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[1TnaH:

CepuH n muumH. Ponb TTOK n ButamuHa B12 B aTnx npoueccax, ux HapyLueHune
(meranobnactnyeckasa aHemMus).

LnctemnH. ObpasoBaHue cynbdar-noHa, obpasosaHmne GPAPC.

MeTnoHuH. ObpasoBaHue S -ageHo3nnMeTnoHnHa (SAM), ero yyactune B peakumax
TpaHCMEeTUNNUpoBaHusA. PecnHTes MeTnoHunHa, posb TITPK n sutammia B12 B atom
npouecce. CBs3b 0OMEHOB METUOHMHA N UNcTenHa. MEeTUOHUH Kak NMNOTPONHOE
BewwecTBo. Cxema nyten obMeHa rnyTammHOBOM U acnaparMHOBOW KUCIIOT, UX
BnocuHTes, ydactue B obesBpexmBaHm ammuaka. [mytaMmnH Kak goHop
aMUHOrpynnbl NPy CUHTE3e psga CoOeaANHEHNN.

ObpasoBaHune n ucnosno3oBaHue B opraHname FrAMK n TOMK. AHTUOKCHaaHTHbIE,
aHTUIMNOKCUYECKMe N aganTtoreHHble cesomnctea [Ny, Acn, UX KIMHUKO —
doapmakonormnyeckoe 3HadeHne. eHnnanaHuH: cxema obmeHa, peakumm
obpasoBaHMa TUpO3MHa. KatexonaMmnHOBLIM N MENAHMHOBLIN NYTU, peakuun,
perynsauusa. foMoreHTM3nHoBbIN NyTb (cxema). PeHUNKETOHYPUS, anbobuHN3M,
ankanToHypus KakK 3H3umonaTtum obmeHa deHunanadnHa (MexaHmsmbl
BMOXMMUYECKMX HapPYLLEHNW, AMAarHOCTUYECKME NoKasaTenn KpoBu 1 MO4N).
TpuntopaH: cxema OCHOBHbIX NyTen obmeHa. Peakumn 6GUOCMHTE3a CEPOTOHUHA,
buornornyeckoe 3HadeHne. Cxema KMHYPEHUHOBOIO NYyTWU, N €ro posib B
obpasoBaHnn HALl n cHuxeHnn notpedbHocTn B BUTaMmuHe PP.



CepuH. [MununH.

B npeBpalleHuax cepuHa v rmmunHa KrnoYeByo posib UrpatoT epMeHThl,
KOPepMEHTOM KOTOPbIX CIyXKaT Npou3BogHble d0fIMEBON KNCIOThI.

ButamuH: donueBasa kucnora (donart, sutamuH B9, Butammu Be, Butammu M)
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Hopma: 200-400 mkr/cyT (6epemeHHbIM 800 MKr/cyT )

NCTOYHMK: CWHTE3NPYOT OONBLUMHCTBO MUKPOOPraHN3MOB, HU3LLIME W BbICLUNE
pacTeHus

’ 1. nunwa (MHOro B 3eSIEHbIX OBOLLAX C NMIUCTbSAMU, B
HEKOTOPbIX LMTPYCOBLIX, B 6060BLIX, B XNebde 13 Myku
| rpyboro nomona, opoxoKax, ne4yeHu).

@ 2. MuKpodbnopa KuLeyHrKa (Nnoxo BcackiBaeTcs).

CBeXune NUCTBEHHbIE OBOLLN, XpaHUMbIE NPU KOMHATHOM Temneparype, MoryT
TepaTb A0 70% donatoB 3a 3 OHS
B npouecce npuzomosrneHus nuuwu 0o 95% gornamoes paspywaemcs.



AKTBaUKNA poNIMeBON KUCMOThI

KT CessbieaHue
donuneBas kucnota + daktop Kacna

BcacbkieaHue: mowas kuwka, 50%

5 - 20 mKka/nump KpoBb
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Ovurngpodonar-peaykrasa (1.5.1.3)

XPOMOCOMHag fiokanunsaums
5q11.2-q13.2

¢onat7—T Hz-cbona'r?T Hs-ponar
NADPH+H' NADP' NADPH+H' NADP*

MoOLUHbIN NHIMDOUTOP: MeToTpeKcaT — NPOTUBOOMNYXONEBLIN Npenapar U3 rpynnbl
aHTUMeTabonMToB, aHTaroHUCT PONMEBON KUCMOTbI.

