_ © ey TN [T

LT &l & 6rfl 60T
eueny lemwd LoMMHMLD

5 QDTETED SITEDSHLIBATLIED @] =0 Gorésiiss

® v @rs ur_lififlemey sOOMIHS NedTeorT ®
egiwefluiled uy&& SbousSled LonevoTeUT &6 SpdHsetorLeunenn Lflbgiesmerer
Umhs &emlev L®BSHSIeUHI eId (LG ULD
GeudlulwiedpLd GaimhsHeul.

1930 &b 2ye00Th OBTLESSHED * 9 cooedledT cEDD HlemLEHGWD SOBeoT

Sldleorkiseafleor suenidlensd LoMMHmkiserleor

HrdliILemL &6l L flemwis

emaslupPwGung Seuf  Ufule euUngiefleneaeT GG SHeD.

LI6D& 61605 & LD & & 6D IEAL Y s 20Germ  suleosSlepeter  sudlGeorm
abs useluledlmhs BéHsIULLTE. enT@Hoemer  BEHSD  eeueiGeum)
SIHE0TITED @riudleonbHleviemer aUP(pemM&ET GSNSE AMSH6D.

eleqrniedL LIeO& 6 e &HSHLOE S 6D

. . B «  BMiuUT&Eed OsM1&SH Héew wnHmib iGeorm
1935 oy Syevoriqed  GEIHSMI.
SmIG Sreor SieuT dFlfld sudleo
(TCA) &pndl wpmid upflwim spmél
CngITGf)TQ) 8{®L'DG1LIQ'5Lb &[QE‘)EHBSGIDGT&: o aud@eotm Sideoriiserfledt a161Geotm

seoorLibsn. TCA gpnhdluleneors asn@dladr  seedmedled  upflwimeurs
LOMMHMLILL (b eeuaflGLDHMLILILEM G

SiblevrhiBHerfledT SMITLEOT &L L emLoLiL|&erleoT
flemaonhrhisenens OSIIHEIOSHT6TEHSH6D

&H600TLMHSHEMLOSH BT SUHSHS

Gmmued Liflsr eupralSLILILL §). 6T6OTLIENS 2_6U0TH H60.

e 92 ufiflwed (PEHHWSHSI6EULD UMLIKHS
cedanmisafledr (eoTGeoTmasenmmas H6Geor
SOGOMRISET HSHLPETMEDT 6T60TM)| HDGH6D.
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umL Bl &LD

S101Beoti Sibleold 2 _evoTeledNIBH&ID LT SHhiSH6T FlemGHeLiLiheuHeoTTeId SlemL &El60Tm60T.

sIAIBeot Siblevraisemend HeedTedled Basflbs Suwieong. Smllaib, dArsereded, Sieme
a1 Georm siblevrtisenmaGeu B 2 L adled CH&aLILIbETET. Meueurn CHH&LILL (beTer A5 Georm
SiBleOIRIGET QFeL&6T60T LTHSHSTSLILS CHemeusGHMmL 6ULPMhISLILIHEIITMEDT.

aiflsliuguiner 0Germ sidleod AT euflwins eeueliGWODLILL (PIQUITE. HS6E0TTED
SieuDMledT HMTLET SLLemLL HHMed CHemeussnseald &ebsGamBlGumagefldlev whmib
SLBLMogealdev SyduaupminsTsad LWeTUbSSLILGbEAOTDET. iH6dT OGen OSTGHH
wpflwimeuns wrHOLILIKGEDS..

2_1 60led 2_eiTem LT riiserleor 2_L 60led yras esn@Liy
femaey (~400 &)/ mrer) (~400 &)/ mprei)
o_euorefi@eTeT LIS hiser 21 Bevrm 2160 SefllILLL pevésn DI&EDET
(~55 &)/ preir) GasHald (100 &) 2_BauTE@Se (~30 &/ brer)

sieudiopm Si6Georm NH; — upiflwim (~30 &/mmeir)
SIBle0MhISET

(lomdmSEH S UL SI)

&En&CaMHGWTegefldsn
S GLnageufldlsiv
(omHDSHDSLULL 5I)

uLID 4.1 sullGeor Sibled e eoraIseT WHMID FHewHLOHMLD

4.1 snflGeori Sibleorkiserfledr EILITgleumeoT 6l emeoT &6l

sieudlwiblebeon OBt SilevraiseT SeunmledT o SLGLM Sieoraisefedl B LTmeiTen
aBerrgsefleor 2 _seflulleotmed OB OFTGH L omTHmSH 6oTTed 2 (HeUMSHSLIL(HE60TM60T.
erevflenid, Sieudliomet SiSlGeorm Sibleoraigser o ELELT Sidle0SHS N [BHE OSTESS(LPLY WIS,

aflGeorm OGS uflompmionerrs  OCBeotn  sillesHedT  HemsoMHmS ST FHID
HeDLOLNIEMS).

snjunsdled asnedH BossdHermed (Decarboxylation) sudl@eorm swleoraiser o uffluted
(PHELSGHI6UD EUMLIHS L5EOTEHEW6T 2 _(H6UMEES ST EDT.

aubGeotm  sibleorusefleor &miuedr &LLemwll], TCA &pmduied MmEWPEUSHET CLPEDLD
Flem & & sLILHH60TM 60T.
4.1.2. s10Geotn Sible0F 6w LOMMHMLD

eeleeuT[H A5 GeorT SidleSHHMHGLD, 21BN G Hemsonbm auflpenn SwHSTEID, SHsEeorm

608M&S BeHaGW (PHed LIGWINTGLD. & Tetur®h sufserfled HewL LMD, LImeren ASGeThmLD
LHMID 19 AONCTHMID (SIOB60TT OBNTGH H&HsD — Deamination).
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4.1.2. Lgnetrenn siblGeormmid (AST wdmib ALT)

H
RI—?—COO' R,— C—COO’
g
a1 Beor siblevd 1 SLGLT audlevd
19O T60T6N
SO BevT6i0
PLP
H -
Rr——ﬁ——COO' Rr——?——COO
) NH;*
ELCLm audlevd 11 a0 Beorm sublevd 11
ULLD 4.2 eungleuneor omeiTen MNCerHm 66w eor

Lonettev SblGeorHmid  eTedTLg OBt OFTGSemw QB SLCLT sifleosHnGD 6T
aBeotn e IHNHGLD QemLBuw @LmHDD OFLWD (WennWNGL. SwenmuiledT epeoLD,
a0BeT BN GH HéHSILIL M6 SLLomHMID QFLILILILGEDSI. 6e166UT[H AANB6TT Sfle0SSHDELD,
SN GIIW Lymeorev Si6lGevtein 2 _eimeng) (LILLD 4.2). Spulenid Sievevfleor Lymedrev SiblGevrsiv (ALT)
LHMID SeuTTGUL Lrmeiren SidlGeorev (AST) s dlwiemen (W& Lameited SiLSIGeoTe0& 6T S @LD.

