU BKYyCA,
CYXOCTbBIO, KaXKJIOW, MApEeCTEe3Ue CIM3UCTON O00J0UKH, paciiaTbiBAHUEM 3yOOB,
MMOHWKEHUEM YYBCTBUTEIILHOCTH B OKPYKHOCTH IOJIOCTH PTA, BOBHUKHOBCHUEM
TPOPUIECKUX U3MEHEHUM CIIM3UCTON 0OOOJIOUKH.

Butamun B1 umeer 3HaueHue B BOSBHUKHOBEHUHU 00JIEBOTO CHHApoMa. JlmuTenpHas
U CujdbHasg OO0Jb MNPUBOJUT K PE3KOMY H3MEHECHHIO OOMEHa BEIISCTBU
COITPOBOKIAETCS YMEHBIIICHUEM cojiepkanust BuTaMuHoB C u B1.

Hekotopeie aBTOpbl CUMTAIOT, 4YTO BUTaMUH Bl yMeHbIiaer 00JI€BYIO
YyBCTBUTEIBHOCTh M €r0 IPHUMEHSIOT B KOMIUIEKCHOM JICUEHUM HEBPAITUU
TPOMHUYHOTO HEPBA, BKIIOYAIOT B KOMIUIEKC CPEICTB I TEpanuuO0IE€BOro mokKa.



Butamun B, (pudodiaBun

H,C ~_

H,C

N
PN

)

P
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) *
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Pubograsun
].Bu mamun ‘B2

- MI3oam1okca3uH

N

—

CH2-CH-CH-CH-CH2-OH - Puburon

DA/,
OMH

—— KO()EPMEHTHI

OH OH OH




OCHOBHBIE NIPOAYKTHI, COACPKALIHE
pudoQIaBUH

XJ1€000y/I0OYHbIC M3ACINS W3 MYKH I'py0oro
[IOMOJIA;

MOJIOYHEBIE TIPOIYKTHI;

SIMLIA;

MSICHBIE OPOAYKTHI (OCOOCHHO II€YCHb, MOYKHU,
cepaue);

I'PECYHEBAsI U OBCSHAS KpyIla. & )«J

- _g

sutamuH (379



Yyuyactue B2 B MeTa00/Iu3Me

1. YryieBOOHBIN, TUIIUIHBIA OOMEHDI

B-okucienue

[JIFO » — [[upyBar —@ Anetnii-CoA ‘ Armn-CoA
/ \\\\ DA I[ *
/ AR HenacsiieH-
dymapar ITK \ Y\ HasdKK-Ta
\
(DAI[ t ATP O-KTI \\\ *
C / Ny
KIIMHAT
4 / Anetnin-CoA

L PAA

Cykuuauin-CoA

2. buosHepreTrnyeckuii 0OMeH

depMEeHTHI IbIXaTeIbHOM LIENH - (DIIAaBOIPOTEHUIBI



Yyacrtue B2 B MeTa00JIn3Me

4. OMH-pepMeHTHI IIEYEHHN —
ouorpanchopmanus JeKAPCTBEHHbIX
penaparoB

5. IlpeBpamenue ButamuuoB B, B, C, B,

BIZ



I’ unoBuramMmHO3 B2
B POTOBOH I10JIOCTH

HenocrarouHocTs puooduiaBuHA NMPOSABISAETCH B BUE IePMATUTA, XeHJIUTA,
ioccura. Jlepmarut gopMupyercss B 00J1aCTH HOCOTYOHBIX CKJIA0K, KPbLIbEB
HOCA, BCK B BU/I¢ MOKPACHECHM S, HICJTYHICHU, TPCINUH U KOPOYEK B yIJIax pra,
1oCJIe OTTOPKEHUSI KOTOPbIX BOZHUKAKT 3p0o3uu. OCo0eHHO 1IeJylIeHne
BbIPA’KE€HO HA KPacHOU KaiMe ry0. Kpome T0oro, Ha Hell OABJISIIOTCS
MHOKE€CTBEHHbIE 00/Ie3HEHHbIE, HHOIIA KPOBOTOYALIIUE TPEIIUHbI.

N3meHeHN A3BIKA HAYMHAKTCA ¢ THIIEPEeMUH, 32aTE€M MOCTEIEHHO
aTpo(pUpPYTCH €ro COCOYKH, BILIOTH 0 MOJTHOI0 UX UCYEe3HOBeHud. B
pe3yJbTare CIIMHKA A3bIKA CTAHOBUTCH SPK-OKPACHOMW, IVIAJKOM, OJiecTAIeH U
cyxoii. U3MmeHeHus1 HA ry0axX U BO PTY CONPOBOXKAAITCH *KKEHUEM U 00J1b10,
0CO0eHHO npu pa3rosope u npueme numu. Hepeako Ha mekax, ClIMHKE A3bIKA
oOpa3yrorcs He0oIbIIHE 0Yaru Keparo3a. PazsuBaercst CyxocTh B IOJIOCTH PTa.

Pubo@iaBuH oka3piBaeT H30MpaTebHOE AeiiCTBHE HA KOKHbIC TOKPOBHI JINIIA,
CJIM3UCTYIO 000/104KYy pTa U r1a3. [Ipu HegocrarounocTy pudodIaBuHA ITH
00JIaCTH NOPAKAKTCH B ePBYIO ouepenb. [losTomy BuTamuH B, cienyer
BKJIIOYATh B KOMIUICKCHYI0 TePANNIO XeHJIUTOB, [NIOCCUTOB M AHTYJIAPHBIX
CTOMATHUTOB.



HexocrarouHocTs pudo(p1aBuHA
(rMMOBMTAMMHO3)

CamMble 4YYBCTBHUTEJbHbIE K HEIOCTATKY puOoOd/IaBUHA IJI1a3a, KOXKa H
CJIM3UCTHbIC I'0JIOBBI:

- BACKYJISIpM3alMsi POTrOBUIIbI, CBETO00S13Hb, BOSBHUKHOBEHHE KATAPAKTHI;
- o0pa3oBaHue TPEIIUH HA rydax;

- IePMATHUT HOCO-TYOHOM CKJIAJIKU, KPbLIbEB HOCA, BEK, YIIIei, BOJOCUCTOM
YaCTH IoJIOBbI;

- BOCIAJIeHH e SI3bIKA (IVIOCCUT) U CJAU3UCTON POTOBOM IMOJIOCTH (CTOMATHT).
Kpome 31010, BO3MOXKHO pa3BuTHE:
- AHEMM M ;

- BO3HMKHOBE€HHME WJIM 00OCTpeHHe SI3BEHHOI'0 Npolecca B SKeJaylke M
KHIIeYHHKE;

- HEPBHO-MbBILICYHBIX PACCTPOUCTB (MbIIIEYHAA CJA0OCTH, 00JM U
MOAEePIrUBAHUS B MbIIIIAX, HAPYIIEHUSA PyHKIIMH).