CpegHue MHrIMbUTopbl: TPUMETONPUM, NUPUMETAMUH, NPUMEHSIEMbIE
COOTBETCTBEHHO KaK aHTUbaKkTepuasribHoe 1 aHTUNPOTO30MHOE CpeacTBa.



Ponb TI OK

YyacTByer:
B MeTabonmame aMUHOKNCIOT
(cepuH < MMULMH, TOMOLIMCTENH =—> METUOHUH),

B CUHTE3 HYKIENHOBbLIX KNCIOT (MyPUHOBLIE
OCHOBAaHMUS, TUMUAONIIOBAs KUCNoTa),

B 06pa3oBaHUM 3pUTPOLIUTOB
B 0Obpa3oBaHnK psiga KOMNOHEHTOB HEPBHOW TKaHU



1. K TT'OK npucoegumHsaotTcs ogHoyrnepoaHble pparMeHThbl
2. B TTOK ogHoyrnepoable doparmMeHThbl B3anmMoripespallatoTcd
3. ogHoyrnepogHble pparmeHTbl TT OK ncnonbaytotecs ans cmMHTesa:

NH, NH;

H, H, | Hy Hj
S—C—C—CH—COOH H-8—C—C—CH—COOH
lomouuncTenH

MeTnoHuH MeTUOHUHCUHTa3a

/\%YMCD MNMypuHbI
Ras  Aee /@Q/g [ AT, [ ARY

H H H
¢
R1—N/ \N—R2 U‘ R—N N—R, _\ A R— )

N—R,
510 iy 5sN\___"10 5 SWm
OAOE NN goeeai -OAOE N> &0e&-OA0E
g
CepuHoKcuMeTunTpaHcdepasa | AAO"  5,10-meTuneHTI ®K-peaykTasa
Cs A MypuHbI
N [ AROI
. N , [, /
R—N/ \N—R . R—N N—R \/‘ N—R
1 — - —R, = ,

N

9

(o7
@;

&
—>
o
O
m

N°NT0 sosear es-OA0E N'%-a7 & e6-0A0E



Ponb TI ®K B CMHTE3€e HYKNEUHOBBLIX KNCIOT
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Lednunt doonneson KNCNoThI

NMpnynHbI

arowON~

[TnweBasa HegoCTaTOYHOCTb

KMCIble NPOoAYKTbl 1 TennoBaa obpaboTka NuLLm

ankoronunam

bepeMeHHOCTb

npuem rekapcTs (CynbdaHnnammabl 1 aHTUOMOTUKKN, HEKOTOPbIE LIUTOCTATUKN —
aMUHONTEPUH, METOTPEKCAaT — rmbesib MUKpOdropkl K1lleYHnka, bapouTtyparhl,
aHTUKOHBYNbCAHTLI KapbamasenuH 1 BanbnpoeBas KUCnoTa - akTUBUPYHOT
MMKPOCOMAaribHOE OKUCIIEHUE B NEYEHN 1 pa3pyLueHmne donaTos)

fMnoButTamMunHoO3 (ponMeBOn KUCNOTbl NPUBOAUT K:

1.

W

NOo O

Meranobnactnyeckon (MakpoumMTapHOW) aHEMUN. YMEHbLLUEHNE KONNYECTBa
Er, Hb, yBennyeHue pasmepa Er. [NpnimnHa — HapyweHune cnHtesa OAHK n
PHK n3-3a HegoctaTka TMUMMONNOBOU KUCNOThI N MYPUHOBbLIX HYKIEOTUOOB.
NENKONEHUN;

3agepxKe pocTa.

nopaxeHuto XXKT (cBs3aHO ¢ HEQOCTATKOM HyKneoTnaoB Ans cmHtesa AHK
B NMOCTOSIHHO AENSALWMXCS KNEeTKax CNU3ncTon obosoYkn).

KOHBIOHKTUBUTY,

YXYOLEHNIO 3aXKUBIIEHUS paH,

NMMMYHOOEMULNTLI, OXXUBNEHMNE XPOHNYECKUX MHAPEKLMNIA.