Lamedtev aM5lGeormmid (AST wpmio ALT)

(|300' (|JOO'
TOO' <|:H2 COO" <|:H2
CH, CH, éHZ CH,

| | AST | |
HC_NH3+ + CcC=—=0 —>‘ C—0 + HC_NH3+
CoOr éoo- éoo- Coor
SlerouniGLL o-8LCLNGEBLBIL  SyHenBamadGLL  G@EpLLGwLl
uLLb 4.3 sieounFCLL silBeorm w.mmeoTevILIGT 610l 60T
(Aspartate aminotransferase) elemeor

SieUMTGLL Lgmedtey SislGeoreiv, SisoumTGLL wHMID GEBLLETLemL (WwenmGW ph&HsGeom
SfGLLLI&EaD GEBlLG0wl whnid 2 Luflonhn ellenerent 2a&sGeallsbalemg (ULWD 4.3)
sievevfledr Lmedteiy SislGeoteiv Sievevfledr MM o ELGLM GEBLLCIL emL (WwemnGWw emLIBGeuL
LOHMID GEBLLEWLLLTS wrHnid 2 L uflionhn eleneoreni 2ar&&ellébSletngl. (LILLD 4.4).
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COO° COO-
CH, CH,
CHs CH CH CH
| g ALT | 3 2
H(|:—NH3+ s C=—0 —>‘ T:O + HC—NH3+
COO COO" COO" CoOr
2ie06eufledr 0 -8LBLIT GEpLLBrL LB BGeaul &@©BLLGLL

uLLD 4.4 aievevfledr SiOBeoT 19 TTEdTELELITEO60T Si6DED S S160 6060
rmedren SidGeorerdledr 6lem 6ot

Lometey SiblGerevger LNflLnsged Lmev@UL eTetTemId Hlemevor GBTSlulledT 2 seNlu|Leor
a0Beotn @G FHsafleor uflompmd  eFwLSeTmeor. @ibwemmulled, WflLnsadlenr LmeLEUL
aeTenIld QenLHlewens G&ID 2 HeunsHsLLGbLEDE. AlCern sibfleogdleor dblGemm asT&H),
apndluled NemeoordalUL (hemem LNflLndsed umevGUL(bLeoT eflementlfleusned edlsl &I
2 _([BeuTsasLULGEDS. SenerdHg Lineren AfGearmn efenerseafllld o SLGLT &eplLGrl
FF(bLI(hEUSITED, & ©@HLL BLOL 19 6D SM60T 61L(HLOLITEDT60T AL B6vTm SiLblevrii&erfleor OBt OGN & SHla6iT
eplp&ledTmeot (LLLD 4.5).

o-SLGLm&EnLLCrL

b Beorm
3iLHe0 & & edr
o — NH,
FN& D

1qmedTen SiBBevTed

&©EpLL Gl

UL 4.5 gyeoum — SLELT @b LCrL (o0 KG) suGevrm
asnG S semen OBeorn ibleork&erfledlHibH& eTHmed

Lmeirely SIOBeoThHmS S 60T LI6ToTL &6l

*  Lonedrev sudBeothm 6XlemeuTa6iT LoeTelemeTaH6i S @LD.

*  emendledr, HGuimemevtedt, ETMedledT LOHMILD emaML TS LGTmedledr H6XT Siement 8| S EGeorm
SIOEOMRIGEIHLD LOMedTen SIOBTMHMLD Si6mLl6dTMEOT.

*  &e0edmed MM BHWICHTEMWS SevorLBiw BrdHs Sreusdayerer Lameren HSGeaTerds6T
(PHHL SIEMLLITET SHETEDEUSHEITTELD.

* ued seudwdlebeor SOBeoTm SibledraIGHeT LImeotey SABeoTHM eNlementHerfledT  eLpedLD
BT & HSBLILI(HH60TME0T
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4.1.2.1 suGeorm QBTG S H&H&HLID

@wennuied  dGeorm
SibeorhG6rleoT O Beorm
QMG He6T ADbBLomevflimeuns
H & & L0u@d er mer .
a0Beorm TGS HEHsID
265 CarHDSH &L 6
BemevotsBam, QemevoriimoGeor

8seor
A61@eori

Th6ML6ILIMEDITLD.
siqliuenLudleo,
aM1&d HéHHD S&AnBeTHn
a0Beorm TGS  HEHsID
wHMID S &FnGarHmLdleveon
a10Beorm BTG  HEHsID
6T60T B [meuenSHHETTSL
Hfl&sslubEDSI.

&g Bearmm S1dlGeorm
s d Bésd

8 L Y e» m ul e
a10Beorm 16160 & &l 6T
o O Georm OBNGS],
subGonesfluneuns HEHSLILGBID
25 GeuTHMPLD
Bemettihg  HeOLOLMIFMDS.
6ILIHLOLIM6DIT 60T S Georm
ShISHETE)

Gurg)

SO EOTBIS6,
SO Georm
SLBLm
LOHMILD
Siaflliugned, Siemeu (WPeomBW

QBTG H Hemer,

&EBLLGTL
LB EOUL (b

o

| NAD(P)*

| NAD(P)H
CoO ’ ~
&©BLL Gl (IJOO_

COO°

O0=—C

H,C

I
H,C

|
COO

o—8LBLm&@EBLLGrL
uLLD 4.6 GEpLLLefleor SpsFgBeorhm SislGeorm
s d Bésb

H,0

+\

SEBLLGLLLTSESD Sievevfleomn&eyd rmidleorment. &@BLLCLLIqer SINGern SN E S emiL
Pé&eb sdnGarmn G asned B68 elenerGu, uflwn astelilbasrer iNGeorT

