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5.1 Sl aLb

el p&er (HCT&Hs awmpluied : emeoGumen — QsM(QLL) OsHleuNihs SpHMEdlET (LPSHEOTEmLD
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O hae LedTaurpld LetoTY&Hemenll eummlhéHes BGeuetorld. Qemeudet Hifled &Hemireudledemen.
syeorned &Gemm@umuNiD, eefeor, HFA_GLIeT Guedtn &l SHemILILTETHET6d &emTLD
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i. Beweuser 2 L 6bledT AFMleUMIHS 6TfleILMIBET (ShHmed) B cpeoLomGLd (Lemrdlerflammevseir)

ii. o uiflued seueyseafled OIINb&EeT (W S LGSeLnmenm@. GoaId Semeudsst Feuailer

SIS HGSID FMEW6uT (RMIGLILSSIHEDGI. (UTeELTELINI(Hh&6T LHMID E&TEVEIGTTED)
iii. e@mRLIied semmuib el L fleTaeEmsd (A,D,E wpmib K) 6 epeoons aswedLbEDS.

iv. egevserfledr euaTI&FSlems MDD 6RRIGUDLSH&HaTd 6OllbseT W& (WSEHIWILOTETEn6

(ehvremmiihy emriGneTseT HMID LGTmev@LTdlemmetbaer)

V. eOlldlh&eT 2 _6ME@pMILILSEMET LMGHISMSHESD SMLILEOLNIHeTT&SRD LIWeTLbSmE. Goeyid

o _Ledh@ &rmeor 6 6)I.6UEMIOLIENLS SHIHHME.
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vi. GM&H6ETT(heTeN ELITSIEUTENT QFWeLMbHemeTsH SelTsHg, Goeud Hnlser (sErmiieer
Guretimemer) DTTCLNEITS6T, FOHMS CPEOSHFRMISHET (FEHTFEOTTIL(HSEET) &I6METTH
snrevoflset  (emeulLifleor K) 1q6LFogetpbaer (955 2 Lser) wopmio uedGeum)
QFWIELLIM(b&6IED LILIEOTLI(hSIM &)l

5.2 esmgLy suleorsefler 2 _ulfs5easm&LIy

&ML sibleoraise ereotenT edlILNlhaerflenT erafl aulgaumisaTTESD. CEID eneausHsT (b
sMunsdled siIdlend FTGHWLT dnlqw eufl Héseomerr Ol baefledr LGS LOLTHETTS
2 _eiTenenr. QemeuseT 4 (PHEDd 36 SHMITLIET JTNISHHEMENSH CBMEOTL [HevoTL emeDL G SiLedT
&midledlemiL eILMHM)6TeTeoT. EemeUSHET (LW EOTEYM M LMHMILD (LLEDMEYMIT St E(H (L 60 60T&HEMETILLD
6\ IT600T(H6ITEITE0T.
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efloonu@aafled Q&ML Sibleomisaflesr 2 ulis QOFTGSULTETSH (WHSWINES SiqlGumev
dasaafler ens@Lmamed, umed &IldseT wLOHMID &HeeSTedled HapHADE. STeuTrhiserfled
&GemnCrmilemmenhaerfledr el Grmonelled @& Hlasdms.

e&n(pL sidleoraisarfleor 2 _ulTasn@LiL ellemeotaeT LigliLiquins Ml enLed CoA auphi@d &b
SITLIET S160&H6I160T B&TSH6mSHemILI 2_6TeMLS&g). SMTEUTenaDLCIL(b&6T ASM(QLIL] SHLS60MkRIS6T
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emwL_GLr&mevorie fluwieflen)eT, Hfl emLed CoA peord Sp&HFCeonadILGLL (bL6oT ellemeotuL (b
fLCrlenL sm&ME. Seuailemevtulied FLCTL fpCsHen elemertGouss MOHHIWINEG OFWEOLIbLEMDE.
flLemLed QFTGHwners ewwlGLrsmeoorfluneledlmhs fCrl s aeuallGundng.
&L GLramedleb AI_CIL sypeu18) ema GLemedls CoA 2 L et eflemeorul o SiflemLed CoA opmib
565G CLLmLS SHEDE. Hp&HECoNn AHALCLL ers WTEOLLTS QbH&HSDLEDE.
Weoreor emwolGLn&mevorieflufed GuLiflsev LuGS&HE UfiombnwenL Hns.
em&LBLamelled Q&P ibled agn@LLTeTs B L safled [lspEng.