B obmeHe ogHoyrnepoaHbix doparMeHTOB BaXKHYHO pOnb Urpaet ButamuH B12

ButamuH: B12, kobanamuHbl H,NOCCH,CH,, CH;, CH,
(unaHokobanamMuH,2uOpoKcukobanamuH u H,NOCCH, ) \ #CH,CONH,
op.) ,-CH,CH,CONH,
CH H
MUCTOYHMUK: ;

1. B npupoae cuHTesnpyetcsa bakrepusmu,
aKTUHOMULIETAMN U CUHE-3ENEHBLIMU H,NOCCH,

BOOOPOCAMMN. H o ‘CH,
- v\ H
2. WcKyccTBEHHO CUHTE3UPYHOT NO METoAY HNOCCH,CH, “CH, cm} CH,CH,CONH,
PobepTta bépHca Byasopaa (1973) CH, O o7
3. CooepXxutcst MHOro B NEYEHM, nodkax, a CH;CHO—P—0~ N CH,
Takke B pblbe, anuax n MonoYHbIX (NIZCH ,',': ‘;:‘33
d
npoayKTax 5 &
o ~ H
Obpa3syeTcs B TONCTON KULLIKE MUKPOPIIOPON no wY [ XomkkuH B 1955
KMLWEYHMKa, BONPOC YCBOEHNS paccMaTpuBaeTCs HOCH, ~0” H

CyTto4yHasa notpebHocTb B B12 ansa B3pocnoro yenoseka 0,003 wmr.

BcacbiBaHue: B cpegHen N HMXKHEN YacTu NoaB340LLHON KALLKM B KOMIMJIEKCE C
doaktopom Kactna

TpaHcnopT B KPOBU: B KOMMSIEKCe ¢ TpaHckobanamuHamu | v |l



AKkTnBauma B12

ButamuH: B12, kobanamuHbl (LinaHokobanamuH,2udpokcukobanamuH)

NeyeHb j XY

KodepmeHTbI: meTurkobanammH 5-gesokcmnageHosnikodbanammH
peakyuu 8HYMPUMOEKYNAPHbIU
mpaHcMemuIupo8aHusi neperHoc H e peakyusix

ulomepu3sayuu
. = MeTtunkobanamvi
N-CH, TTDK + loMoumcremH a  MetmoHuH + TIroK

TerparnaponTeponnrny-
TaMmar-MeTunTpaHcpepasla

H H H H

l B. -xodepme é (’:
H—C—C—COOH - — H—C—C—COOH

| l MeTunamanoHun- |

H CO—S-HoA KoA-myTasa | OH

S - HoA

L-meTunmanounn-KoA CyxumHmun-KoA



Hednunt B12

NMpUYUHBbI

1. Hepoctatok ButammHa B12 B nuueBbIX NpoayKTax,
. rofiogaHue nnu BeretapuaHcTBo
3. Aaedununt dpaktopa Kacna npuv NOHWMXeHHON KUCITOTHOCTN XKenyao4Horo
coka

KnunHuka

1. makpouuTapHas (Meranobrnacrnyeckas) aHeMUA:. CHUXKEHNE Yncna
9pUTPOLUMTOB, reMornobuHa, yBenmyeHme pasmepa apuTpoLnToB.
[MpnynHa — HapylweHue cuHTesa [JHK B spuTtpokapuounTax.

2. paccTponCTBO AeATeNbLHOCTU HEePBHOM cuctembl (bpes,
rannoumHaummn, waTkaa noxogka, napecresnu, 6oneBble ouyLEeHNS,
OHEMEHUE KOHeYHOCTeN 1 Ap.). HapywaeTcsa cnMHTe3 muenuHa. Npu
pacnage XUPHbIX KUCNOT C HEYETHLIM KONnm4ecTBom atomoB C u
pa3seTBneHHbIX AK n3-3a gedpuunta B12 HakannmeBaetcs
HENPOTOKCUYHAA MEeTUNIManoHoBas K1UCroTa.