BNGHHemeTsd HOOTNGS 6HMevorh GFIlLSled (WsHW uUhsTHNEDE. Seieiemereni
&@pLL Gl icemam reGereiv (GDH) eretTenid QIbné), NAD'/NADH* & &lemevoTHT S SHerfledT
2 56aiCWnep 2osEGesHTne. @8 QG WeTtellenemn@d. &eedTed wHnIdD AniBresHed

@hennd, enplrger euemifensonHnSHed (WeHHW UhiE BpHnIEDE. H6bedTedlsd, GDHedr
aswebFmemeot ATP wopmio GTP, dimemow sobLiy (pemmuied (allosteric inhibition) &mb&&leoTmeot

semenTHg SOCern QFTGHHEBD Lanerev SiSGerhm (wemmuled &EBLLGLLLTS

Geaflaaslulm, Wererd, suoGwmeflwng eflheldsLunbeusned, SwmHmD sl LT&, LITeTen

aBeotm O3N&F BEsL eImensHasLILGbENG. L G sidled ps6ACL&&6T whHmid D
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SIOB6vT SiLO6D S HFBL & &6 S &S BeoTHM O B6oTT OB S S B S SHemBHE OFWIEOLI(bS S 60TM 60T
S emnmUi60T Lig SHEITITELEDT.
1. ug gemled L sulGerm siwbled p&ACGLEs6T, L swllGeorm  sifleosems FMN g8

glemeTUTOBTSWINSHS Qsnevoih, L SuGerm sideowns wnhmidlerner. @ser ellenereuns
2 ([BEUNGLD OLITHNEI 60T hEs:SHSHeoTenoenl GaLlLBevev BéH&G&HDE). (UL 4.7)

» L-@10CGevrm SiHlevid

L-su6@eotm sidleuid m

FMN FMNH, &L GLm aulevd

GaL L Gever
H20+1/2 02 - HLLoeen H202 02

uLb 4.7 L a181Georm aifleo oy&&GL6v apmdHlulledr ellemeor

1. @resorLmd uguied L SuGeorm subleod Bramu@GLiiledr cpeold o SLELM  SuHledLOmSHEYLD
sibGonesflungeayb iflews SiemLEng).

o L aufGeorm sibled Sp&FCL&ES6T, smanlInsd] sif@erm Sifleod wHMID eDLSTTLTSS
S15BeuTT SiflevrhiseT ST LoHD SieneTSH g SOB6oTT SiblevraiserledT LGID elementLifleletTmeoT.

o D aullGeurm aibled Sy&FCBLES6T, FAD 28 giemettrabmSlings e\smemssleormeor.

23 58mCerpmiilebeon siSBeorT OBTGSH BHSLD

emanlrnsdl  sulBern  swlersermenr  feomedt oMb  FHiflGwnemevrenilletT LG
leenaDl Cr&ser a&weUlp, WwempBu emu@Geaul womb o SLGLm uyllflés siseowns
LD M) &60TM 60T

dlevigeor FeollBrevy  Heivigevflepeier swimed (SH) esn@deow HéH emudmBeulLns
LIHDISEDE.

SEbLLLSeflepd Sievunigdlesil b 2 6item Siemob OBTGSSHSHemer &@EBLLLOIGeoTen LHMILD
sieounredGeoreny 15 & EHe0Tm6DT.

4.12.3 sniunsdle asnEgd Béssn (DECARBOXYALATION)

20Beurm sudleorusaflgerer sniuneded sn@dlaer CO, B&sb aumeus smrUTsHSed
&g Bésb @b, Sbwenmuier cpewns 2 uliflued (WphHAwdgeud eumihs ASeoTsH6
BMTG&&aLILbHTDET (UL 4.8). &evedmed, Hmybrsbd, memuized LOHMID cpemer Spaw
flassafled LeOGeum SOGeorm ibleormisen leasmiUTSFAGe&seT (Amino acid decarboxylases),
sieupMn &l susBeorn deomisafledr HMTUTSHHAD AFSTGHemw HHEH SIbOTHEmET 2_(THeUTHS)
CO, g eeuaflGumbmidleTmeot. 6.
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H
H,N—C—COOH H,N—CH,

Qifleioigiq 6T ————— afléoLflsr + CO, CH, CH,

n&Crmdledr —————— engnidlerr + CO,
TDC

1. fUGLTGuesr —————— fli et + CO,

GEBLLLS SibeOD —————— y-suflGeorm 19y, L iflé sudleod + CO,
OH OH
ngGrmdledr MSITLO6OT

UL 4.8 &njunéd 6sn1&H Bésealenearser WHMID SISTHET 2 eUTH6D

4.1.2.4 sufBeorn SidleoraisafledT SMTLET SHLLemLoLiserfleir (Wig.6yflemed

TCA sphéluied sudlGeurm subleoriserledr miewLpey

sieoeuflen, deivlg ébr, Sewardieir, BGaT - i, i, &6
P . . W flGLnGuebr, emeoted SieneufledT
emT 60T, HiflEuime 6oT60T st
asf.uurru.glwt oL@ Geul aACLmsiflemLed CoA
SleroumyGLL \ /
\ aiflemLed CoA Sif 2 e TET
@ . * &@pLLLOleoT @
e Ger anfleioig g 6t
_ _ SACLL J LGgmedleiT
Lemeored aiaasfxﬂasr &E@p&EBamBIGWIT
oG | ger omafifen &Gy /
AN |
2Cam-ALGrL

-~ W

sbAGenL. a-8LCLIGEBLLCrL

L FHAONTD)

CoA

!

BCam—euF6dTiD, 6105 S GuimemevTedT, eumedledT

uLID 4.9 suGeorm sifleold flemFeaymieusmed 2 _[Heun@o elemer QLT eT&H6T WHMID TCA
Gondulle) sieubner miemwe)