I'MnepBuTaMHUHO3 pUOOdIABHHA

* He onmucaH, HO BCJeICTBHE IIJIOX0OH
PACTBOPMMOCTH BUTAMHHA BO3MOKHO
BO3HMKHOBCHUE HAPYUICHUH
BBIJACJIUTECIbHON PYHKIIUH MOYEK
BCJICICTBHE 000CTPEHUA MU
BO3HHMKHOBCHHUSA NMOYCYHO-KAMECHHOU
00J1e3HM.



IIppumeHeHne B CTOMATOJIOTUA

[Ipy MOBBIIIEHHOM COJIEp)KaHUU B MHINE YIJIEBOJOB BO3pacTaeT IOTPEOHOCTh B
BUTaMuHe B2.

PubodnaBun nydiie agcopoupyercsi Npyu HAJTUYUU COJITHOM KHUCIOTHI B JKEITYOUHOM
COKE, BCACHIBACTCS B TOHKOM KHIIICYHHKE.

[Ipu runepBUTaMUHO3E HAONIOMAETCS BOCHAJIEHUE CIU3UCTON 000JO0YKHU MOJIOCTH PTa,
OOJIE3HEHHOCTh B yINax pTa M HIKHEH YacTu 3yOa. Pa3BuBaercs ceOapeiHbIi
JIEpMaTUT HOCA-TYOHBIX CKJIQJOK, KpBUIbEB HOCA, BEK, KOXHM JIMI[a B BHJEC €€
NOKpacHEeHMsT MW MmenymeHusa. Ha kpacHoi kaiiMe ry0 3acToiHasi TUIEpEMUS,
HIeIyIIeHNEe, TOSIBICHUE TEIUMH U KOPOUEK B yIJIax pTa U MO BCEH MOBEPXHOCTHU T'yO.
S3BIK CTAHOBUTCA CYXHMM, NPUOOPETACT 3EPHUCTBHIM BUJ, BCJICACTBUE YBEIMYCHUS
COCOYKOB, CTAHOBSIIMXCS NypnypHO-KpacHbIMU. [locTeneHHO mpoucxoaut arpodus
COCOYKOB BIUIOTh JO WX IIOJHOTO HCYE3HOBEHUs. CHNHMHKA $3bIKa MPEICTABISIETCS
agkon , OjecTsamien, SpKo-KpacHOM, cyxod. BhHauane oTMedaeTcs ObIcTpas
YTOMJIIEMOCTb 3pEHHS, CBETOOOSA3Hb, CJIE30T€UEHHUE, OIIYILICHHE KKEHHUS, 3aTeM
Pa3BUBACTCA KEPATUT, OTMEUYAECTCS YCUJIEHHAS BACKYJIAPU3ALUSA U IIOMYTHEHUE POTOBOM

000JI0YKH, Pa3BUBACTCA KOHBIOHKTHBUT.



Buramuu PP (HMKOTHHOBAasI KHCJIOTA, HUAIIMH, TAKXKe
BUTaMHUH B,, peako ynorped/isiercsi HeBepHOe
0003HaYeHne — BUTaMHH B,)

O
COOH //
C
NH2
s
\N/ \?
HuxotunoBasg xkuciiora HukoTuHAMU
HAJI,

—— KO(DEPMEHTHI

HAJI®

s
BUTAMUH § a5



OCHOBHBIC IPOAYKTHI, \Ss
coaepskalue

BurTamMmuu PP

XJ1€000y/J10UHbI€e U3AeJUS U3 MYKH I'Py0oro nomMoJjia;
MSICHbIE IPOAYKTBI, B T. Y. ITHIA;

pacTuTe/IbHbIE MPOAYKTHI (00061, ropoIleK, (pacob,
CBEKJIA);

rpeyHeBas M OBCAHAA Kpyna;

rpuobI;

B TKAHAX 1 MUKPO(IOPOU KUIICYHUKA Ye/I0BEKA

BUTAMUH CHHTe3UpyeTcsa u3 rpunrodana (60 mr
TPUNTO(PAHA IKBUBAJICHTEH CYTOUYHOU NMOTPEOHOCTH).



Yuyactue PP B MmeTa0o01M13Me

1. YIJIEBOJIHBIN, HYKACUHOBBIN OOMEHBI

I'nukoaus

I 1r0K030-6 ’ g
_pocar — P SPIA [Tupysar AueTHJI CoA

o LL[YK HHTP'“‘T
f \

T
HAI[(D Maurar I N3o1mmmTpa
' N
IleHTO3BI ! .

\ N
\ H;’KJICOTI/IIH)I \\( \

T HK Cykinuami-CoA




Yuyactue PP B MmeTa0o01M13Me

2. Jlunnnoaell 0OMEH

A

HAJID

\/
Ammn-CoA

AHCTI/IJI—COAHA\yeTOHOBHG Tesa

3. buosHepreTuyeckuii 0OMEH — AbIXaTebHas LEHb
(HA, HAA® -3aBucUMBIEC IETHUAPOTrCHA3HI)

4. OxuciieHue 3TaHosa (ankorojapaeruaporenasa-HA /1)

5. AKTUBaAIIMY BUTAMUHA B9

OK = J[I OK = TI OK




Yuyactue PP B MmeTa0o01M13Me

6. OOMEeH aMUHOKHCIIOT

1]
[IpsiMoe Je3aMUHUPOBAHIE 1Y > O-KT
HAJT
*Henpsmoe J1e3aMUHUPOBAHNUE
R, / R1
| |
H-C-NH, + 0-KT > (|J:O + TJIY
|
COOH COOH
*BOCCTaHOBUTEIILHOE AMUHUPOBAHUE
HA
I1B HAL > Alla
(HAJT)
YK > Acn
(HAJT)

O-KT > [y



I unoBuramMmuHoO3 B3
B POTOBOH I10JIOCTH

SA3BIK YBEJIMYMBACTCH, CTAHOBUTCH OTCYHBIM, COCOUKH €ro0 BHAYaJIe
runeprpodupyorcsa. CimHKA A3bIKA 00bIYHO MOKPHITA TOJCTHIM CJI0E€M
TEMHO-KOPUYHEBOI'0 HAJIETA, Pa3/1eJIeHHOI0 00po3aKaMu. 3aTeM HAJIET
MOCTEIEHHO OTTOPraeTcs, A3bIK HA ITUX YYACTKAX CTAHOBUTCH SAAPKO-
KPaCHbIM, 0JIeCTAIIMM, Pe3K0 00J1e3HeHHBIM. OTMeUYaeTcs IJI0OCCHT,
CTOMATHUT, THHTUBUT. PAa3BUBAIOTCH runepeMusi CJIM3UCTOM 000JI0YKH PTA U
IpUTEMBI HA KOKe. KpoMe TOro, HapyuieHue OKMCJICHUS MOJOYHOMI
KHUCJIOTHI MMeEeT 3HAYeHMe IV npouecca reMuHepaauzanuu 3yoos. Illpu
3TOM 00JIbHBIE KAJYIOTCS Ha CJ1a00CTh, ANATHIO, OBICTPYI0 YTOMJISIEMOCTD,
yXyAlIeHUE MAMSATH.

i1 J1e4eOHBbIX Heied B CTOMATOJIOTMM HUKOTHHOBASI KMCJI0TA
NPUMEHSIETCH NP 3a00/1eBAHUSX CJAU3MCTON 000J10UYKH MOJOCTH PTA, B
KOMILIEKCHOM Tepanuy MHOKeCTBEHHOI0 Kapueca, IpH IJI0CCUTAX,

3200J1eBaHUSIX IIAPOAOHTA.