3. HapyweHnusa XKT rnoccut, dopmmnpoBaHue "nonnmpoBaHHOro" a3blka
(B CBA3M C aTpOPUeEN ero COCOYKOB); CTOMATUT; raCTPOIHTEPOKOSNT
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Meranobnactmnyeckasd aHeMus




ObmeH cepuHa U rmuumuHa

MULUMH (aMUHOYKCYyCHas KUCnoTa,

aMMHO3TaHOBas KMcnoTta) — npocTenLuas
anndgpatnyeckass aMMHOKMCIIOTA, He NH2
nMerLaa onTUYECKUX N30MepPoB ‘

H— CH——COOH

[nuyuH 6k obHapyxeH Ha komeme 81P/Bunsoa (Wild 2)

CepwH (a-aM1HO-B-

OKCUMPOMNMOHOBAs KNCNoTa; 2- NH-
aMMHO-3-rnapoKcMnponaHoBas

Kncnora) — Ho
rMapoKCUaMUHOKUCIIOTA, HO C CH——COOH
CyLLIeCTBYET B BUAe ABYX

onTunyeckux naomepos — L n D.




CepuH. [MnumnH.

CunHTE3 CeEpUHa:
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OOMeH rmuumHa

*[aBHbIV NyTb KaTabonuama cepuvHa U cMHTEe3a rmuumHa
‘noaaepXaHne paBHOBECUS MeXay CEPUHOM U FNLUHOM
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Cxema nyten obmeHa n buonornyeckoe 3HayeHmne
cepuHa un rmmumHa
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Ni ,+ NH; ~

[MnymH Hempomeaunartop. Peuentopbl BO MHOMMX ydaCcTKax rofioBHOrO U CrMHHOMO
MO3ra 1 oKkasblBaloT « TOPMO3sLLee» BO3OeNCTBME Ha HENPOHbI



MeTOHUH
NH-

H Hs
HC—S—C—C—CH—COOH

MemuoHUH — He3aMeHMMas aMUHOKUCIIOTa, MOXKET
pereHepupoBaTb U3 rOMOLIMCTENHA C y4acTUEM
cepuHa u rmuumHa.
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3Ha4yeHne MeTnoHnHa

* y4yacTBYeT B cuHTe3e 6enkoB opraHn3ama;

* ABNAEeTCA UCTOYHMKOM METUIbHOW rpymnnbl, MCMOSIb3yeMoun B
peakuuax TpaHcMmeTunupoBaHus (metunuposaHne OHK,
benkos, cuHTE3 dhocdhonunnuaos, HEMPOMEOQNATOPOB N Ap.);

* ABMNAETCA UCTOYHMKOM aToOMa cepbl, HeobxoaMMoro Ass
CUHTe3a uncrtenHa ns Hero PADPC n gpyrmx
cepocogepkallumx coegnHeHun;

 MetnoHnn-tPHK yyacTtsyeTt B nHuumavumm npowecca
TpaHcnAauun,

« MeTnoHuH obecrnevnBaeT TpaHCNOPT NMNUOO0B N3
neyeHn. lepuumnTt NnpuBOAUT K XKNPOBOMY
nepepoXageHnto neYyeHn

 Heobxooum ang aHTUOKCUOAHTHOW CUCTEMBI (CUHTES
rnytatunoHa). dedunuut aktueupyet MNOJ1 u ctapeHune

« ObecneuymBaeT dopmMmnpoBaHME OCHOBHOIO BELLIECTBA
MeXKrieTodHoro matpukca (F'Al)
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LincrtenH

Cepocoaepxatias
ycrnoBHo3ameHumaga AK.
CuHTE3NpyeTcs ns H ‘
HE3aMEHMMOro METUOHUHA FISTE GG L O0R
M 3aMEHMMOro CepuHa.

HapyweHue  cuHTE3a  uUuctenmHa  BO3HUKAET  npwu
rmnoBUTaMnHO3e onmeBon Kucrotbl, B6, B12 wnnu
HacrneacTBEHHbIX Aedektax UMCTaTUOHMHCUHTa3bl U
LUCTATUOHUHIINA3SDI.



Icnonb3oBaHMe unMcTenHa

. ucronb3yetcs B benkax anga dopMmmpoBaHus
TPETUYHOU CTPYKTYpPbI (AUCYyNbUaHbIE MOCTUKN);

. SH rpynnbl uuctenmHa dopMUPYIOT aKTUBHbBIW LIEHTP
MHOIMMX QOEPMEHTOB;

. MOET Ha CUHTE3 rmyTaTtuoHa, TaypuHa (napHble
Xen4Hble kncnotobl), HS-KoA, MNBK (rntokosa);

. ABnsaeTca UCTOYHUKOM cyribdpaToB, KOTOPLIE NOYT Ha
cuHTE3 PADC nnun BbIAENAOTCH C MOYOW.