SISBevTm SiblevraisBeT FhigeT JOEeTT OFNGHeemer Bhs L6ty 2 meun@b emumEeuL,
o ELBLT &eplLCrl Gurnetn ELCLN swdeoriser, TCA spnHdluiled menHa SHHDeSHSTEL
LIWIedTLI(b SSLILIGb&l6oTmerT. Llemented Sieveufledr mHmID engGondledr pdliemer Hlemgeymnieusmed
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2 _meun@Ld ool Go@rl (Fumarate) TCA spméluied miemipdleoTmg. mienpujd QemL Hleneoser
SEB&CHMEICWNeRaldng (Per@ermly cP&Hsn MISHEMTEHS H&&HTm6oT (UL 4.9). @seoTmeD,
SRIGET SITTLIET SHL_L 6mLOLILHemaT &©6hHSEHM6n AT GSLUIDSBTHE O1BM(bHSLD L B60TT iLOl60TRISH 6T
&EHHBHMON6(H OB60TT DOEOMAIGET 6TeOTLILI(hLD. 6r.&M SHlemendleor, Sievenfleor, SieoumiGLL,
GEBLLGwL oMb ue. @mLlenb, #eo SusGeorm Subleomiser SflemLed CoA HMID
SifGLT siflemLed CoA emeud smEeTmenr. Bemey, &ML Sibleoraseflerr OSTGLINDET6oT
eflememaLm@eTT&eD, SLCLmedr Gafwraser (Ketone bodies) syasayb wrméletnerr. @&5emaiL
101 Beot SiLbleoris e SGLTe1R60f18 SIOIB6oTT SiLl6DTRISHEI 6T60TLILIhE6ITM6T. 67. &I eI &ledT LoMHMmID
emeodler. Llemented Sieveufledr, Gamaiwdledr LHMID wHEITHledT pdwener &EnsEaTegenfls
wHMID SCLTER6NE AOBEOTT SAOEMHISET Sh@SLD.

s1blGeurm sibleoraiserfledr oML _HLISS

Qb&s AOBerHmD (Reductive amination) iededg) Lumedtev SiOGeorT asM&H Hé8sH60r
Soluelenemwneid SibGeorm sidleomiser 550 E-GLT ifeorasafledBha LN 2 HuSH
e FWWIL&l60TM6DT.

4.1.2.5 Lgnedrev awsHGeommid (ewsHled onmmid)

&b SHMTLIET eueTi&lems LoMHMLD

Hlemeowimeor CH; Beweowmm CH;
O3NS S-2iq GeoTndled OBNGS S
H 6\ & & Guuimewm 60T 60T H
&irzBL 6

H,N——C—COOH

/\ - H,N—C—COOH
CHZ CH2

ATP pp, + P,

CH, 3ATP UWeTL® $SLILIGHDSI CH,
S— CHj [&m(%urrsuﬂu.u.o ]_, *S ~ CHj
S
610 5 ) BT 6t 60T 60T
a1qBeotndled
S-a19BevTdled
6\ & & Guuimem 60T 60T

-CH; esned wmhnsHn@ SAM eungjeuns LiweTLb $SLILb Hn g (SAM)

UL 4.10 219 Beormdled 61 G H Guimemevtevfledr ASHMGSLIL

Ly fleor, WiflSlig 601 GLimedTh GatTLomisemnsns OEBMGSLILISE B (L&HSHIL Lihi@ 6UHSEIS. o oLITT 6MLOED,
GLSSH6D, EL0SHFE0l60T, ELOSSMEUTEL, oLMTLALAGETT LHMID QDL TS QLoSHled ELITEITmEm6) 62(H
SMTLIENE0T Q\GHTETOT(HETENE0T. GLDSHHED ABTGSHlemis ST HD HeWETTSHSH 6(H SHMILEOT Lflombm
eflementa@pio, N, ommid N, - 81 ruserfled elogdled Q@ SHlenid ebmesorL el amenamL Crm GurGeoL,
Hemendledr, Femmeor HMID Gamedledr GUTedTMemeN eMLLIT ememLCIm S BLTGOL(b&HE 6LddHled
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OBNGS SUPRIFHEMTSHS QFWIEOLI(bEIEITMEDT. GILogSGumemeoTenfleblhha 2 (Heun@L S — SiqGeotndled

e s GuimementaeT (SAM) Ewsdled asn@&S Lfllonmm&Sleo FbLbHDE. (LILLD 4.10)

@euaumm 2 U@ S iqGerndled G HHCInemevtett GLoGHHled OBNGF QUPrRISIWITSHS

QFWIELLIL (b, eTLilemLifleot, &fluwimiq 60T, SWLledT Sp&euDemMSH SN ESHS 2 HeUHMG).
4.2 upfluir s1phé

CO, NH,*

CO, + NH,* emLol_ GLr&mevorLflwim NH, &L GLmerm&Dd

Mg ATP SMILIEDIDED
. q umeo G
N-oi8l_emL6d- ApsGLED 1
&eepLLmGLL

Mg ADP + Pi o

|
H—?—NH;
COO°
L- gyreufl ot
2y ijeufl S eor
| Q. TT6dT6M
HzN_ T P 5rrfrua»w(3a>eiu
0
SIMTLIEDLO6)

umeroGuL

H,C—NH e |
CH CH, syigdefllGeammesdGerl
[ ifiGammesdalls sufle | 1Ny, +
?Hz &ibsBL 60 éOO‘

H—C—NH;
CoO"
L-&ILqpedledr
Mg* ATP AMP + Mg* PPi
coor
HN-C—H
¢
CoO”

L- sisioumGLL

uLtb 4.11 uyflum swpnHd

a1 Bomevflimeleir H&F& S S60TemLo

Loneotev  Sull@eorm  Qsn@H HéHsb wHMID GLedeunp unseflwun  Guretn @sT
cpeoraisafledlphad 2 Beun@l SIbGLrElur  HOHSINGGS SLSSULULG, upflwmeuns
wrHoULGHDE. Sweuner 2 Lelwss Heneoule, @rsssdlalster sbEuwmeflimeler Siemey
BLbSHGET mEUSSLILGLEDG. Eeveme0eeoiled, HEsSHeoTemloweTem SDEmeflwm emowl HITLDL
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LO6TOTL 0 SHeMSLI LTS SH&I, HbSSLD, rhigeoneor unjened, Gsmom (coma) Gunedim SiMl&mlsemen
gnUbSEIEsTHh WL G @DiihEL aufleudEs&n. fsliuguwimer Sib@Ewmeflwumeumsd
Blurresflgieter o ELGLT &EbLLBrliqer Siemey Gemmbal, TCA spnHdl LUTHésMIUL (b, SHHMmeD
&SmO TOHLGHDEI-

2_uiifleotrserfleb Lrsrserfleor SIOGeorm BT &S, ceoTm) eXlgkiserfleor eueflGuIDHDLILILED .
sipGonesflwim, upfluim siebeogl upifle sidleod. @geor sigliLemLuied o _ulifletruser (pemmEu
sib@onGeormeiedls  (ammonotelic)  upGomeLedls  (urotelic) oswevbeodm  upflGamEL601&
(uricotelic) eTedTm) eUEMSLILILSSLILGbEOTM60T. [HleosHled eumpd LOGeUM (PHIOSHSIDLISET
SIOIGevT emBLITR6m6T Wp lLIMEUTSH6ED, LpemeuseT mmIb Hleoliumli] 2erjeueor (reptiles) wpiflé
sibleownsea|d eeuaflGuwimmidlesrneor.