1. umeLdlg& SIOlEDID E\HITGHHH6ED
2. eangly sudeob B AwiemL gHed
LITedLolg.& SiO6DID ASITESHHeD

LITEDLANLG.5 SILOIEDLD S 60T &I, 16 — SITTLIEOT SIE00)1686M6TE E1SHTETT(H6TEN 6(IH FlemmeymHMm G1&m(QLIL
sibleon L. QBT &6 aflemeorGeus LIHMIHETTHE OIFUIDLIGLD 6(R ASTLITFSINeT 6Xlemeurserfled
2 SMTLET Si0SHMETSH| 4 SHIMTLIET 0SS MHMLUILILEDE. 2 ulTaOSHTESHSHHE0160T (LPSH6L CLPEOTM) Lilg
Hlemeoserfled sidlemLed ACP wmmib ewGeomenenred ACP pélwieor sifllemLed CoA eNedlpbhal
9 _(HeUM&ledTmeDT.

i i I
+ . @
H3C_|(|: — s—cop ATPHHCOs “o0c-ch,—C — s-con AP “0oc-cH,—C — s-AcP
AL emLed-CoA A BeomemeoTed .

sifl emLed-CoA snruréSGeoen awBeomemeored-CoA omedTerveILIBTen auGeoremeured-ACP

0] (e}

I ACP |

H3C—C — S—CoA » H3C—C — S—ACP
iFemLed

18 emLed-CoA QreTenaLGTeD afl_emLed-ACP

e&mly sibleo 2_ullir 6snELILY eflenersafled @miFuwins HlsgLb BT apTSH elenearCeus
IO efleneorser BLAulemLbD LigHlenedeni 2 eTerL &g &6 Gmissb, Brsnmibd whHmib
Qb&sD Spdwe Hlapdermenr. BLlduienLwb LigHlened Wedorobld L5eturblDd [HlaLeUSTed SiTLed
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@miFHluiled umedLsligs Sibleod 2 HeuT&Hma.
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(Plewersanedldlevy  Hlopeied 2 (peunenr  emLemamLansHedl  AHFALGLmeoTLIMevEUL LG 60lHH S

eupLiLpuenel) Gaibhg Lenrdlefleenmbhsener 2 (HeuTsHGEeiTnerT. EemeUseT LTSS EnHL 60T
Bewevomhg OIGUT UTshisemeTs ShHetnert. Coeid Qeneu @sHs SpnHEUleneT GF6TM)
368l GeothmLD GaLilSGHE0LDHMIDLSILIEOI I I(b&EmaT2_(HeUTEHE:SH0 CLITEITD 2_ullf 5615 I Lpemms6rflen
Fr(bLIb&e0TM6DT. 61606, B 5H5H5S160 LIbEeum) OSHM(PLL| SidledrhigeT H60fl5s HlemeoulGeoGm Si6ded g

Slemeuderfledr eTeuLT 6ul.6XB60r (19 6mT&lerflFemT(b&HeiT) HTEUoTLILhle0TMET.

&6060med, qLIBUTEVS &&HE6T, Hemaser, @swid, AmBIsD, cpemer, HiewIUITEd LHMID
eflemrser Gumedim LOBeum Hlassefled QSHMIQLL S&HAREOTHDDEMLFHISHS 2 L 60Tlq CLPEDLD
&MLy Sifleomisemm@h. 2 L ebled 2 eTer Q&HMIRLL Sibleorudser eml GLnsmevoriefluiee,

eUGLUTID [ H&ARCaTHMILnL &leTmer. a&M(RLL Sibleorsefleor B smiuefled HapD

2 58lnGethm elemevTinenT &) B S &FGaTHMLD 6T60T AHWPSHSLILGIMEI. BFH60T elemeneuns S
SMTLET GlevoTLmeoT, S emLeb Qemevor BT — A agnLiFAwns Gl efleurfldaLlIul (peTeTeurm)

B&&LILIb S 60T 6DT.

531 P ay6dxGarmmibd

esmply sufleornusefler [ Sp&gGerpmoners, UleTeumd EpeTm LG Hlemensemer
o etenL&HEWG. Q&SMRLY Sibleom&er  HemTeymised, HemTeydm  Q&SMIQLL  SibledrhiseT

emw GLnamesoricflednd &SLSHSLLGSHED WLOHMID HHWETH OSMLIHS Harieybm esmIpLL]

SibleoraISET S&HFLEeTHMLOEML SH6D.