Obpa3oBaHue cynbdaT-noHa, ero yTunmaauus
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Ncnonb3oBaHne OAPC

1.B obesBpexmBaHnmM KCEHODNOTUKOB:

OAON OAO
OAON OAOD
NOE6 7 0 dai N6 adaga ﬁ
Noéiio T o dai N6 adaga ”

0—S—#
0——S-8
E &agi € E 3&g &énddi ay Oaiie O&i 7 énddi ay 0
eenél oa éenél oa

2.B cnHTese rnmkosammHornnkaHoB (cynbdupoBaHue OH-
rpynn NPOu3BOAHbIX [THOKO3bl, ranakTo3b!
cynbdoTpaHcdepason)



[ nyTamar

3ameHnmasga AK.
CunTesupyetcs ns a-Kr.
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Iayramar

BO30OyxgarLwum HenpomMmeanaTop B Kope, rmnrnokamrie, nosiocaTtom Tene
N rmnoTarnamMyce, y4acTBYET B perynsaumm npoueccos NnamsaTu.,
cnonb3yeTtcs B cMHTE3e 6enkos, NMNnMAos, YyrneBoaos;

nctouHuk a-KI (ona UTK v cuHTesa AT®);

BxoguT B coctaB rmyTaTtmoHa,;

ncnonb3yeTcs Ans cuHTesa TopMmo3Horo Heupomegmatopa F'AMK;
BXOAUT B COCTaB HEMpPOMNeNTMAOoB — onmbepuHa, TMponnbepurHa,
HENPOTEH3WHa, bombesnHa n ap.;

rnyTamar CIy>XUT UCTOYHUKOM AHTaPHOW KNCIOThbI (CYKUMHAT)
Benyuwiasa ponb B MHTErpaumm asoTmMctoro oomeHa:

ObecneuynBaeT peakumn nepeammHupoBaHus AK: rnytamar
YHMBepCcarnbHbI JOHOP aMUHOrpynnbl ANs CUHTE3a 3aMmeHUMbIX AK
(Ana, Acn, AcH, Cep, I'nin, I'1H, Tpo).

ObecneunBaeT HenpsiMmoe ae3ammnHmnpoBaHune bornblunHcTea AK.
YyacTtByeT B 00e3BpexXnBaHnm ammmaka ¢ obpasoBaHmeM rnytTamMmuHa;
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Mcnonb3yeTcsa B cuHTE3€e DENKOB, YrNeBOOOB,;

2. VICTOYHUMK a3oTa B CMHTE3€e MyPUHOBLIX U
NMMPUMNONHOBbLIX OCHOBaHWUN, acnaparumHa,
aMUHOCaxapos;

3. Obecne4ynBaeT TpaHCNOPT a3oTa U3 TKAHEN



AcnaparnHoBaga KUcrnoTa
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1. Wcnonb3yeTca B cuHTEe3e 6enkos, NMNUAOB, YrNeBoaoB;
YyacTByeT B OPHUTUMHOBOM LIUKIE NPU CUHTE3E€ MOYEBUHbI;
YyacTByeT B CMHTE3€e KapHO3MHa, aH3epuHa, NypPUHOBLIX U
MMPUMNONHOBBLIX HykneoTnaos, N-aueTunacnaparmHoBOM
KUCMOTbI.
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Ncnonb3yeTtcd B cMHTE3e 6enkoB, NUNUAoB, YINeBoaoB



deHnnanaHuH

®deHunanaHuH — He3ameHnmaga AK, Kotopagd
COOEPXKNTCA B AOCTATOUYHbIX KONIMYeCcTBax B NULLEBLIX
npoayktax. ®eHunanaHuWH uOeT B OCHOBHOM Ha
CUHTE3 DESIKOB U TUPO3UHaA.

doeHnnanaHunHa, Tak Kak
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eNnkn  <—— P Ana yaaneHus n3bbitka

A, B, BbICOKME KOHLEHTpaLum
EI—N , EI—N , €0 TOKCUYHbI AN

I I KIeTOK.
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TUpo3uH

YcnoBHo 3ameHumast AK, obpasyetca n3 HesaMeHMMOoro
doeHunanaHuHa.