wAGWmeLedls eletiGseafle, HOSTNGEGS SLSSLILGD SbGoresflwm  upflwimeuns
wrHoiule, dnBrekss auflwns aeuallGunHDiLGEDE. Seieudwennuied yTeofldeneord
silpens QFILEeTDE ereorCoy, @eueuplwenm upfln sFpnd Sieveos pieoflFleor sevorLmibs
SNl bIT HemeuT &HETLie LHMILD EIQMEITEVEOL. (Lo[HSEI6 LomevoreuT ) Sy SGwImfledr eLIwITTed &HeTlien
- 61QMEITEEOL. &LpME ETEITEYLD SHEMPSHEBLILILEMS.

i Gonesflimemeu uy fluimeuns MM b OHT S &6 GgHemeuLiLih&leoTment. eummyeT Smevorh
apndlast emwlGLsnevorieflunelaid, wwHmemer enF CLMIMMESSIQID SiemLOMHE|6T6TenT.
wpflwunellesr & SsGeotm 615N G Sl &arfled, QeoTm) HMTLIEMLOE LTeELL euflwINSeLD, oHemmeTm)
sieunTGLL euflwineayb wyfluim spnHdluiled miemp&leTmsl.

upflwim spmdled b Lilg SerTeeDT:

1. &niuemwed UTeGUL 2_[Heuns & : emwl GLnsnesoreflwmellayerer &mTLemLO6 LmeGLL
fpeGL6W |, SMTLET emL Sh&Hem& b, AbGmesflwm wHmid ATP SySlweunmedlphg S enLoed
uneGuL 2_meuns aufleudsHEns. @& @metorth ATP ceésn MisemerLl LILETLI(bLSSHID 6@
Wermelement Sy@Wb. @HOBTS, GEbLLemer elenaraunbennad e&smesord Lflbligemneors
BTG&HGW emeLBLMilemmesHled 2 6tem sMTLemOE UMeBUL fhsGLev 11 & smigeid
GeumuL ).

2. L pebleir 2_(Heun&aLd : yTeufldler Lymeteiv &mjuenw@evev (ornithine transcarbamylase)
STLIemLO6L LITeGLILemL T 6vfl Hl6dTeniL 60T el em evTL|flWi& Q151118 FL(HEblemenTt 2_([HeUTSH&HEDS).
upflum spmdlulesT wOHD cpeoTm OBEMHSEHD  mF_CLMileTnESHD SlewOHSIETETSHTED,
o @euneor  HLmedledr, ewwLGLrsnevorieflwneledlmbs HLSHHemmed  (Transporter)
&L BLMIemmesHD&S SLSSLILGEDG).

3. gidelGenesdiGear. o mandsd @ yidelGamnm  s6AGaT.  AbsGLerdsr
(pevrevflemeoulled, FLHedledr HMID SieuUTTCLL Qemevobg, SpigdleoflGeorm &&HHGe0TL
2 meundmgl. dLemeoed AMP & SewmLflemeowinsd O&Me0o(h 20&5856M5SLILbID
Baelenanise ATP Ggemeu (uflwm esmTGUNIHSTET @T6UOTLND 6WHLTRET TN
SieunTCLL euprhiGHD&l).

4. yrdeflCeorm 565G IEOIBHE SpTLeWETET 2 (HEUTHD: TedleullGevrm FdAGevTen
eas@elsGD  @euellener piblemeremeorud, SLuyCrienLup (TCA  &spnhélseer
BIEDLOW|ID) 2 ((HEUTESEDE).
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5. urflwi 2_([Heun& &L LoHMILD
gieflfler M 2 HusSH: wpflwm 19 fiIGLTGuedr
QNG IeoT @mnsliguieb,

SpieflGevrer ALY ‘

i emanuielbbs) i fmemey N — SoLIMTemLO6D 608 &)l 6wy 6ufledT
eleiis gl SyTeufldlemet om2_HLSH THFA

eslAng. Beiaumm 2 [HEUNGLD
yyfellfledr  SLESHSET  EPEOLONS SoLmiemoed THFA

e o LG Lm&mevor e fl wmell » & 6T e Ll
BEOSADS). \

(210 CLPEOEEn M) SITTLI60T
ML PhHWED, QI  CPDSHInM)
21bBomeoflwim wHmId SieroumTGLLig 661 3 - WADLINEE BN 6T
adIBeorn  QSTGHUIDBHEID B
cpesHenm uyflun asMTGSsUILIbGEDS. Si6060fl 60T
Beualemenser HNeoT® ATP&&EHHS
Fl&ITT60T HTE0TE S &H SHHMHMED C1SHTEvoTL
L9 6m600TLIL| & 6M6NT L 6\& M6 60T 60T. |

/

—COOH
_NH,

\

4.3 fundledr 2_pHeunsed

® Bwndleor (Wifligeor 3 sMTUNSHedlé OH ®
aibleow), KIIGLIGuedr  Sul@eotm 3 - ewanLgnéd Sybharefledls Sisleod
SiLbl60 & H d\[HH &) 2_meundms.
H&ECHMqeTemD®b — &I6WEDITA BT S SH6iT
neLing Bwndleor (wer@eormy

P& NS  Hepdlermg. 3% S
iGLIGuUeT LGB  saedTeded (\—COOH
=z
N

Blwindleorna LMOHOLILGEDE. L COOH
CamensHems YT smeor IO D)
2 L a&naT@Epb WwéseaflenL Gu Hlwimdleor &luy, Geormedlefls sibleoid
UDHDTSHE&eMD STEOTLILIbSDE.

g flio@L mGuefl 6 (6 B &
BwIndlemeor s 615 &S &@LD LIl SH6ITIT6U60T

(UL 4.12) “N—COOH
1. fli@BLrBuedr N - SLMTemLO6D =
W& e)enT6ufl60TTS &l GeothmId N
WL FHME. Bluindleor Si6be0g)
HIBamq 6vfld Sidleold

2. N - JSLNTemoed  6m&HE0)emT6ufleor
eLLrmemanLlCrmGunBeL (hd @ HeoT

SLMenLe  OsTESemy  euprhie UL 4.12 Hfunfledr 2_Heunsed

6M&ED)I6MITET160TITE LOMMIEID S,
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3. ewaaenTeflen 30 SLHHle sman TT&HSAGoMHMEMLHE 3 MADLITSHS 60& e enTeoilarTs
LTSS

4. 3 emanLan&sdl emsevemrefleor, LNflLméssmed LmsvGULIG6T (WedTauflemepuled Sieveuflemeo
Buhsl 3 emanLTnsd HHeTeulledls dibleowndngi.