Henocrarounocts BuTtamMmuua PP
(rMmMOBMTAMMHO3)

3a0oneBanue — IeJIarpa  (ocHoBHasi

NPUYUHA PA3BUTHUS - CHIKEHHE MOTPedIeHu s
’KMBOTHBIX 0€JIKOB).

Tunoeumamunos 3 /I:

JlepMarur  (cummerpudyHOe — MOpakeHHe
YYACTKOB KOKH, HAOCTYINHBIX BO31CiCTBUIO
COJIHEYHBIX JIy4Yeu: JuIo0, YU, KHCTH PYK);

Jluapesi — npusHak paHHero InopaskeHus
KEeJIYTOYHO-KMILIEYHOIr0 TPAKTa (KpoMe 3TOro
IVIOCCUT, CTOMATHUT, CMEHA AUapeu U 3a1opPoB,
reMopparu4eckue IMOPaKeHUs1  CJAUM3UCTOH
KHIIEYHUKA);

DEMENTIA

JlemMeHuuss -  npu3sHak — mopaxenust [
HEHTPAJIbHOU U nepudepudecKo HEPBHOM |
cUCTeMbl (KpoMe JdeMEHUMH — NapecTe3uu,
alMHAMMS, Mape3bl, NMAPAJUYU, HAPYIICHUSA
MCUXUKH).




HapyuieHus1 B pOTOBOHA I10JIOCTH
[HpH nmeJiarpe

* COCOYKHM A3bIKA MMOJHOCTHIO aTPOQUPYIOTCH,
AI3BIK CTAHOBUTCSH JJAKUPOBAHHBIM,
Os1ecTAIIMM, APKOKPACHBLIM, 00/1€3HECHHDbIM.
Caunsucrast 000J104Ka pra OTEeYHa,
rurnepeMMpoBaHa, runeprpodgupoBana, Ha
Hel MOI'YT MOSABJAATHCH NMY3bIPH, HA MeCTe
KOTOPLIX 3aTeM 00pa3yrorca 00J1e3HEeHHbIE
3po3uu. boibHbIE 0TMEYAKT CYX0CTh BO PTY,
HapylIeHHe BKyca.



I unepsuramuuos PP

* He onmcan, HO BCIEACTBUE 3aXBAaTHIBAHUS IIPH
BBIBCJICHUY MECTHUJIBHBIX TPYIII MOKET
BO3HUKHYTh HEJIOCTATOK JIMIIOTPOITHBIX
(bakTOpOB (METUOHHUH, XOJIMH) C
MOCJIECAYIOIHUM PA3BUTHUEM KUPOBOU
MH(UITpALIMM [ICYCHU




IlanToTrenoBas kuciaora (B,)

N Ty "
" I : 7%, r y
\ ,
DY CeA a
o

H3(l3 ?H
HO-—CHQ—Cl;-—CH—CO‘-NH—CHQ—CHQ—COOHJ

CHg

P-AllaHUH

IlanToTeHORBasT KHMCIOTA

* [IaHTOTEHOBASA KUCJI0TA, MAHTOTEHAT (JIEKAPCTBEHHAA
(popMa — MAHTOTEHAT KaJbIUSA, BUTAMUH BS,
HeBepHoe 0003HaYeHue — BUTaMUH B3).

* IIaHTOTEHOBASI KUCJI0TA 10 XMMUYECKOU NPUPOIE
SIBJISICTCH AUMENTHIOM U COCTOUT M3 OCTATKOB
AMMHOKHCJIOTHI [}-a/IaHNHA M NIAHTOEBOU KUCJIOTHI.

* Kojgepment — KoA



Oo0ecrieuenre BUTAMHUHOM
OpraHu3Ma:

MSICHBIC IPOAYKTHI
(0COOEHHO [ICUYCHD,
IIOYKH, CEePJIIC);
IrpeyHEBass M OBCSHAas
Kpy1na, ropox;

SIMYHBIN JKEITOK;

OBOIIU (0cOOEHHO ‘
[IBETHAs KarycTa,
IIOMU/IOPBI);

KapTo(elb.



YyacTHe IAaHTOTEHOBOM KHUCJIOTHI B MeTAa00/1U3Me
é

TpancanunupoBanue (IIEpeHOC allUJIOB - aKTHBUPOBAHHBIX OCTATKOB
KAPHBIX KUCJIOT)

Tpurnuuepu sl

a
Ammmin~CoA

CDOC(I)O‘JI/:HI/II[BI\

—

ATeTHIIXOJINH

CoA |— kodepMeHT

VYrieBoanl

[0

\

[TupyBar
+ AMUHOKHUCJIIOTEI

P

Arnetnin-CoA XomecTepuH,

5 KETOHOBBIC Tela,
Y > CrepomHbIe

CH,-C
3 TOPMOHBI
L CoA

[ITK
AT®



HexocTarouyHOCTH NAHTOTEHOBOU
KHCJOTHI (FTMIIOBUTAMHUHO3)

Bcerpeyaercsa kpalHe peako, 00bIYHO
B COYETAHUM C HEIOCTATKOM [IPYrux
BUTAMHMHOB rpynnsi B:

- CO  CTOPOHBI  KEJYI0YHO-KHILEYHOIO
TpakTa (INIOCCHUT, CTOMATHT, CMeEHAa

auapeu U 3a1opoB, HapyLIeHHE
MUALEBAPECHUSA);

- NPHU3HAKHU MOPAKEHUS HEPBHOM CUCTEMBI
(amarTus, 0ecCOHHMIIA, aenpeccus,

napecresMm, aiuHAMMA, HapyUIeHUS
YMCTBEHHOUM J€ATEJIbHOCTH);

- MOBTOPHBIE HH}pEeKINU BEPXHUX
AbIXaTeJbHBIX IIyTeHn




-5~ B 6 ( IHPWIOKCHH, MUPHIOKCAIb, MAPHIOKCAMHUH, A

TakxKe ux gocdarsl, cpeau KOTOPbIX HauboJIee
Ba’KeH NUpuaoKcagabdocdar)