I. ems GLrsnedled a&MIQLIL SiLbleomi&eT SlemTeynigHeD
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Siem&ed CoOA 2_(Heumeusned &ML SiLOle0MhISET 6T 6YMmIsleTEoT.
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a&m(pLL Sibleod
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ATP ||
COA — ——» R—CH,-CH,—C — S—CoA + AMP + PPi
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ApsBLeL  asmpLL Siewaed-CoA

&ML sidleoriger ensl GLmamedled os8lnGerhmienL i HerieyhHm CUTSIQID SiemeuseT

el GLn&mevoreflmefled op&HHAnGeorhmwenL feotmenr. emwLGLrsmevoriefliied &6)6UT6e0T )

BevorL &rhigledl QBMQLIL SLOEDIHISEN6T LiGHE] Q1FE060 SNEDIDSSHTHSTE) SeWEUSHET SHIT[ 60fl6mL 63T
TENID QI FIDLIL HL 5G| CLODEE DT HLSHSLILI(HSEOTDEDT.

2_6iT emlol_GLnamevorL_rfluim

‘ ‘ XII U5 Lipids.indd 126

&61l6)
—t—
e S eufl L 6o SeuflemLedr .
Siem&e-CoA S
Siem&ev-CoA
ST 60fl 6L 60T DM F6D ST 60fl 6L 60T DM F6D
oneTenauGren I 1 rmesteveILBre 11
CoA QBT(PLIL| SiEHE6)— QBM(QLIL| SIEHEE—
ST 60fl6mL60T ST 6ofl emL 60T CoA
126

4/20/2020 5:11:38 PM‘ ‘



|| T ®

III.  emw_GLramevorigiflwied Gl flserdled [ S4&HnCerhmID SeMLGEd

emwLGLramevoriqifluied GoLflserSeniem HIemLPHSHEL 60T, ABM(QLL Siensed CoA speurs [
sniuesiled oy &HnGarhmwenL &ng). Geab HetorL &6 siemsed CoA 946018 LB6TOT(hLD [Fl& (LD
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B-BLBLsIemF-CoA
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R C C C — S—CoA

o, Fr@eurmuwed -COA

OH O
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)
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314 emLev— CoA

2 | elledr QLIEBLOUTENET Hlasaafled &ML ibleormiser H&HdlnGarhmioenL &leiTmeot.
eTefleId cpemer, 6TflSBHTeMEL(b&6T MHMID S [Fe0T6d CIO(HELEOT SHANIETT FHrEIBETSH SpHDHMED
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5.4 Q\&HTEDENIITTED

CISITEDEIVIYITTED S} 60T &), 61560 &6)6Y LoHMLD 6OIIGLIMLT S &6rfl60T (&AWL LG S OILIMHETT SH6YLD,
SemeTHE 61FSEflQID LKSLLIUL( STeoorliLbSDE. GOILUTS 61STE06VIGITE iglsSieTailed
eXleorii @ serfled SHmevrLiLitb&m. eTeoTGeu &) 6160k C1HTEDENIQTITED 6T60T HEMLPSHSBLILIbED .

70 kg eT6mLUj6mL LI QLIS GBS 6(H6UI{160T 2L 616D STETOTLILI(HLD 6L (b GILOM &S ESITED6L. T TE0I60T
oMY amSSNY 140g S FTeuUH aMSHSMTL 2 L6d eremLulled 2g / kg er60TD Siemedled 2_emeng.
61&Mev6IITeD QHemo WiedLenLWig). aeleoreufled & iH6im eulgeuemoLliled B efl@pLby LHMID
B eeumis&o SpdW QB LSS SHEMETULD O\&T6ETT(6T6TS).

Q1 BTEDEMLYTITED C27 SIETN5HHEMETS G1&BMevurheter C H, O 6r60TD cLoe0&HEn M| eUMLILIT(HEmL LI
6D SELSHADTEOMNGLD. [HT60TSH SeWertTHSLILLL DML CIMETTLET 6U6N6TILISHENSHE 61SIT6T0T(HET6T
LSS 6vImiih algeusdlener @5 aunmieTeng. Goaib b enan CIMeTIL6T auTeLESGS
6MDLCTTILIG 60T 6(H (6w 6T By BemevursaLILIL (baTeng). Goaid C3 6 e@H enanLTr&Hdle asTES
C5 wpmib C6 gy&dlweTeupmin&lenL G @b SrenL Ll LlemevoriL] SpEWIeTalD STE0OTLILIGLEDE.
C3 e 2 6Tem emDLIT&HEIOED OSTGSHWITETS| (PENETTEYDMD (LEWEDTIIMEGLD. CPe0SHsamlerr L9m
UGS S S6IT (Lp6m 60T 6UMM 66,

@u5s esmeeviqrmededr QuicbLimeor Siemey <200mg / dL.