5. 3 emanLlnn&sd ybsmefledls susleon Huy Germedlenfle sibfleowns MMISMDE.
6. &y Geormedlesllé siblevld sMTLINEH OBMTG S Béselenendd 2 Ll (kb Hndlerms mnEng.
engCrnéleufledlmha 2 meun@L HeofliulL ellemerampLser

) )
. > Qweoefledr
K > yogl < (8@wLotb / BmeD, (1L, &65oT)
60)60T
) g’;ﬁ L > GLmublesr
LDL] LD6DOTL60LD
3 -] P (oY )
o o1 |— > enflomie,
eofl BT erlemLifleor
60T (o1l Feored, ELOHELEOT)
& ©EHEHBHIMEN <— > enaanédle, T3
Q&ML ~— (ewsmmilh srind)
\_____/ g J

UL 4.13 swllGeorm sibleomisefled QHE 2 [HeunGL FHeofliurL
6]l 6 6T LI (I 61T & 61T

ueoGeum| Flassefled emsCandlesflldlpha LD (PSHHIWIDTET SHeofllulL eflemeTeLmpL &6
9 _(Heundledimeor. [HOWL LWetoTLedHled emsGundleor, GLmuledT 6sTGLUING (Wer@eoTmg
O&E DTS 6FWeLbEDS. SiLfered &riiuied, ewsCrndler e SiQPSSD OSTLTLITET
eniGwrerserner erflamLifledr LoHMID BT erdamLlifleorns wTmIED .

eI sTUllUTed, emgCrndleot 2Gwimg GermmLoenL b LenTHGunGLT eng@rmevfleor (T),)
oMo OLLTT SCWICLT engGrmefler (T, — enarmédleT) el enSTMLGb aDTTELNETSHETTS
OSMT&G&SSLILIGBIHME.

4.4 weoevfledr 2_(HeunsHed

'QLDEEDT GTETMMED &(HLIL 6T60TM) QILIT(HEIT. FIHLOLD, (LLg LOMHMLD &600TSe6rfl60T [H &S h & GlLoeveufledT
6TedTm [HmL SmedrT (P&HAW SHMT6vuTD. HMGHemeT 2 _(HeUTHSID 61F6060M60T L0 B60TTEmFL 16D
w5 dledT 61L0606uTl6DTTES MHMLILIhEM&I. ELDEVEI60T 6([H EUEMSIITEDT &n L (bLI LITEOIOIT 6T6DTLILICHLD.
BearGLned GUIGeoTTEOTTEd SH6vTH. HMLILIEDITS 6G\&TevoT(heTen enHEITGeorey er6tTenID QBHTH
G eveufletr ABMGLILINED FFbUGbEMS (UL 4.14).
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C—Cli—COO'
NH;"
HO ewgBrmeleor
0,

ez CrmdGersv (Cu

Kj—c ¢—Co0"

34 emLemanLlenrsed enered sieoefleir (DOPA)

2+)

0,
e 5CrnslBGeureny

H,0

n —COO-

DOPA élu‘bcssorrrwr
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H
| H
Cll—Cl—COO'
H NH
©) 3
60l GanGLmumeErmb dletoig 601
| 6L eD6ufledT LieoLILg,
HO ITI (Aeuty)
5, 6 — enLemamLansed SevorGLmed
0,
maCrndiGeureiv | 6Loeveufl6dT LIGOLILY.
H,0 (s@y)
O !
) @iy S——
g T
H
BmCLned 5,6 @iy Gevrmedr LD 4.14 6weoefller 2_BeunéaHid
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1.

mFH Comd er mer &
manLognéddBemmw
SeWLHE DML TTEHE]
Siev6vfleoT S

m & o &
(emd G o mdl eor meor &

Slem6oTED
L "

manLognsddBGemmw
SeWLHE DML TTEHE]
femevTed Si6060flenT S
wrnI&ng. (DOPA)

DOPA a&niunédled 6sn@&d)
B&sb  (Decarbozylation)
eupm CLmun@uiGerneotns

2 ([HEUTSHSLD AUMISMG).

LebGeum) 6Xlemevt Herfleb eLp6edLD
GLrmum@ ull G eor meot meoT &
Beor@Lmed
LOTMISDS.

&WIGeoTmevT S

BevorGLmed &WilBeormeot

LI6D LIQUIT& 860 L)
(polymerization) ewevevfleor

eUDLILGLEMDS.

4.5 enFImiic

emmi GLomedr & eifl 6ot

2 _(HeUNSH&LD

&eofllo S1@wimqedr (inorganic

iodine) SIBWmemLLITS

LrOoDUOU®GHADS .

(IBwmgementd  HenTeyynd

FILIGED).

mwadCome Germy ed eor

&S eeer

G EITH60T 6U6METILILOT 60Tl
eumHm)

GG

ETEOTET)ILD

S1Bwimg GeormmLD
Gorm@eorm
engGrndleor (MIT) wHmID
emLACWIBLT  emasGondleor
(DIT) 2_meundma.
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3B & Bermyedledr

CH,

g Grmaeor

OK
Sereypm  — ——
BWemL(b \‘

& Crm@Bermedledr & Brm@Bemmyedledr
CH, CH,
oL ACWITGLT
I & Brmdleor I I
OH OH
GonGeorm 1GWINGLT @LSIGU-I"G_LH
emgBrndleor

engGmmaleor

e @ GemmLedledr & Crme @ GemmLedledr

LengaiGun@Lr engGrmenfle (T5) ewgnéder(T,)

Aewge|niHed
H

H
+H3N_C_COO_ +H3N_C_COO-

| |
CH, CH,
i i N i i D |
o) o)
I i 17 i D |
OH OH

Lenr SIGwnGLT engGrmedfledm (T'3) eognéder (T4)

uLb 4.15 emgrmily enniGumer OFm &Ly
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3. sievevfleor @emevorli] LHMID
H&&H6ed CLPEOLON S 6mL
—oGBwmLm em&Brmevfleor

woHmIw  erlgnr GGl

emsHBonevfledr ©_(HeundleoTment.
1Bwimq GeorHmLD eumHm
eILM) S| &emer G1&IT6TOTL
m&BIME&GemmyedledT  emSTMILICH

srUulufed CesiflsslLbADE.