CH,OH CH,NH,
HO(Z 4 3 CH,0H HO[Z 4 3 CH,0H
(-O-PH,0,)
2., 6 2., 6
H3C \l/ O H H3C \l/
N \ / N
C [TupugokcamMuu

[Iupugokcun PN \ ;
4 v
HO[y # "5 CH,0H

I Tnpunokcamua-5-dhocdar
(-0-PH,0,) pH docd

2 /
Sy 6

1
H,C ~ KO(hEepMEHTHI

N
ITupugoxcans /
\ J
|

[Tupuaokcanb-S-hocdar




OcHOBHbBIC IPOAYKThI,
coAep:Kamye BUTAaMHH B_

* MSICHBbIE IPOAYKTHI (0COOEHHO
Ne4YeHb, cepane, MoOYKu);

* pbidAa;

°* B MCHbIIICH CTCMCHU PACTUTE/IbHbIC
IPOAYKTHI (000b1, rOpoOILIEK, PUC,
kapTodein);

* CBE)KME OBOIIIM;

* MUKPO(IOPON KUIIICUHUKA

YeJI0BEKA CHHTE3HPYETCs
He00JIbII0E KOJINYECTBO.




VYyactue B < B META00JIU3ME

1. OOMeH aMHUHOKHCIIOT

* TpaHCaAaMUHHUPOBAHUE;

R1 R2 R1 R2
| ] | |
H—(lj—NH2—>(j:O B —> C=0 —I—H—C—NH2
| 6 | |
COOH COOH COOH COOH
AMUHOKHCIIOTA Ketoxucnora Ketoxkucnora AMHHOKHCIIOTA
(Ana) (0-KT) (Ilupysar) (Iy)

¢ T[!ﬂHCQGBaMI/IHI/I[)OBaHﬂe (HGH[})IMOG AC3aMUHUPOBAHNE).

h N

H—(li—NH2 +  O-KT > C O + Ty
|
COOH B COOH
AMUHOKHCIIOTA KeTtokucnora

(ACH) (H_IYK)



VYyacrtue B . B META00JIU3ME

* JlekapOOKCUTINPOBAHUE

Iy —» [JAMK
B6

TPAU —» CEPOTOHUH
B

6

['MC

ACII

» 'MCTAMHUH

B

6

—

o-aJia

0-aja



* YyacTue B 00OMEHE CEpPOCOIePKAIMX AMUHOKHUCIIOT (MeT, unc)

AnpeHanvH
XO0JInH JlerutH
l—> — Tumun Kapautnn
~ Kpearun
TOMOLIUCTUH <«—— TOMOLIMCTEVH
MenaroHuH

B, (uucToTHOHMHCHHTA3a)

OUCTOTHOHHNH

B, (uucrornonnninasa)

~

H1C TOMOCEPHUH



2. Y4yactue B OMOCHUHTE3€ reMa (3pUTPOLIUT)

G-JIEBYJICHATCUHTA3a
[JIN + cykiuanin-CoA —o®eByI€HOBasA K-Ta

S
'

Iem = Hb »

3. Yyactue B cuatesze PP u CoA

TPU KB YPEHUH ~— — HUKOBMHAMU

By

ACII B B-aﬁa CoA >
6



1.

2.

3.

HeaxocTrarouHOCTH
(THIOBUTAMMHO3)

Y wMiIageHueB MNpPU MCKYCCTBEHHOM BCKAPMJIMBAHUU M He
UCIOJIb30BAHNM PEeKOMEHyeMbIX neaguarpamMu cMecen
Pa3BUBAETCH CYIOPKHBIM CUHAPOM U AHEMMUS.

Y B3pocCibIX cHenu(pUYEeCKUX MNPU3HAKOB HET, HO MOIYT
Pa3BUBATHCH KOHHBHIOKTHUBHT, ceOopeHbIN AepMAaTHT,
MOJIMHEBPHUT).

Hapymawrcsa @QYHKOMM HEHTPAJILHOU U nepudepudeckon
HEPBHOU  CHCTE€Mbl, MOABJIATCH BAJOCTb, COHJIMBOCTbD,
NMOBbIIIEHHAsA  BO30yIMMOCTb, nepupepuyYecKUd  HEBPHUT,
HEHPOAEPMMUT, CeOOPEHHBbIN AePMATHUT.

B moJsocTtu pra - aHryJIpHbIA XEWJIHUT, CTOMATHUT, IJIOCCHT.
IlopaxxeHue s#A3bIKA Xapakrepusyercss arpopued M 04YaroBou
AecCKBaMaluen COCOYKOB, YMEPEHHO BbIPAKEHHOM
CKJIAAYATOCTHIO SA3BIKA, U3BPAIIEHUEM M MOHUKEHNEM BKYCOBOU
YYBCTBUTEJIbHOCTH, PEHMANBUPYIOLIEH IJ10CCAJTUEH.



BpoxaenHble HapylieHust ooMeHa B

HazBanue 0osie3nn | Ilpuunna HapymeHust IIpu3sHaku HapylIEeHUS Jleuenue
T'omonucrennypus | I'eHeTnyeckuit nedexr | Hapymenuss popmupoBanus ckenera, | MeraBuTaMmmuHo-
UMCTOTUHOHUHCUHTA3LI | BBIBUX  XPYCTAJIUKa, IICUXWYECKHUE | Teparus
(1:20 TBIC), TOMOLMCTEHH | PAaCCTOMCTBA, TPOMO03IMOOIINH,
UHTUOMPYET  HEKOTOpHIE | HAPYIIEHHE CO CTOPOHBI CEPIACYHO-
(epMEHTBI COEAUHUTENb- | COCYAUCTON CUCTEMBI.
HOM, MBIIEYHOM M HeEp- | buoxumus: moBbIIEHUE B KPOBU CO-
BHOM TKaHU NEPKAHUS TOMOLIMCTEUHA, TOMOILMC-
TomouncTun THHA, TOMOLIMCTCUHYPHUSI
TomoTuc- L Llucroru-
TEeuH N OHHH
Huctornonmaypus | Hdedekr bonxumus: MOBBIIEHUE B KPOBU CO- | MeraBuTaMuHO-
M CTOTHOHHH/INA3HI JEpKaHUus LUCTOTHOHWHA, LHUCTOTHU- | Tepanus

i z L1
Hncrorn J- ( .

I'omo-
CEpUH

OHUHYPHUSL.