Cop,ep>|<aH|/|e TP B NMANLLEBDLIX benkax AO0OCTAaTO4YHO BEJINKO.

TNpo3nH Mcnonb3yeTcsa B CUHTE3e NH;
Oenkos, KaTexornamMmmunHoB,

TUPEOUAHbIX FOPMOHOB 7 HO EQ—CH—COOH
MENaHMHOB.

OBbmMeH Tupo3nHa 3aBUCUT OT TuUNa
TKaHEMW.
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OBbmeH TMpPO3nHa B MenaHouuTax
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Ll,BeT BOJ10C B 3aBUCUMOCTU OT COOTHOLLEHUA MNTMEHTOB

HarypaabHblii uBeT

DymeIaHHH

Tpuxocuaepux

PeomesannH
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KopuuHeBEIH

TeMHBII KalITAH

o ol B bl

CpeaHuii Kalrras

CBeTasl KaulTaH

TeMHBI 010Ky PRI

CpeaHuil 0eJ10KVpPEI

CaeTanni 0e10KypHITi

D190 1N [N

OueHb CBET/IBIN OCJOKYPHIL

10.

I11aTHHOBHI
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TpuntodaH

HesameHunmasa AK. NH,
ABnseTca npealecTBEHHUKOM paaa ‘
BaXXHbIX OMONOrM4Yeckn akTUBHbIX \ S;CH—COOH

BELWECTB, B YaCTHOCTU CEPOTOHMHA U
PUOOHYKNeoTnaga HUKOTUHOBOM

N
KUCMNOThI. H



B dusmnonornyeckmx ycnosusix >95% tpuntodaHa metabonmnanpyer rno
KWHYpPEHNHOBOMY NyTN U 1% NO CEPOTOHUHOBOMY MNYTW.
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1. CepoToHMH obpa3syeTcs B HC~q
HagnovedHukax, LUHC n Ty4yHbIX
KreTkax.

2. Bosbyxgatowmn HempomeagmuaTop HN | HN._ _CHj
cpegHunx oTaenoB Mo3sra j)(
(NpoBOOALLMX MYTEN) U TOPMOH. ] MenaToHmnH

3. Crtumynupyet cokpalleHue rnagkou
MYCKYynaTypbl, BA30KOHCTPUKTOP,
perynupyet ALl, Temnepartypy Tena,

OblXaHue, aHTUOENPECCaHT.



[HMeHne TpunToaHa B KNLLEYHUKE
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peuenTopbl.
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Cnacmnbo 3a BHUMaHue!



OEMEH AMI/IHOKI/ICJ'IOT
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FrvumM TrekK Cepun
Memunen-TIr ®K- TreK
pedyxmasa

S.memun-Tr oK
NH3*
/— H | ~——CHa—CHy—SH > HC—CHZ—CHz— S—CH3
COoOo~ MemuonuM-cuNnmaza
roMOUMCTEeMH MemunxoGanamun MeTHOHMH
ANeHO3INH
AT®
P-P-P
CepuH
S-aneHoann- <« S-apneHo3un-
rOMOUMCTEMNH METHOHWNH
AXMUEHaR MemuneHan apynna
Y9acmue 8 peaxuusx Memunuposarsus
npu cuMmese adpexnanuna, Kpeamuna,
gochamudunxonuna
Yucmamuonun-
cuNmasa
Mupudokcars- Jucmamuonun-
docghpam nuasa

Mupudokcansgocgham
LUncrarmonmM \ » Liucrenn

FlomocepuH



BuocuHTe3

HYKNneoTnaos
LUMCTATUOHWH
5,10 MmeTunex- S‘MeTWﬂTETparMﬂDOCDOHaT amomm CHMHTa3a
TeTparuapodonar FOMOLMCTEMH Butamux B6
emounu-cunraaa \
UL LU S-a/1eHO3MrOMOLMCTENH
TeTparmapocbonaT (SAH)
METUOHWH
MeTnn- MeTunupoBaHHbie
®OJIMEBAA KUCITOTA TpaHchepasbl NHK, 6enku, nunuab!

S-ageHo3un-
METUOHWUH
(SAM)

AHK, 6enku, nunuasbl