4. o Lebleor GyHemeusGsmmeurm)
o ITTG) &T600T(hLD
aenniGurer (TSH) emammiiop
Grlemw s SIT600T(HEUSHTED

6@ &GemmLiedleor 60T H)

yra&dengeypml T, opmio T, &

eeuerflGwimm)ledTmet.

4.6 GaLL&STEOLD6ITHET 2_(IHEUMTSHED

AnpresdHer  GCumHuGHuled

SIeMLOH FI6T6IT il feored
solwimet g, Sngieuen flens
LTHMHHENH%H SLbLULIGSHID

en m g G mer & eém a1 W D
(1L Feored SMT6ILSH6rOled\BhH &)
ST SHSLILHLENEL), LOGTT (5SS 60T

Gungl &ISSLLGL  erdamLifleor

LoMHMILD BT erle\mLirfle0T
(SILife0T6D 6l (hedeomeledBH G
I HSLIL(bLIED6U) Gurmedtm

QDMTGLOMEIT&HeMETWID ST&HSEDE.

GaL_L&meoLdedrserfleor
QFWIEOLIM (& ET

1. @emeu &EHSEHMe 6T Hlemad
MMM &S0 Bei156060)5S
eTFlmmeor QFWLITHSHHMHH
C\BTEUOT(heTeNHTeD, BT HSHHH 6L
&1 &HH6mIT SleTeme
2 WTHEHHME.

‘ ‘ Xl U4 Protein new_tamil.indd 112

L ems@rmaleor

w5 Grmdleor
emanLanéssGeosn

OH

Hy enLIGWImCiLifledT

H, souGurmifler

HO
o
CH )
¢ cO

H, [

DOPA

OH

|DOPA e smiurssGeen
CO,

CU2+

emeuL_LLbleor &

HO
H,
C.
CH " NH;"

OH

BT — eriemLifledr

flemeoTed 6755 60TmeoL 60T
N - awsdled
1qTmeTenaILIBTen

OH

S - 319 Beorndled 6105 H Guimem 6T 60T

S - a1qBevrnéled GamnGLom Hevlq 601

UL 4.16 erdlamLflefleT OBTGSLILY
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2. 8ns annIGreTser SpLSHHSHTe dleusThleneoulesr GUg 2 L enedd SWINT QFLIS6TDEDT.

3. @6ueuems amniGLNaT&HeT @ISHSHENhSN6NE &HoHE, BIHS N(RSHSHMS JHsIHILLgeD,
B3 WsHemFHemen HsHellens@uin( SG[HrhlsHs & LIE60TEOT.

CaLLT&neb e SH6T OFTGLILSSHTET LG SH6iT

1. ailfeed 6Guopeveomeiled, emsBandletr emanLaTsEHAG6 eraTenid QOBTS, ewsBrndlemen,
enLenanLT158 eneored sievevfleorns (DOPA) wrHmifms.

2. Gumum (DOPA) anjunsdled aen@d Hés aprdwmnerg (Dopa Decarboxylase) GLmumedleor.
sniunsdled asTGHemw HHE CLMUb6T HSHSHME.

3. GLmuSedr, GLmum emanlgréd@eve ereitenid abTHullerr eflemevruileormed B 61l QbLifleoTma
o _mleumn#ns (Nor -epinephrine) eb 2 _seitem Nor eredtlgl No ‘R’ erediLiemss Gml&H@Lo; SHled
‘R eredtug) QWS Fled TGS S &LD).

4. mny - erfeplifler GwWHHEoMHMD SewLS& erNamLfledr SpHDEH. Deuailenevruiled,
S - 21qCeuindled QWHHCWNemevTeoT GWSHHD QFMTGHEH eupmIEWTSaD, N - ewsHHed

Loneorevail@rev (N - methyl transferase) QpmSWLTSEYD O&FUIEOLIHSEOTMEDT.
ke

3od
QFWebLIM(b Q@?__

1. 20Germ  2uflew  eueniflems LIHMSIHDOGW, TCA &YnHEEL ewmLGuwiwiment
@ B enettTlIHemend HevoTL Ml 2_Fe) b eleTédsLILL Sendd HWMlHEHeLD. ®

2. wyiflum spndlenwt elens@d elensaUuLLD Suimflése.

3. letTmrevsefler Hemevorasnesory upflum QG eFTLiurer Gmmi Sml@nsemer
(symdromes) UL 1quiedlLeyLb.

, * ASTwmmub ALT &ebedmed Lmdllienu NTSLIONSGLD (WSS SIETEDEUSET ShGLD.

‘ < asmpled FHlwins, CCl, opmid CHCL, Guneditn &emILILITeITS6melTé enaSUITEBLD

> 4 N)@u\““? Gung Smi@ emuLeoND. @&60T cLpedld &Hevedred LmllinenLd. Gueid AST
- wonid ALT sierey 1S &f1HELD.

*  Betraedleot, @etraedleor GumedTm 6uemi&d ssmrevofl — 1 (Insulin linke growth factor - I)
wOmId eueni&S ammiConer Spdwemer LIs euenidlemsonhnsdled LTSS
QBNGLIemL 2er&H&6l5HEl60TM60T.

