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QLNfh 1
LhMhALGEMh dNlvULUYNFR3NIL

LhMhALGrh fALNMRUANrNIUL B4 Auuuvuraniue

LhwyhnuGph (@wpwbtph) nwut opqwuwywl Jhwgnipe)nLu-
utph U666 W pwywywuht pwgdwquwu funwdp £, npnug Jhwynpnud E
hhnpndnpnip)nitup: Lhwhnutbpp (nuédnud B spubnwugywé opquitiw-
ywu (nushsubpnud® Grbpnud, wgbunnunid, uwyhpunnod W wyju:

MMwlp peswpwnwlurh Jwpwnpwagnylu  Juwnnigywdpwjhl
dwul GU, nluBU EuGpgGwnpy Lpwuwynip)niu. 70 Yyg pwony dwpnnt
wwhGuwnwjhu dwpwbtph pwuwyp 12 yq/133000 Yywy E, npp pwywi-
pnwp £ 8 >wpwprw pUpwgpnid hhduwywl thnpuwlbwynieinLul
wwwhnybnt hwdwn:

Lhwhnutph Ywpgwdnphg dniuyghwjnid hptug ntpu niutu
wpnuunwgqglwunhuutpp, [GlynnphGuutpp, uGnwywu hnpdnultpp,
Ynpunhynuintpnhnutpp, A, D, E, K dwpwwnyé yhinwdhuubpp: YGU-
uwpwnwurh pwnwnpniejwlu UGy dnunn [hwhnutpp Unyuwbu Yw-
pnn U Ywpqwynphs nbp Ywwwptb: YELuwpwnwlreh Jwnnig-
Jwépp b dniuyghwlbpp npnpynd U pwlwwywl W npwywywl
Ywauny, thwhn-thwhn, thwhn-uyhwwynig thnpuhwpwptpnie)nLl-
utpny: fwnwlprwhu hyhnubpp uGpywnnigywéd 2wwn pLpdtun-
uGph winunbphy EGHNNpLEN GU:



1.1. LhMhALEGLh AUUUYUCQNIUEL

Lbwnnigwépny [hwyhnutpp pwpépwagnyu YwppnUwernLutph
pwnn Grbpubp ywd ynintughw| pwnn Grtputbp Gu:
LhyhnuGph nwup YJwpGh £ pwdwlb Gpbip hhdbwywu
Gupwnwubtph®
1. ywnpq thwhnutnh,
2. pwnn Lhwyhnutph,
3. lhwyhnh wéwugjwiltnh:

1.1.1. MUr2 LhPRLEr

Nwng hwhnutph hhnpnthgh wpqwuhpubpp vy pmnbibpl
Ywppnbwppentubnl (wnwuwppnilbnl) U, npnup pwdwluynd GU 2

udph' hwagbgwé (dwnwuwppentlbpnp (60 wwpnibwlynid Yplhlwlyh
Qwuwbn ) U shwgbgwo:

Qhwqbgwé dwnpwuwppntlbpp wwupniuwynod B JUEY Ywd Jh
pwuh ypyuwyh Ywwbn, npnup ntuGu ghu ynbdhgnipwghw:

Uwpnnt  opquuhquh  [hwhnutphg  wnwyt] Jwplunp GU°
hwagbgwd dwnpwwpernlutphg' wuwydhmplwppml U unbGwphlw-
ppentl, huy shwqbgwoéubphg' oyGhliwppentl, hunjwppentl, (hln-
JGUuwppnitl U wnwupnnbwypenitl: Lhunjwpepnil, (hunGUwppenil
wwwnywund U wuthnpuwphuth (EuGughw]) dwpwwErnLUGNh nw-
uhUu, pwuh np Jwpnnt opquwuhgunid s6U uhupetqynid W UGpdniéynid
GUu utlunh hGw, opwywlu Unwin 5 g pwbwyny: Hpwup hhdbwywlunid
hwunhwntd GU  pnwwywl  JnenGpnid L wwjdwbwwlnpBu
JhwdnpJwé GU «gfprunwdpli F» fudpnid:

Opqwuhgunid punpwppntu JyGpwédnd £ wpwpupnnliw-
prYh, htbinbLwpwn, Grb uuunh hGn punniunwd Gup pwdwpwnp pw-
bwynipjwdp [hUunjwperenL, www opgwuhquh hwdwp wpwpuhnn-
Uwpryh ywhwugp Ywpnn £ wdpnngnipjwdp pudwpwnybi:

Uuunnud wuthnpuwphublh dwpwwerenltutph wupwywpwnnt-
rjwlU Jwd pwgwlwjnipjwl nGwpntd Jwpnn £ qupgwlw] pGhnt-
ywynp nGpdwwnhwnn, npp hGownnipjwdp pnuddnud £ [hunjweryh
wynpGwwnwwny: Ulhnfuwnphlbbh swpwwppniubpl oqunwgnndynid
GU npwbu wypnuwnwaquuiinhlibnh U (GininphELULEnH ELuwuplipbgh
bwfunpplibp, hugwbu Uwl Jnunwd GU pegh [hwhnutph (gLhgtpn-
$nudnihwhnutnh) Ywnnigywdph Ute, npwlp hwnywwbu Yuplnp
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EU Uhuinnpnunphw| pwnwuprh uwrnigywéph dLwynpdwl hwdwp W
JG6 pwlwyniejwdp hwjnbwpbpjwéd B pwqdwgdwl opgqwllb-
npniu:

Nwnq LhwhnUutphg 6U dwpwbpp:

QbLqnp swnwbpp qihgbpnh (Gnwwnnd uwyhpwn) L pwnpdpwun-
LGYnLwjhU dwpwwperYyh pwnn GrGputp Gu: Grbt dwpwwprenLUGNny
Fuptipwgywd GU glhgtphUuh pninp Gptp hhnpopuh| tudptipp, www
Uhwgntpinitup Yngynd £ wiphwghiglthgbnng (nphgrthgtphn), Grb
Gpyniup® nhwghalgbnny (nharthgtnhn), Jtyp® Ununwghiglhgbinng
(Unung|hgtiphn)®

o) o
c|:H2—o—c“: —R, (n) (|3H2—0—<|£ —R, (”) ?Hz—o—é —R,
HO—(|:H Rz—c—o—(|:H R,—C—O—(I:H (I?
CH,-OH CH,-OH CH,-O-C—R,
Unungihgtnhn nhqLhgtphn tnphqLhgtphn
(Ununwghiqihgtinny) (nhwghigLhgtpny) (nphwghigihgtipny)

R1, Rz, Rs wghl nwnhywutpp Ywpnn GU |hUGL Unyup Yuwd
tnwnppbn:

Sphwghiaihgbpnih hwdwl gGpdwuwnhdwup pwpépwunid E
hwagbgwd dwpwwpernlutph pwlwyh W Juwgnpnh Gpywpniejwl
JGéwgdwlup gnigpUpwg: Ytunwlwlywl dwpwbpp  wwpnibwynwd
EU Lpwlwlwhg pwlwynipjwdp hwgbgwd dwpwwerenLubn, ubljw-
wjphu ebGpdwunpdwunwd npwlp whun Gu: Wu dwpwbpp, npnlg
pwnwnpntpjwl Jbe dnunwd GU shwgbgwd dwpwweenLutp, ubujw-
Ywjhu gGpdwuwmnhdwuncd hbnniy Gu: Uwpnne dwpwh 70 %-p Jwq-
dnwd £ olGhUwpeenil, nph wwwbdwnny wju Jwpduh gtGpdwuwnh-
dwuntd htnnty £ (hwiyned £ 15°C-nLu):

SUupwdwyh dwpwwjhu 26pnnwd wybh 2w GU hwagbgwé,
huy pwpnh dwpwbpnd® shwagbgwd dwnwwerenlutpp: Opgwuhg-
dnwd winphwghrghgbpniuGpp hhduwwunwd yniwnmwyyned GU wnhwn-

ghwinutpnud: SphwghigihgtpniuGnh glluwynp $niuyghwltpu GU°
e FUGNgGWNY UjnLeh ywhGuwnmwynpnedp,

e 9GnUwULYnLuwgnup,
o UGhuwUuhywywl ywwnwwuhs $nLuyghwu:
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1.1.2. PUrD? LADPALEr

Pwgh uwhpwltnhg U jwppnUwpeeniutnphg, pwnpn (hwhnutnh
hhnpnihghg wnwewund U Lwl wy UnLEREPY Pnudnpwlwl prNL,
woéhuweontn, 66Upwlywlu prenL, wgnunwihu hhdptp W wju: Fwpn
LhwyhnutGpp pwdwuynid GU hGinww| fudptpp®

1. gthglpndnudnifuypinlibp,

2. uphugnipuyhnlby

w) upplignpnupnihuyhnlibp,
P) aihynudplignihupnlitp,

3. uinbphlblbn (uinbpnhnlbn):

Fwpn Lhwhnutph Ywenigwédph Yuquw-
dnpdwU wmwppbphs hwwnynieintup Upwug wd-
dhdpinteyntut £, npp wwydwlbwynpwé E
hpnpndhy U hhnpndnpe fudptnph Jhwdwdwuwyjw
wnywjnLpjwdp:  pnppndfy  dJwup Ynsgynud £
plubnuypli  qifuply,  huy  hpppndnp  dwup
wofuwgnwdluyhli wnghly (ink'u Uly. 1):

| = S/
e 5 z \I
R
™y
|

Uy. 1. 1. Snudpnihwypnh inupwdwlwl dnnbip:

1. Quhgbpndnupnipupnltpp o
dnudwinhnwwnh  (nhwghiglhgbnni-3- o) ?Hz_O_C_R1
dnudpwinh) wéwugjwutn Lu: RQ—C”}—O—CH "o 7T

Rninp  thwhnutiphg  $nudngh- | l :
gbphnUbnU wyklh plbnwjhl BU: Snu- CHa-F—on |
I

gunnpnunng nphwghighgtinnitnh U Snuduwwhnuppn. | OH _
dnudnhwhnutiph uhuptgh Uhgwuyjw) dhwgntejniul k:
w) dnupwinpnpifumhlin Snudwinhnwwnh punihbwjhbu wéwug-

jwu E:



CH,-0-C —R,

| e e e e e e e e e e e — - - -
R-C—O-CH ' o H .
I I I _CH,!
CH,-O-P—0—CH,-C— N=CH,!

e | CH,!

L H_____ !

dnudwwnhnhiunihu

Upwlp JG6 pwlwynigjwdp wnyw GU tnwpptp hyntujwéplubph
pehoutpnid, pwnwuprh wnnigywoéph pwnwnnhsutp Gu: dnudpwinp-
nhifunhlip J66 pwuwynipjwdp wnyw £ 4yh nGnunignid:

THhwwdhwhdnudwinhnhifunihp - Jwybpbuwht  wywnhy
wagbuwn E, npu hetgunid £ Jwytpunipwihtu (wpywénipniup® npw-
unyd pungpunnuntind pnpbpnid 2Uswnwlywl ninpubph UGpphu Jwy-
GnGulbph udpnudp: Yw pwgwywjnieintup Gphwu Unpwdéuh RnpL-
pnud hwuqbgunid E Uswnwlwl nhupptu hwdwhinnwup2h qun-
qugJwu:

p) dnudwinpnpybpwlnqwdhblbn: &nudwinpnpbpwlnwdhln
Pnudpwinpnuwppdh U Epwlnwdplff (HOCH,-CH»-"NH3) wswlugjw U
E: Snudwuwnhnhtpwunwdhup JG6é pwlwynipjudp wnyw E ninbnp
LhwhnuGpnLd:

i
CH,-O0—-C—R,
«Boo g
CHZ—O:—IT—O—CHZ—(F—NHZ'
o Ho__!
dnudpwnhnhitpwlunjwdhtu
q) Snupwinpniubnhliibn: Npwybtu wgnunw- H H
ng#r&ﬁigﬁ:z? Swnwjnd £ uGphu wdhlUw HO — C C NH,
dnudwuinhnhubpphuutpp Jwutwygnd Gu H COOH

Pnudwwnhnhitpwunwdhuutph upuptghl:
8



CHZ_O_C_R1
I -
R;-C—0-CH ' 0 H !
|
CH,—o:—||=—o— CH,-C— NH, !
|
O COOH |
dnudwinhnhutphu
n) dnupwwnpnyhlinghunniibn: “Ywudnid OH OH
U dnudwunhnwunnh woéwlgjuutGph pudppl, 2 3
npntd wgnunwjhu hhdph thnfuwptu wnyw £ 4Gg- HO1 H H4H
wétuwdUwihu ghythy uwhpwn® hunghwinip: L HO
dnupwinpnmhlingfinniibpp (wjunpGu nw-
pwéywsé GU punipjwlu JGe: Iwjnbwpbpjwéd Gu OH H

yGunwuhutph, pnyutph W Jhypnopqwuhgquutph JGe: Foswpwnuwl-
reh Yunnigwoéph W dnibyghwih Ywpgwynpdwl Ut Yuplnp ntip £
ywuwnwnpnwd  $nudpwinpnyphlinghuini-4,5-nhdnudpwinp, nnp hwdw-
wWwuwnwuppwlu hnpdnuutpny W EEYnnpuEpnY (npnUp fupwunwd Bu
dnudnhywqw C-h wywhynipniup) pwjpwiynid £ nhwghiglh-
gtpnih (WUQ) L phunghinniinphdnudwnh (hds): Wu Gpyne Jhwgnt-
rInLLUGpp gnpénud GU npwGu UGppeswhu Gpypnpnwihu Jhounpnubp
(JGuBugtn) L dJwulbwygnid wanwyh wanwuwuh hwnnpndwun:

i

CH,-O-C—R,
| | SIS R MCSE, SIS e
~C—O0-CH ! OH OH '
e g 2 3 '
CH,0-P—— O H '
o @B Wy :