G\1BMED6MI.ITE0l60T LI6TOTL|&6iT

i. 6&MeDEVIYTTED 60T 616U6TITEMLO [FIM, LIGTLIEMLILITEDT, SMLUSSIT 6ULq.6) Lilg SLOMELD.
ii. &gl FmD LHMID LETTIOHM S

iii. @& 150°C et60TD 218l& 2_(HS HlemEDEMUWIE C1&TETT(HETET .

iv. @& Bifleb HemTEUSHEDEMED. YETTED ASM(PLIL HEMILILITETTEEIED &6 S6iTm60T.

v. @8 eeulu wHmID LOITHLSHID SHETEMLD &6MMEUTHEMED SMTLTEOTTHL LIWLeTLI(GLADS. S5
oiflas sienefled SHMeOUTLIL(LD cemeruied LOleT UleOLemLLI HILOL| LOGTITLED 6MFMHEHEHHE
erdlomest SMULL QUTIHETTS EFWIEDbEME.

Vi. 5&HS  Gedled  eBmevevITed  Jp&HARCeTHMD  SiemLwb  Gung,  elemTeument
EARCOTHNSH DS 2L LI QsTevevie BeuTmedT eTedTLILI(HD 6(H SLCLTem60TS SHAME.

Vii. asneveviqnnellett emamLIn&Hdled sTGSwners eviewifls sibeowd Gumedim QsMIQLIL
SiLB6DMHISEHL 60T 6TEVL DTS SHIHHMDE.

ueGeum) (&HHWIoTEsT OFWILSemaT ConHesTeTeUSHTeD euMpelinG E1&mev6IqITeD L&
(PEHBWIOTEOTSHTSLD.

i. @& 656 seu6l6dT 61 6UEMLOLIL LiGSHLIGOILINIHETTGLD.
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ii. 2_Ledled mm eviegmilth G&ILoMmSH6TTeor. DT GLoM6TS6T, smeulLLSleor D ommid 1968 2_LiL|sel
S FHUDBI6T OSHTSHSHSHNSHES E1HTE0EVITTED (P6oTG6oTmly. GFTLOMELD.

iii. 2 1 6fled eNfpsemer sLSHID OIGUT Lrsrusefled @& b (PHEWIDTET SirkISLOMGSLD.
esmElL SIflehGET HTNGES WSHARCOTHDSHDSETSE CBTEDEVIGITED 6TEVLITEHETTS
&L HSLILI(HE60TM60T.

5.4.1 e&meveviqrmedleir 2 _ulfs5asnGLy

awg apGanisafldr preemarHinEe Conwions  QE  HIMD  ESHTEDEVIGTTE
OBMTGSHHLILGEHME. OsmeeviarTed 2 Ul AFSTGLND TNHSTY MMETHEH 2 L0 H&&HEEIhLD
ur@andleoTment. &6060Ied (50%). GL6b (15%) Bamed, SILfeored HMTOL&H6, Q60TLIOLHEHS H 86T
Wwaedlwerr siFles uriseaflltlensor SIHEOTM6T. Q&HMEDEVIGTTE OSTGLUEUTD OFSTLTLemL LI
apnHleeT emsGLTamed LMHMID eFesefler emwsEImEGamoed LGHulled &meorliLchdleoTment.
SiflLemLed CoA 6ot HFI_BLL 46015 1&HMEDEIQTTEED 2_6IT6IT HEWEDT S| SHITITLIEOT ST EWEIILILD
SHADEL. RbSGSLD sonersernerenel NADPH g6 auprusLinbdmgl. ATP 9heors Syhnemed
SGADE!.

& Comed C1&HTE6INTTENED 2_([HeUTHS, 18 Gnevsmsr sidll_emLed CoA, 36 Guwrevsmsr ATP

wHmid 16 Gmedser NADPH gy dlwieney GoemeuliLith&ledTment.

=] O e () Fisnta] -y [
C
1C 3C 27

G \3)(/7 Ce Cs \6x_/y C30

QIBHITEV6IIITTED C1&TSSHSHE00T [HIT60TES SilqLILIENLLITE0T LG [Elem 606 L6dTe(hLomm)
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