* UrshsemeT 2 L6smeneneusn@eon e  dBeom  sibleorisemen
2 1 655 I6uSTE60 U geuemi Flemnd LOMHMSHled LISSOSNSLIemL
Den &6l S 0TDEDT.
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unL&s@meab [

aFlslLguIneg 2 _evoeled eTbHEISHSTEToMLILGBLD OBeoTm  SbleDraiBeT  SpHHMED
Caemeusansayb, GepsCanHGunageafldlsv wHmb  ELCLTHCWTegld6ev
SHEWaHMH&TSa|D LWETUGLSSLILbSOTDET. SigeT SiblGerm asn&dl wpflumens
LMMHDLILGEDE.

aBeotm  sudleoraisefledr  &HMTUET  &SLLemWLY — SFHlsluguins 2 _evorelled
6T(bSEISE\STETEMLILI(HLD 1@ eorm SO 6ORIG6IT SHDHMED BHemeusHHTHEYLD,
&@p&GaMHGWmageafldsv MM S.CLTHGWagefldfev oy dHweunniHasmseyb
LIWEOTLI(b SSLILIbEeTm60T. Sige0r b Geotn aFm& uyflimeuns wroHoriLbGEADEl.

aulGeorm  subleormisefleor &miuest &SLLemwll TCA s&pndleEGeT mHempeeLmm)
flemasHaLILbEHME).

s16Bevr Siblen& Hlemaedledn (PaevLi SIFBeTT O15T&H HéH&LD S &L. D& SHeucnsserled
Blaspeymib — Lrmeiren siblGermmid Hmib AABeorT 6aT&SH Béasb (Deamination)

Lmedrei SiBGeorHmLDd (pemmuiled @ SLCLT SifleoSHDHGSL o SABeorn SidlevSH S h&SLD
8L Cuw a1lGeotn O8MGS LfllonHMID HewL LUMIEDE. Sievevfleor OBeoTm LImedrev
aifG@eotev (ALT) opmid sievouniGLL Lymedtev siflGeorev (AST) Spdlemen (&Sl
Lomeotely S Ee0TS &6 S @LD.

sieounfGLL Lpneotev aiblGeored SieounfGLL oMb SEbLLCrlenL  (pemmGul
&5Ceon  fGLLISEOD GEBLLG0LLTSaD wrHniw 2 LuflonHmeeneoremni
oasGelHHTmgl. Sieveofledr Lameitev iSlBeoreiv  ievevfledr HMID o SLGLM
&EBLLCILemL (pemmB ewL®HEeul OHMID &EBLLGLLILTS WwIHnId 2 L ufliorHm
elemeuTem 2a15&6NSHH MG

&s6be0Ted LOHMID BsWCHTemWS sSevorLMw  BrssdHSTeuddHleaeter  Lmeiren
SO B6OTFSH6IT (LS DML LLITET S6TEmEUSHETTGLD.

ueo sieudlwdlebeomr  OBeoTm  SidledreiGHeT  Lomeotey  OBeoTHMH  (Pemmuied
B M&&HSHLILI(HE60TM60T.

siflBeorm  QBNGH BoEsD EARCoHOD SWBeTT  AFTGH BHSD  LHMID
3, 6dAmBermmLdledeon OG0T OBTSHH HEHBL 6T60T EHeUemSHS6TTSHL LNflSHSLILbEDE.

a,6AnBarhn OBt OsTGH Hoswennulsd OBt ulleodHerr o bBeorm
esn&d oibGorefllwneuns Béesb OunDEUTE p&HRCOTHDID Senerohs
HeDL OLNISM &)

&EBLLGWLL 60T BT BTG Hemw HHSD S&ARCarhn AOBeoT OBTGHH HdHSH

ellemeor@ul, il asmElIDhesner BT O5TESHemeTd: HOTNISESHS C1SHTeTIT(h
Garlingdled (pH&W LkisTHMIS DS
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L subi@eorm aibled 4s5FACL & &6 ommd D 2i1blGeorm Sibled Sy &HEGL &&6T &l Gevtim
S1BeuT OBTGHH HHSBSHEMBHE C1FUIEDLI(hS &I 60TMEOT.

&©EbBLLLOeoflid, Sieuniglesflld 2 6Tem SiemOh BTG Hemen & @bLLLOE6oT6
wHMID SeounTeGeurev Hé @& eoTmeot.

sniunédled as1&H BHe Wwemmulledr cpeob 2 ulifluied WHAWSSHID eumiihg LOeoTS6T
OB (& & &HLILI(HE60TM60T.

a0Geotm  SibleormisHeT, FhiseTr OCGeorm QFTGHHemer Db ey 2 _(HeUTGLD
eoumBall, o & BLm GeplBrl Gumeom S_GLm suleoraser, TCA apmdufed
HIEDLPH S SHDMESHSMEHLI LILIGOTLI(bSHSLILI(b&60TM 60T

SIOIBeoTT SiLEOMIGET & ©Eh&HEHTORf&SESTEYD LHMID / Sievend ELCLTageufléEsmeayb
Bm&&eomnid.

sibGonesflwnemey uyfluimeuns wnoHm obh& apTH&eT CHemalliLihelermer. SeunHmierT,
Brevory OBNdleer emwlGLnsmevoreflmefeun, whmemer en& . CLnilennaslaid
siemioibglerenent. up fluimeilesr & SusGeorm O5MES Sl &arfled, eoTm| SMTLEmLOED LmeroGUL
auflwuinee|b wHemrerm sevumriGLL aufluinsea|b upfluim spmdulled menwaeTms.

Blwundleor 9 fHGLTGuest SislGeotm SiLble0SHSHe0lHHE 2 (HeUTEMDGI.

uebGeum) Flasserfled ensGrmdlenlled bl Led (P&HELILLMET HevfllILLL eXlemeTaLImhHL &6l
o _(Heun&ledTmenT. DL LeooTLed&Hled 6mdBrmdleor, GLmuLdledT 61&M&LLID G (WeoTGeoTiig
CLPE0&ER DTS AFUIDLILAMD . S Feored &ILiNufled, 6msBImEledT 6T (PSSO O\STLITLITEDT
ennjGonerserner erllamLifleor oMb BT el mLifleorns WTMIED &I

&5
w&liSw "r%
o N

siflwner eflemLemws CHIHOSHbSE! 6T(Q5I%5.

. eungleuns  (poHHAWSHeUoHDn SIdGeorm  Sibleorkiser elemevT&H6rfled

CBM&&H&HLILI(HE60TM60T.

a1 ay&AmBarhm AGeTT BéHS eflemeot

3. 2 &fnBarhn snTunsHdle BoHs ellemet
8. wonettenv SISBeoTHMLD

. Sp&FABeorHmNHD S1OBeoT B&H8 6lement

. (W&HFwimeor OG0T SiLBlEOTHISH6T

1. H60OTE0I6D E\BITE&HSLILI(HEEOTMEDT.
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3. YIS OFM&SHSH60160 LOL(bLD LILIEDTLIChSSLILI(bE60Tm 60T
8. 2_Le0leb OFN&&S Quieons

T flemgeuemLged cpeold upflimemnens SHAME.
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