Pan  romeyt  310pOBBI € OTUM
neexromM, YacTh — OTCTaBaHUE B
YMCTBEHHOM Pa3BUTHUH




Bpo:kiennblie HapyieHusi o0MeHa B

Ha3zBanue IpuunHa
IIpusHaku HApYyLIEHUSA Jleuenme

00J1e3HH HApYULICHUS
[Tupununazasu- | edexkr riayramatiae- |B mnepeie 10 sgHel >xu3Hu: | MeraBuTaMuH
CUMBIN CYJI0- KapOOKCHJIa3bI TOHUYECKO-KJIOHUYECKUE CyI0- | oTepanus (Kak
POXKHBIA CUH- _ pOTH, 3aTPyAHECHUE MObIXaHUs, | MOXKHO

1y £ » I'AMK 5
IpOM @/ [IMaHO3, OOWJIBHOE  CIIFOHO- | paHBIIIE)
OTJZICJICHUE

[Tupununzasu- | dedexkr c—amunosnery- | ['unoxpoMHas aHemusi, MUKpO- | MeraBuTamuH
CAMasi aHEMHSI | JICHATCUHTA3bI IIUTO3, CHUAEPOOIacTO3 (MHOTO | OTeparusl

1Y + cykuunun - CoA—9>

G—.HK —-['EM

Fe B spurpomurax) HE KOppe-

rupyercsi KpoBbio, ke, B ,, B,




I nmepBUTAMHHO3

He ommcan, HO HeJdb3sl  HCHOJIb30BATh
TEPaCBTUYCCKUE JTO36I (mo 100 MT)
OepeMeHHBIM KEHIIMHAM HA PaHHHUX CPOKAX
(He ©Oomee 10-15 wmr), T.K. DOBBIIIAETCS
coAcpKaHHE CEpPOTOHMHA B KPOBU Marepu U
[JIOJJa ¥ BO3HHUKAECT HEOJIArONpHUATHOE BIHSHHUC
Ha Pa3BUTHUE 3apOJbIIIa U NUTAHUE TIALICHTHI.



B cTomMmaTomorumu

KnmHuyeckoe nposiBICHUE T'MIOBUTAMHHO3a: MOBBIIIICHHAS
pa3apakKUTEIbHOCTD, 3aTOPMOXKEHHOCTb, JIpMaTUT ( B 00JIacTH
HOCOTI'YOHOM CKJIAAKH, O OpOBSIMHU, BOKPYT IJ1a3), CyJOPOTH.

Butamuu B6 ctumynupyeT 0OMEHHBIE MTPOLECCH] B CIU3UCTON
000JIOUKE pTa, MOATOMY IIPH €r0 HEJIOCTATOYHOCTH Pa3BUBACTCS
CTOMATUT, NIOCCUT. BO3MOKHO pa3BUTHE ITEPUPEPUIECCKUX
ITOJIMHEBPUTOB.

B cTOMAaTOJIOTHYECKOM MTPAKTUKE BUTAMUH B6 NpuMeHAETCA ITpH
JICYECHUH 3a00JIEBAHUM CIU3UCTOM 000JIOUKH MOJOCTH PTa,
MapOJ0OHTA, MHOXKECTBEHHOI'O Kapreca, HEBPAJITUHU, TVIOCCAJITHH,
HEBPUTA TPOMHUYHOI'O HEPBA.



o B7 Buramun B, (0notus, H)

—_—

KOJIBIIO
1 CH

HC

H,C

/O
C
Mmunga3onoBoe HN /\ NH

CH - (CH,), - COOH

/S

TuodenoBoe KombL0

KodepmeHT - OMoTHH



OcHOBHbIE POAYKTHI, COAEPKALIAE OUOTHH

MSICHbIC IIPOAYKThI;
SIMYHBIN KEJITOK;

pACTUTEJbHbIE TMPOAYKTHI (0CO0eHHO - 000bI, COsl, IBeTHas
KaInycra);

IIICHHAadA Kpylia;

MHUKPOGIOPOH KHIICYHHUKA YeJOBEKA MOKET CHHTE3UPOBATHCH
MOJIHOCTHI0, UCXOAH U3 CYTOUYHOM MOTPEOHOCTH.




Yuactue B, B MeTadonmn3me (KapOOKCHIHPOBaHUE,
TPAHCKAPOOKCUJIMPOBAHME)

1. YyacTue B OMOCHHTE3€ KUPHBIX KHUCJIOT

Majounia-CoA

0O Anetun-CoA- O
V4 KapOOKcHIIa3a CH —C//
CH,-C + CO, ‘ > o -»> H2XKK
L CoA e HOOC 0
Anetnin-CoA v
\ 4

[TanmbMUTHHOBAS,CTEAPUHOBAS,
OJIEMHOBAS YKUPHbIE KUCIIOTHI




Yuactue B, B MeTadonmn3me (KapOOKCHIHPOBaHUE,
TPAHCKAPOOKCUJIMPOBAHME)

2. O0OMeH KMPHBIX KHCJIOT ¢ HEYeTHBIM YHCJIOM aTOMOB yIJIepo/aa

Metunmanoauia-CoA

//O [Tpormmonui-CoA- 0O
Y
CH, - CH, —C + CO, —Kapboxemana,, oy _ oy —¢
7 Tlcoa T Lo ©CoA
COOH
[Tponmmonui-CoA +
‘ Cykuuaun-CoA
— HOXK ¢ HedeTHbIM unciioMm C HTK

—00KOBas 1IEMOYKA XOJIECTEPHUHA
—MET, WIEH, TPE
—-IPOMUOHOBAs K-Ta




Yuactue B, B MeTadonmn3me (KapOOKCHIHPOBaHUE,
TPAHCKAPOOKCUJIMPOBAHME)

3. I J1I0KoHeorenes

(ins [TupyBarkapOOK-
C—o0+ CO cumasa
| > D)
COOH

[Tupysar

COOH
| CH
CH2 OEII-kapbokcuiiaza I

C_o Q . C—O~PHO

2

COOH
OEII

4. YyacTtue B oOMeHe BI/ITaMI/IHOBB B B , B, _,C

12°



HexocTaro4yHOCTHL OMOTHHA
(TMmMOBUTAMMUHO3)

Berpeuaercss KpaiiHe peako, O00BIYHO NpH
NJIMTEJIbHOM NOEAHUM ChIPBIX SMIL:

-Koka (mejaymieHue, 0J1eJHOCTDb);
-sI3bIK (ATPO(PUA BKYCOBBIX COCOYKOB, IVIOCCHUT);

-MBbIIIIeYHBLIC 00JIN.