H P-O

/ | H\l6_ "5/ 0-p
|
Lk : OH H .

dnudpwinpnhhunqhwnni-4,5-nhpnudpwn \ hd®
3

&) Lhgndnupwinpnpifumhlibbpn: Ywunpunp ntnp Gu Yuwuwnwnpnod
rwnwUurh yunnigywoéph W $niuyghwih ywpqwynpdwl JGe: Hpwlg
dhaghninghwywl ynugGunpwghwl wwwhnynd £ pwnwupeh Unp-
Jw| rwthwlgbhnipiniup® pupwubind Unipwihnfuwuwynip)niun:
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UnugtUnpwghwjh pwpépwgnudu wnwowgunud £ pwnwURW|NL6
(JGdppwunhwnhy) EpGYwN, ophuwly® obh enyuh wagnbgnipjwdp Yuw-
wnwnpynid £ Ephepnghinutph hGdnhg: Odh enyup wwpnluwynwd £
bnupnifyuqu Az npp EphppnghinUtph pwnwuph $nudpwininfiy-
funihtip JGnwonLd £ thgndnudwinpinfifunihiff

?

CH,-O-C —R,
T PR
HO—-CH ! 0 H [
| ! _CH,!
CH, 0'—P O—CH, C N\CHaI
) CH,!
L9 _______ no

Lhandnudpwwnmhnhpfunihl

dhghninghwywl Ynugtunpwghwiny thgndnudwinhnhifunih-
up 2wwn pGpdGunlGph winuntphy EEYWNP E, wjl Jwulwygnud E
punuwlph dnudpnihuypnlbph Unpuwgdwl  pliphwlwpguynpdwlp,
pwuh np hetgunud t  Ppnudmhwywquilibnh wlhnpynipintip L
pwpanwgound wpwlbuwghwqulbnh winpyniynilp: Iwjinuh £, np
Lthangnupwinpnpifunihlip qnLyngh wnlwniejwl nGwpenid upw-
unwd £ Gupwuwnwdnpuwihu qgtnéh Ynnuhg plunyplup ublynpbghwl:
Uninh - popslibiph  pwnulplbbpmd |hgndnudwinhnhifunihup  Ynu-
gGunnpwghwjh pwpapwgnidlu nunGygunid £ weppdngbl EHELuny:

2. Uphlugnihypnlbips Yuwaunid qlhgtphUuh thnpuwntU udpl-
agnghli uwhmnls E:

Udhuagn hwyhnutpp pwdwuynid GU*

w) uppligndpnupnhwyhnlbibbph (uphligndplyhllibyn),

B) athynudplignihupnlbiph (qihynihyhnlitn):

w) Uphugnpnupnihyhnlbin (uphligndhbypllibn): Udphlgndhb-
pulibpp hhnpnihghg wnwywunwd £ JGY dniGynt Gpywunndwuh ghw-
qbgwé wdhuwuwhpun udbhugnghl, UGy dnGynt, wgnwwjhu hhup
hunihl, dwpwwperJyh Juwgnpn b JGYy JdniGynt $nudbnpwywt prent:

13 5 4 3 2 1
CH,—(CH;);~ CH=CH~—CH- CH—CH,~ OH
|
uphligngh O NH:
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MMwlup Jwu YGunwlbwywlu b pniuwywl peheubph pwnwlenLU:
Ywlugny hwnwwbu hwpniun £ Lywpnwjihu hyntujwépn (UhGh-
Uwjhu pwnwup): Udpplbgnuhbihulin hwjinuwptpdwd GU Gphywd-
uGnnud, pwpnnd W wyj| hyncujwépubpnid:

ﬂbP\UUhq
ushLAN2PL ;
i N\ LY
OH P EJ_ o
L 4 1 e~ :
CH,-(CH,),;~ CH= CH—CH—(I:H—N —C- R,
?H? f wipupuppnL
¥nudnpuwljwb ppne ?
O=P-0~
i et taaty i
1O-CH,-CHy N(CHY,
\ fun hl y
hW
UdhLONUhGLRL

£) uhlynuphligmihwyhnlbnp (qihynipuspnlibp) (wjunptlu nw-
pwédwd LU UwpnwihUu hjneujwépubph  pehoubGpnid, dJwulw-

ynpwwbu ninGnnud: “Ypwlp yGunnpnuwgywéd U wywqudwnhly pw-
nwupltph wpwnwphlu Jwytptuhl: Qhynhwyhnutpp UEpYuwjwgywéd
GU GnUnL tudpGnnd® glpb&ppnghnlibn U quiligiinghnlibp:

1. 8GpLppnghnlbpp udhlignghlif, swpwwppdh, qujwlumnngh
wd gynetyngh dhwgnipjnLulGp Gu:

SbIrBRArN 9N} 6
5 4
CHE_ (CHZJIZ_ CH == CH— CH_ (I:H - CHE_ 0

I

OH NH
I

Gwpupuppmiikp C=0 H
|
(op. gbpbppnimppm) R l OH H :
quiuljinng

8tnLppnghnh wpniuwynipinlupn &6 F pwnwlplbnnd, ninbnh
uwhwnwly nepnid, nninbn wéhuwenpwwnwihu pwnwnphgutpp Jpwn-
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unid GU pgowjht dwytplnyeh wotuwentnh puh Ute: S&p&pnngpnf
pwnwnpniejwl Jbe dinunn dswpwwpeentlGpp wwnpniuwynwd Gu 24

woéhuwéhu:

UdhugndhGihup htwnn JdbGywntn gbpGppnghnp bwl JhGihunip-
whn ' UhGhuwjhu pwnwUph pwnwnphs: Swunmwwnydwd £, np dwp-
wwprentutph Gpiwp wéhuwgnwduwihu 2npwutnh dhgle hhnpndnp
thnpuwqgnbgnipjwlu nwdGpp JG6 ntp GU Ywuwpnud pwnwleh
wjniunipjwlt wwwhnydwl JGe: 8&n&pnnghns Gwpuwwerywhu
wadp thnpuynud t olunngblbiqgh pupwgpnid: UWhhwu ninbnnid
gGpwyponnud GU  wuydhinplwppencl, unbGwphliwppent b ojGhlw-
pentl: Qwnpgwgdwup gnigpupwg UGéwunwd £ ghglungbphliwpeyh,
Lepynliwppdh U nnwlug hhnpopupippentlbnh pwlwp:

2. Qulgipngpnlbpp pwgqUwpwnwnnhg hwdwywnpgbp G,
npnup wwpniuwynid U UGnwpnhy wnnudny hubpun gGpwdhnwjhu
dwu, npp uGpwnnud £ udphugnghl uwyhpwn, dSwpwwppeernt L wpwag
thnfuwpyynn hhnpndhy olhgnuwhiwphnwihlu dwu® Yugquywsd gpynt-
Unghg, quwiwywnnghg, N-wgbwhp-quiwynnqwuhuhg, N-wgbwnhi-
utjpwuhtwpreyhg (uhwiwerYhg):

Olhgnuwhuwphnwjhu dwup thnthnpuwywl E Upwunwd Gnwé
pwnwnphsubph pwuwyny. wnwdbiwaniu rhdp 9-U £, huy udwquw-
gniup’ 2-p: Un pwnwnphsubph mwppGpwynidubpp untnénid Bu
qwuglhnghnh mwppGp dniGynwihu dutp: LEpYw)NLdu hwjnuh Gu
dnnn 12-p: Mwjydwlwynpywéd quwlghnghnh Jwquh Jby dwnlunn
uhwiwpepryh untyniiubph Jduwgnpnutph pwbwyny (1-5)° npwup
pwdawuynd GU dnlin-, ph-, wnpph-, nbinpw- b wEhnwupuwwquwliq-
thngfinlbph:

Quwuglhnghnutpp Ywuwwnpnwd Gu Jh 2wpp Jwplnp $nLuy-
ghwubp.

e NLLwYy EU wnwywgubint JhgGutp, npnup UGpwnnud GU
Jhusl 400 Unundtp:

e wug gtpwdhnwiht Jdwup Jupddwé b pwnwlureh huwnb-
gnpw| gnunnt uyhwnwynigutph Jdtg, npnug htwn wju wnwowgunid E
hhnpndnp uwwbp: Ypw ywwndwnny wdnip wdpwgywéd £ punwu-
rrh wjn dwuhu:

e {ninwynpywé  hhnpndhy  olhgnuwhuwphnwiht - dwup
ynnuunpnqwé £ nGwyh dheopeeswihu tnwpwénipintlu Ywd uhbwwunhy
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dtnp, npintnhg wju 2npwhniywéle dgynid £ nbwyh hwplwl pw-
nwupp:

o dhghninghwlwlu wywnnhyniejwlt hwdwp wnwehUu hbprehu
Wwuwnwuppwlbwwnnt U uhwwrrYh wuhnuwjhu fudptpp, npnup PW-
nwuprh JwytptuhU untnénwd GU pwgwuwywl |hgp:

e NLLWY GU thnpuwqgnbint yhpnwuutph hGwn, pwywnbphwih
innpupbutph, uwmphppupuh, Yncpwptuph wju pwlwyh hGwn, npp
hwJUtdwwnwywu E olhghuwpuwnphnwihtu dwuh Ywppopuhy hudpbph
pwlwypu:

e NGgGwuwnnputp GU W Ywpnn GU gnpdb| wuwnhgGulbph Udwu:

e Ywpdbh YGpwyny Ywuwnid Gu Ca2+-h hnulutpp, npp wplnp
ntp £ ywunwpnud pwnwurltph pwhwugtihniejwl Juwpgwynpdwl
U npwug ywnnigwédph Ywjntbwgdwl UbGy:

e NUwy EU thnpubint Na® b K* hnuubph JGpwpwobuncdp
nuntnwjhu hyntujwépnid:

e Uwpnnt wnhputph Ewhptintd punGpwjh wnnpuhuh nbgbw-
tnnpubp Gu:

e Nntnh qnp2 Unienid GU W YEUnpNUwgywé BU Ljwpnwjhu
nL glhw| pehoUtnph wwqUwnhy pwnwuputpnLU:

)ntujwépnid hwunhwnn wywnpquwanyu qwughnghnutphg UGyp
Gwms-U E. wju wwpnibwynud £ gEpwdhn, JGy dniGyncy qpyniyng, by
dniGynt quiwywnng W JGy UniGynt uhwiwppeent (LY. 1.2):

Qupulpnng  qyuiing

il CH,_ OH CH,0H
uphligngh
CH,OH = CHy=CH-CH=CHECH=(CH,)1,~CH3
HCOH uH OH
HCOH ,
hhl‘iummqlul (qulq pnqhn)

HyCmC=
5 H

N- wgtnpy Gt pudhiuppnt

Ul. 1.2. GM5-quiligihngfinh Quwenigdwépp:
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3. Uwnbnpplulipp  ghlynwyElinwbwybnhhnpnd&liwlnnp&up
woéwugjwiubn GU:  Uwmbpplulbphg GU  funiGunbpplp, dwlbpp-
quwdlbnh Y&nuuyhli Wyniph hnpdnblbbpp, vGnwlwl hnpdnbiliGpp,
LGnwppnilbpp, Jhnwdhl Ds-p, upinwipl gipynghnp: Uinbphuutph
gLhuwynnp ubpywywgnighsp fumGuinbpplils F(junGuintpny):

% hunGuntpnip wwaquwuwnhy
pwnwuph glluwynp  pwnuw-
nnhsunhg Utyu E, Ewywl nbn
E Ywwnwpnud |hwhnwiht $wgh
Epuotpinh  dLwynpdwlu  Uby:
LUGLUuwpwnwUurh Ywnnigwd-

Junybunbipng pn W dniuyghwl wwjdwliw-
dnpdwé £ huniGunntGphu-uwh-

nwyntg W puniGuintGphu-$nudbnhyhn hwpwptpnipjwdp: lunGunt-
nniu wagnnud £ [hyhnwiht Gpy2tpnh Jwénighynipjwl Jpw, npw
wwnnibwynipjwl pwpbépwgnidp hwlugbgunud £ dwénighyniejwl
dGéwgdwup: lunGuntGpnih thnfuwnpnudp hpwlwluwgynid £ wpjwl

LhwnwpnwuntBhuutph Jheongny: Grt 3-pnn wéhuwduh hhnpopuh| funwd-

pp Eupbpwgywd £ pwpbpwywpg swpwweryny, wwyw wnwowuntd

E fun Guintphn’ funiGuntphuh pwpn Grebn (Euptn):

Fwngbn « LhMh2RLEH 2UUUGUrNIUDY p&Uunh
YEnwpebnwy

1. hUs hwgbgwéd W shwabgwéd dwpwwppepenlUtGp Ywu sGgnp dwp-
wenh Yunrnigwoépntd:

2. N°n dwpwwpepentutpu Gu wybh 2wn wwpnibwyynd dwpnnt
dwnpwnid:

3. N°n dwpwwppentutpu Gu tubughw| W h°Us pwlwynipjwdp E
wUuhpwdt wn npwlp punniub] uuunh hGwn:

4. Ywnnigywdpwjhu h°Us nwppbpnienLtulbn nlubu gEpGppnghnp W
qwugLhnghnp:

5. N°n |hyhnubph Ywnnigywéph Jte £ Jnunwd gGpwdhnn:
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1.2. sULNGrb LELDODONIUL G4 UUrUNtUL:
dUrMGrh NEUBLAEEGIL UNhLLEG P LAMRUMRUNULIMP
PRPIALEGLNIU: PLAUPYLNALULEG :
ursauv Lhnnmnrnschuuer