BpoxaenHble HapylieHust o0MeHa B,

Ha3Banue 00J1e3HH IHpuynHa HapyuieHus IpusHaku HapylIeHus Jleuenue
IIponuoHaTanu- HAedexr nponuoni-CoA- Ha nepgoii Heaesie OrpannyeHue
AeMHUs KapOOKCHIA3bI JKU3HHU: TAKeJIbIN OeJika;
Xomectepu, Met, wiei, Tpe, HOXKK, | poyoanmnos npu CHMITOMATHYECKOE
IIPOIMHUOHOBAA K-Ta >
2 KOpMJIeHMH (PBOTA, 00€3- | JIeueHue;
[Iponmmonmn-CoA o
@ BOKHMBaHUe, MbllledyHast | MeraBuraMmmHoTe-
MeTwi-manoura CoA €J1a00CTh, COHJIMBOCTb, panusi.
K0-MAa), 4aCTo JieTaJbHbII
CuHTE3 KUPHBIX KUCIIOT C HEYETHBIM | MCXO/.
amciiom C IIcuxu4veckue,
HEBPOJIOTHYECKHE
CuHTe3 aHOMaJbHBIX (pocPoaUnUIO0B .
paccTpoicTBa
MO3Tra
buoxumusi: HaKOIUIEHUE
B KPOBM NponuoHmJI-CoA
Tuamun AJIA Pa3BuBaerca keroauuao3 | MeraBuraMuHOTe-
3aBHCUMBbIN JlakTar “ buoxumus: Hakomienue | panus (B, B.)
JJAKTaTanuma03 w B KPOBH
[IBK YK .
B NUPOBUHOTPATHOI,
7 o
TID MOJIOYHOM KHMCJI0T, AJIA
Anermii-CoA
dederT nupyBarkapOoKcHIaA3bI




Buramuu B9
(boaueBast KHCJIOTA)

* MDoyieBast KUCJI0TA COCTOMT U3 TpexX
CTPYKTYPHBIX ¢TUHMIL: OCTATKA 2-aMUHO0-4-
okcH-6-MeTranTepuauna (I),
napaamMuHoOen3oHou (IT) u L-rimyramMmuHoBoM
(IIT) kACcJI0T U MMeeT CJAeAYIINYI0 CTPYKTYPY:

I
—©_ CO%NH“CH-CHQ‘CHQ_COOH
|

: COOH

HoN

__....|--.....--
Zo

f

% o
-

>

np

J\
e

donuerasa (NnTepounrnyraMmmMHOBas) KUcnora



OCHOBHBIE IPOAYKTHI, COAEPKALIME
(hoIHEeBYIO KHCJIOTY

CBeKME€ OBOIIM H 3ejieHb (0CO0EHHO MOPKOBb,
IMOMHUAOPDI, JYK, CAJAThI, KANIYCTA);

MSCHBbIE IPOAYKTHI (0COOCHHO NMEYEeHb U MOYKH);
SIMYHBIA KeJITOK;
ChIp;

MUKPO(PJIOPON  KHIIEYHMKA  YeJIOBEKAa  MOKET
CUHTE3UPOBATHCH HEKOTOPOE KOJUYECTBO CYTOYHOM

NOTPEOHOCTH. < & p
a@ 2
780 ¢




Y4actue (poImeBOM KUCIOTHI B META00JIM3ME

AX aJIpeHaJIMHA
JCLIUTUH eJIaTOHHWHA
XO0JIMHA

KApPHUTHH

TIOK-CH,

T'omoriectenn Metno
KpeaTnHa I

Cep

I'mn

TIPK=CH,

IMupumuaus (T)

Oomen
OTHOYIJICPOIHBIX
¢pparmenToB:
O
HUH B C/ - hopMu
~H
TTOK =CH - wMereHul1
T'uc Cep
4 — CH2 - METUJIEH
I
0 — CH3 - METUJI
//
TrT®K — C

ITypuns! (A, I')

OoMeH
K=CH MET, IUC, cep,
[JIA, TUC

—>

HyKJI

TUBI

HK

<—> beixkn<€—p AMI/IHOKI/ICJ’IOTBI




Yuacrue ¢GosiMeBo KUCJI0THI B MeTa00JIM3Me

H,-¢dosat obpa3yercs B neueHu u3 GpoaneBoii Kuca0Thl (posara) ¢
yuyacTueM pepMeHTOB (PoIaTpeayKTa3bl U
auruapodoaarpeaykrasbl . KohepmMeHTOM 3THX peayKras
aBiasiercss NADPH. MerunenoBasi rpynmna -CH,- B

MoJieKyJie MeTiieH-H -¢o1aTa MoKeT npeBpamiaThCes B Apyrue
OHOYIJIEPOJAHbIE IPYIIIbI.

= NNA i
CepaarmapoxkcH- NAD I inmn L
NH, MeTuITpancdgepasa Fler
HO-H,C-CH-COOH ~ O i
Cepan H,-
I H,O COOH s—onar
I oaae
S & 10 = I IHpHMHIMHOBRIE
N -CH,-H, -donar N, N -CH,-H _ -donar - rf%cﬁcom‘th!
Mermn-H ~donar | Meruaen-H,-ponar (THMEIITOBAS KHCITOTA)
! s 10 2 ITypaRroBLIC
PercHepamms N, N =CH-H,-doaar HY K. 1€0THIIb
METHHOHHIA L Merennn -1 ~donar (arom C B NONOKCHWH 8)
(i 10 8 R Ilypasosnie
N -CHO-H,-danar - II}’.KJQ()TPUII-I
Dopmmin-H -doaay (aTom C B momoxeHHuu 2)

- =g




HexocrarouHocTh (hoIMEeBON KHUCJIOTHI
(rTMMOBMTAMMHO3)

B pa3BUTHIX cTpaHax BCTpedaeTcs peako. OCHOBHBIE NMPUYUHBI
Pa3BUTHS: roJIOJJaHuE, AJIKOTOJIU3M, OEpEMEHHOCTD,
JUIATEIIBHBIN IIPUEM IIPOTUBOCYAOPKHBIX IIPEIIapaToB.

Spxas KJIMHAYECKas KapTUHA TMIIOBUTAMHUHO34!
MQF&JIO@]I&CTH‘IBCK&H, IMNCPHUIIHO3HAA AHCMUA
Anaucona-bupmepa.

B KpoBM: CHM)XECHHE SPUTPOLMTOB — THIEPXPOMHAs aHEMUS,
Merajaoonacto3  (MOSIBJICHUE  HEIO3PENIbIX  3PUTPOILIUTOB),

MaKpOIIUTO3, QHU30LIUTO3. JIeMKOoIEeHUsl, MHOIOSICPHBIC
JTEUKOLUTHI, TPOMOOIIUTOIICHHS.

B xocTHOM MoO3re: Merano0nacto3 (yBEJIMYECHUE HENO3PEIIBIX
3PUTPOLIUTOB), MAKpPOLMUTO3, (ParMEHThl PaX3PYLICHHBIX
PUTPOIIUTOB.

Bo3MoxHO 000CTpeHrE HU30(peHnun, IMUIENCHu.



BpoxaeHHbIe HAPYILIEHUSA 00MeHa (G o1MeBOM KHCJI0ThI

é

donarzaBucumasl | BpoxkaeHHbIe HApYLIEHUS] CHHTE3a AHemus MeraBurammHO-
Meradjaacruyec- peuenTopoB (BcacbiBaHMe) WU Tepanus;
Kasi aHeMM sl (osarcBs3bIBaONIEro 0esKa (TpaHc- CuMnromaTn4ecko
1opT) e JIeueHue
MeraoaacTuuec- AHemus MeraBurammHO-
Kasi aHeMMusl DK % JIF®OK % T DK Tepanus;
CuMmnroMmarn4ecko
ledexT oOpazoBanus e JIeueHue
KO(epMEHTOB




BUTAMMHA BIZ:
METHJIKO00AJAMHUH H

5-1e30KCHATCHO3MIK00aIaMUH.

Buramun B12

=7 (HMaHOKO00AIAMMH)
CONH,
Buramunamu B ) Ha3bIBalOT 57
2
GHs
rPyNny Ko0ajabTCoAePKALIUX émH CRCHEONH,
OMOJIOTMYeCKH AKTHBHBIX RS A L T8 omomconn,
Y P
BeLIECTB, HC| oo’
) N ! N= ru
HA3bIBAEMBIX KoOagamMuuamu, "o | [0
K HuM oTHOCHAT Og:'zCHvC"'CHa\CH"é;chagcom
COOCTBEHHO IIMAHOKO00AJIaMUH CHa N Nt
THAPOKCHKO0AJIAMUH H W N
nBe KoepMeHTHbIE (OPMbI /% o

\\

HOHQC\O/



OcHOBHbIE IPOAYKThI,
coaep:kaniue BUTaMuH B12
CuHTe3: HCKJIKYHUTEIbHO
MUKPOOPraHudMmamMi KUBOTHBIX " pblﬁ:

* MSICHBIE POAYKTHI (OCOOEHHO NEYEHD, ITOYKH );

* pBIOA;

* CBIp;

* MUKPOGQJIOpON = KHINEYHHUKA  YeJ0BEKa

MOKET CHHTE3HMpPOBATLCA B He0O0JbIIMX
KOJIMYEeCTBAX, HUCX0AA M3  CYTOYHOM
IOTPEOHOCTH.



Yyacrtue BUTaMUHA B12 B METa0O0JIU3ME

KodepmenTsr: 5-nezokcnanenosnnkodanamut (JIA ), metrikobanamus (B -CH,)

B12

1. AxtuBanus GonneBoit kuciaorel (TT®K-CH,+B,, — TI®K + B -CH,)

/_TFCDK Mert
\ / \ CH AﬂpeHaHHH AX
/ N-metun-TT' OK- S-aIeHO3HIMe- Q XonuH Jlenutun
TOMOLIMCTEMHMETHII- K
TUOHUH ApHUTHH
Tl“CI)K=CH2 TpaHcdepasza Tumun P
(MeTHIICH) (xodepment CH,-B, ) Kpearun
S-a/IeHO3MITOMOIHCTENH Menaronux
4—
TI“QDK-CH3 I'omornucrenn
(meTun) y—Cep

I'omocepun wnc



Yyacrtue BUTaMUHA B12 B METa0O0JIU3ME

2. OoMeH nponuonuna - CoA

—+ HOXK ¢ seuetusiM uniciom C // ©

—O0KOBas 1IEMOYKA XOJIECTEPHUHA

—» CH.—CH.-C >
y 3 2 e
—MeT, uiIeH, Tpe ’L ‘
CoA

—FIPONIMOHOBAs K-Ta Iponuonua-CoA

-1 COOH
/ g |_|_ - = "I//O MeTtuia-MaaoHUI- ?OOH //O

CoA-myTaza
CHz_ CH2 - C

3 >
§ o ’LCOA B lOL ’LCOA

MeTna-majgonmi-CoA

Cykumauin-CoA
T HTK

Banun



I'unoBuTaMmnHO3 KO0AJIAMHUHA

KobOanamyHa  HeoOXoauM  II  HOPMAaJIbHOTO
(YHKLIMOHUPOBAHUS (DOJIMEBOM KHUCIOTHI (aKTUBAlLMS) W €CJIU
OymeT He XBaTaTb KoOajlaMMHA, TO MOXKET pa3BUBATHCS
BTOPUYHBIN THIIOBUTAMHUHO3 (DOJMEBOM KHUCIOTHI U IIPOBISATHCS
3TO0  OygeT pa3BUTHEM  Merajo0JiacTHYecKOl  aHemuei
Anaucona-bupmepa.

Ecinn opraHu3m XopoIio o0ecriedeH (PoarueBOrd KUCIOTOM, TO
PA3BUBACTCI (MYHUKYJIAPHBIA MHUEJ03, XaAPaAKTEPHU3YIOIIUKCS
JETCHEPAaTUBHBIM TMOPAKEHUEM HEPBHOW TKaHU (IOJHUHEBPHUTHI,
apeCTe3uH, HAPYIICHUE YyBCTBUTEIBLHOCTH, MBIIICYHBIC OOJIH,
Cc1a00CTh, IICMXHYECKHE pacCTpOMCTBa). OTO CBSI3aHO C
HAKOIUIEHUEM METWI-MAJIOHUII-KOA, BKIIIOUEHUEM €T0 B KUPHbBIE
KMCJIOTBI C OOpa30BaHME KHCJIOT C Pa3BETBICHHON YIJIEPOJIHOMN
HEeNbI0 W BKIIOYEHUEM MOCICAHUX B COUHIOMHMEIUHBI C
AHOMAJIbHBIMHU (DU3UKO-XUMHUYECKUMHU CBOKMCTBAMH.



I'MnepBUTAMHHO3 KOOAJIaAMHHA

[IpakTH4ecKknu HE OBIBAET, XOPOIIO IIEPEHOCUTCS, HO CIIETYET
C OCTOPOKHOCTDH MPUMEHSITH:

* IIPY OHKOJIOTMYECKUX 3a00JICBaHUAX;
* OPU CKIIOHHOCTH K MOBBILIEHHON CBEPTHIBAEMOCTH KPOBH;

* MOTYT OBITh aJJICPrUYCCKUE MPOSBIICHHUS.



BpoxieHHbie HapynieHusi oOmeHa B,

é

Ha3Banue 60m1e3nu IIprurHa HapyeHHus IIpu3Haky HapyLIeHUsS Jleuenue
B, 3aBucumast Hapymenue BcaceiBanus AHeMust MeraBuramuHOTE-
aHeMUs (cuHTE3 MyKOTIOJIMCaxapuiaa — panus
BHYTPEHHETO (pakTopa),
tpancnopTa (TK-1, TK-2)
MertunmainoHar- Hedexkr  ¢epmenta merTwmi- | Pa3zBuTue ketoaruaosa, OrpanuueHue OeJka;
anuIeMusl MaJI0HUWI-CoA-MyTa3bl: 3a7IepKKa poCTa, CuMnrTomaruyeckoe
1. Kodepmentnas ¢dopMa — | ICUXUUECKOTO Pa3BUTHSI. JICYCHHUE;
HApylUICHO MOpeBpaile-Hue | buoxumusd: HakomieHue B | MeraButaMmHo-
B,BA-B,, KPOBH MPOITMOHOBOU Tepamnus.
2. AnodepmenTtHas (opMa — | KUCIOThI, METUI-MaJIOHWUJI-
HApYILICHUE cunte3a | CoA, TpoMOOIIMTONIEHUS],
anoepmeHTa JEUKOITUTOIICHUS




B cromarosioruu Q -

B mojyiocTu pra nosBiIsieTca CyX0CTh, XKECHHUE,
CAIHEHHUE A3bIKA, A3bIK CTAHOBUTCS MMOJIUPOBAHHBIM,
COCOYKH CIVIa)KEHBI, 0COOEHHO OOKOBBIE 1 KOHUHUK
A3bIKa. B CTOMATOJIOrHYECKOU IIPAKTUKE TIPUMEHAETCSA
IIpYU U3MEHEHMSIX B OJIOCTH pTa HA (POHE aHEIITUH,
BbI3BAHHBIX TOKCUYECKUMHU JIEKAPCTBEHHBIMHU
npenaparamu, Jy4eBOM O0JIE3HbIO, IPU ITOJUHEBPUTAX,
HEBPAJITUU TPOMHUYHOI'O HEPBA A TAKXKE B
KOMILIEKCHOU TEPAITUU ITIOCCUTOB, XEUIUTOB,
CTOMATUTOB PA3JIUYHOU ATHOJOTHH.



%%
%“o buoJ/iorn4eckn akTHBEH TOJIbKO
VITSRMN OTUH U3 u3oMepoB — L-
ACKOPOMHOBAaSA KHCJI0TA, KOTOPBI
HA3bIBAKT BUTAMUHOM C.
o=c|:— O=6— clzooH
HO—C ? HO_ o—-?
H—é-—-‘ rexd H o Gl —OH
HO—CH HO—CH HO—(lJN
(IJH,OH (IDHQOM (';HQOH
L-8CxopivnioBas LA N0 08Lx Ophn - L-AMNOTOCYROMOR A8

KRS OT MOBAR LSO LACYS



OcCHOBHbIC MPOAYKThI,
copepskamue BuramuH C

Haubonee pacnpocTpaHeHHBIN U TpeOyeMbIil 110 CyTOYHOM
7103€ BUTAMUH:

- OBOIIM (0COOEHHO JIYK, MEpell, KamycTa, YKpOIl, XpEeH, TopoX);

- (PpyKTHI (OCOOCHHO CMOPOJIMHA, MAJIMHA, IIMIIOBHUK, KJIFOKBA,
KJIIYyOHHKA);

- TIPOAYKTHI JKMBOTHOIO IMPOUCXOXKACHUSA (OCOOCHHO II€YEHb,
IIOYKH).

ConepxaHue BHUTAMHHA B MPOAYKTAX PACTUTEIBHOTO
MPOUCXOXKJICHUS 3aBUCUT OT MHOTHMX YCJIOBUH (arpoOTEXHHKA,

yI00peHus, IIo4YBa, KIuMmar). a %




Y4dactue acCKOpOMHOBOH KUCJIOTHI B META00IHU3ME

1. IIponiecchl rMAPOKCUITAPOBAHUS:

e MPOJUH @» OKCUIIPOJIUH

(IpOKOJIJTAareH — KOJJIarcH)

©

e TPU—— OKCUTPUNTO(HAH —— CEPOTOHUH

©

o (heH—= TUP —» TOPMOHBI (KaTE€XOJaAMHUHBI, IITUTOBUIHOM KeJI€3bl)

2. OHTI/IMI/IBaHI/IH TKAaHCBOI'O AbIXadHUA, OKUCIINTCIBHO-BOCCTAHOBHUTCIIBbHbBIX
IMPpOLECCOB,

©

+ +
3. Fe’" —=Fe8" (06e3Bpexusanne metHb, BcacsiBanue Fe B kumedruke);

4. bakTepHOCTaTUYECKOE JICHCTBHE.



I'mnoBuramMmuuo3 BurtamMmuHa C

IlepBble  mnposiBJieHusi:  ClI1a0OCThb,  amaTus,  IIOBBLIICHHAS
BOCIIPUMMYHMBOCTh K HPOCTYAHBIM 3a00JIEBaHUSIM, CHHIXKCHHE
*KU3HEHHOT'O TOHYCa, KPOBOTOYMBOCThH JIECEH IIPU YHUCTKE 3y0OB.

3a0osieBaHMe — UHTA (CKOPOYT)

I'emopparnueckue siBJICHUSA:

- KPOBOTOYHMBOCTb IOCCCH, CHHAKH IIPpH YIHI/I6aX HIHUIIKax, yldapax
HC3HAYUTCJIIbHbIX .

- KPOBOTEUECHMSI BHEIIHKE (HOCOBBIE, YIITHBIC, U3 PaH);
- TEMOPpPAru4eCKum auares;
- KpPOBOTECYCHHS BHYTPEHHHUE.

I'MIEPBUTAMMWHO3

XOpoIIo MNEPEHOCUTCS, HO OCTOPOKHOE IIPUMCHCHHE IIpH
MOBBIILICHHON CBEPTHIBAEMOCTH KPOBU U TPOMOOQIeOnTaX.



B cromaronmormm =

Butamun C HeoOxoaum 1y oOpa3oBaHMs KojimareHa. KojareH BXoIuT B
COCTaB OCHOBHOI'O IMPOMEKYTOYHOI'O BEIIECTBA SHAOTEIINA COCYIOB, & TAKXKE
KOCTHOM, COCIMHUTEIbHOU U PETUKYIAPHOU TKaHeu. [Ipu nHemocrarke
BuTamrHa C HapylIaeTcs 00pa3oBaHUE KOJIJIAreHa, Kak Obl
«IEMEHTHUPYIOIIET0» KJIETKHA HIOTEIUS U MOBBIIIACTCS MTPOHUIIAEMOCTD
COCYZIOB. ACKOPOMHOBAs KMCJI0TA Y4acCTBYET B CHHTE3€ JCHTUHA U OCCEUHA
KOCTEN.

C-aBUTaMHHO3- CKOPOYT (IIMHIa) OTHOCUTCS K HanOoJiee N3BECTHLIM
3a00yieBaHUSIM. PAaHHUMU CUMIITOMAMH LIMHTU SIBJISICTCS KPOBOTOYHMBOCTh
neceH, 00JIM B MBIIIIIIAaX, 0COOEHHO UKPOHOKHBIX. OCHOBHBIM KIIMHUYECKUM
IIPOSIBIICHUEM SBJISIETCSI KPOBOTOYHUBOCTb.

Habmromaerca naMeHeHue B noyiocTy pra. Ciauszucras 000J109Ka CTAHOBUTCSA
OTEYHOM, OSBIISIETCS] TEMOPPArud B MECTaX MEXAaHWYECKOTO pa3apaKCHHUS.
JlecHeBbIE COCOYKM HAOyXaroT, CTAHOBSITCSI CUHIOIIHBIMH, JIETKO
KPOBOTOYAIIUMHU, PA3PHIXJICHHBIMH.