Unpdw| uudGint nGwypnd 70 yg pwyny dwnnp JdGYy opnud
wbGwp £ ulunh htwn ogunwagnpéh 80-100g dwpw, nphg 20-25 gpwdp’
pnLuwyuw:

LhyhnuGph hhduwywUu dwpunnniejniup jwwnwpynd £ pw-
pwy wnhputpnud, uwlwju dwpwbtph Jwpunnnieintup wpnn E
uyuytl unwdnpunwd |Ggyph hGwnhu Jwuh qbnétph Ynnuhg wnp-
nwnpynn hugquy (hwquyh dwubwlhgnipywdp (lingual lipase):
dEpdGunnp hhduwywunwd wagnnud £ upd W JdhohU swthh 2npwiny
dwnwuwperenLutn ywpnibwynn (Uhugl 12C) tniphglhgbphnutph ypw,
npnug ypw wagnnd £ bwl unwdnpuh [(npbdwjhu pgheoutph Ynnuhg
wpunwnpynn  unwdnpuwghl (hwwquwl: Spyne  LEpdEunutph
hwdwn £ oywnhdw| pH-p lmwwnwuynwd £ 4-hg 6-h uwhdwuubnnid:
Un «pprwiht [hywqwutpp» Jwplunp ntp nluGU Unpwéhulubph
hwdwnp, npnug Jpw(y ulbnwwGuwyp Ywrl E: Wu ptpdEunutpp
Ywplnpynid GU bwl Gupwuwnwdnpuwjhu gbndh wwpennghwubnh
nGwpntd® thnfuhwwnnigtiny ywuynptwunhy |hywquwih wupwywnw-
pnLpjnLup:

dwnwbtph Jwpunudp uwwnwpyned £ hpduwywunud Eupwunw-
Unpuwyjhl qbnéh |hywquih (Wwbypbwwhly jhywqu) wagnbgnt-
pjwdp, npu wpunwquwwuynd £ 12-dwnlyw wnppntd ng wlhwnhy
yhdwlyncd qunuynn wypnynipywqu uwyhwnwlynigh h&w: Unhputph
(ntuwlgpnid wypnynhwywquwu inphwuhuh wgnbgniejwdp dwuliwyh
wynpnntnhgnd dJGpwédnd E  Ynhwwquwih, L wnwewlund E
lhywqu:Yynihywqu YnduyGeup:

Lhyhnwjphlu utunh Jdwpunnnipjwl Jwpwnp wwjdwup Edncp-
quwghwjh wpngtul E, nph 2unphhy JGéwUunwd E unLpuinpwwnh
Jwytpbup Jwpunnwywtu dLGpdGUnbGph  wagnbgnipjwl  hwdwn:
Edniigwghwjh wypngtGuhu npwbtu nbnbpgbtUnutp Jwultwygnid Gu
[GnwrrenLuG:
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MwuypGwwnhy |phywqwu hwenpnwpwn hhnpnhgnud  E
awpybph pwpn Gpbpuyhll quwbpp 1(a) L 3(ynnhppbpnid  2(B)-
unbnwghiqihgbpmh b wquiin dwnwuwppeyh wrwewgdwdp (LY.2.3):

2-Unbinwghigihgbpnip  Ywppopuptuptpwqwih  ogqunipjwUp
Ywpnn £ Jwubwyh hhnpnihquby gthgbpnih b dwpwweeyh:

uuunny punntuwé punGuintpnih Jh dwup Euptphdbhyugywod
Jdpéwynwd E: hunGuntpnh Grbpubpp édGnpdwup Jwulwygnid E
Gupwuwmwunpuwiht gtndh funGuntpn| Euptpwqw $EpdGEUWNP, Nph
wqnbgnipjwdp wnwewuntd Ewqwun punGunbpng L SwpwweenL:

Mwuyptwwnhy hyntep ywpniuwynd £ bwle $nudpnhywqu
Ao, npp, huswyGu wpnynihwywquwu, wynmhdwund E nphwuphund:
dnudbnhywquw Az-p 6Gnpnud £ $nudnihwyhnh  2-pn nhpph
dwpwwpeenLl” wnwewgltiny thgndnudnipuypp, nph Upw wanned £
thanpnudmhywqu $bpdtlnp:

WUnhputpnid pH-h wuhwnpdG)wn wnpdtpp (~7,8-8) untnéynid E
phywuppntiuinny  (wminwnpynid F Eupwuwnwidnpuuwpli  gbndned),
npp sGgnpwgunid £ unnwdnpuhg GYnn EereNL Wwpntbwyneejniup:

H* + HCO; — H,CO; - H,0 + CO,T

Wjuwhuny, punniujwé dwpwyh npn2 dJdwup uGpééynwd E
glhgbpniph, dnin 3-10%-p  wippwghiqihgbphnlbbpp, huy hhyuwywu
dwup® 2-dnbnwghiqgihgbpmp U swpwwppeniubph duny: Unhusl Cqo
wqwuw  dwpwwpernlutpp utpééynid Gu v.porta-h dhengny L
hwuunwd ywpn: Crp- hg pwnpdn dwpwuwpepnilbpp, huswytu Lwl
Unbnwghiqihgbnmiibpp U (Gnwyppnibbpll wnwowgunwd GU Guwphy-
vhgbiutn, npnup ubné6ynid GU wnhph [Npédwprwnwupnid: Wn Jh-
gGluph  Ywnnigywépnid hhnpndnp  dhentyp (Gwpwwperenlubp,
Ununwghiglhgtipniutn) wpwnwehthg 2pgwwwndwséd b |Gnwpeent-
utphg W $nudnihwyhnutbiphg Ywaqujwéd hhnpndh| pwnwueny: Uh-
gbluGnp pwpwy wnhputiph pwyhyutnh twhetih pghoubpnid (Eunt-
nnghnutGpnud)  pwjpwjynd  GU, huly |Gnwpepnubpp v.porta-ny
wugunwd GU pwnn: ElunEpnghunlbbpnid Yywunwnpdnud £ dwpwyh
rGuplyplq, nph 2unphhy uhUptqwé Gwpwbtpp Ywnnigywdépny
nwnppbpdnud GU  vliinugphll swnpwbphg U hwannely EU EUnwlne
wnyjwy wnbuwlpl: Y"w ywjpdwuwynpywdé £ Upwund, np wnhph
wwwnnwd wippaghgbphnlubnh nEuplpbghly Jwuuuwygnid Gu hugwbu
Fygnq&l, wiuwbtu £y Funngbl swpnwwyppnilbnn (nG'u UY.1.3):
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P dwnpybtGph Jupund i -

w l,—-— wntn o

n (Edniqugnid, hhnpnihq) pH 78 lhnmppnlu?;go

w Euniqugywu s Gupu

u Gupwumnwunpuw)hu
- Lthywquw, Ynihywuqu

T oy (e b g ot (1 pli

n

h _{— 7 l m\ o

p nhwghiqihgtipny Gupupuppo ikp
u ﬁ-dnlmlughltuhglinnl

G JUhgbjutph wrwswgnudp (80%)

n L Ukpssnidp wnhputph 1

h |npéwpwnuupmny

fu :&%{M’&H«— < COoo"

n 9 OR

n

. £%

§ wnp ldhgl'-lllhn

Guguytph shupiipha ¥

Pu- -OH 2wghy- H,C-0-CO-R,

puy HG-0-CO- He

Giph H 2 HSCoA Hzé-O-OO- Ry
1an- dwpybph
dm- utpwrenudp
pu- | Mhindhypnuutph wuyn-B43
nuGp Yuqumu juhpnUhypnulutn

{(ng hwuntlu) -
hwwnnLy 1

NhinJhypnuutph
adGLwynpnudp oy} WUR-C Il mum-C-1l'gyq juun-B43
WUYN-E  ——eh yyyyn-E

J$nudni hy hnutip

UY. 1.3. Dwnwbnh dwupudwl b UEpdédwl thnybpp:

dwpwbph nGuhuptgp ywwnwpynwd £ hGinlyw] JGhuwuhgund.

uygpnd dwpwwereniubnhg wnwewunid U npwug wywnhy dutbpp

\

wgh-CoA (R-CO~SCoA), nphg hGunn Jwuwuwpynd E Jdnunwgh-
gLhgbphnutph hwenpnwywl wghiwgnid np-, wjunthGwnl tinphwghl-
gLhgbphnutph wnwpwguwUp:
2-Ununwgpygihgbinn; + R-CO~SCoA — nhwghiqihgbnn; + HSCoA
nfhwghigihgbnn; + R-CO~SCoA — uinhuwghiqihglpn; + HSCoA
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Euntpnghunutpnid Ywwnwpynwd E Uwl pjunGuintphuhg W dwp-
wwprernLutphg funiGunbphuph Euptputph uhuprtq® wghfunGuntpn|-
wghiinpwuudbpwquw (UuUS) dbpdGunnd:

Mwuyptwwnhy [hywqwih wpnwqwundwu ppwugwpnidp Yud
wywnhynipjwlu Ujwagnudp, npp Uywwnynd £ Gupwunwdnpuwihlu
gbnéh pnppnpdwl nbwpnud (WwuypGwuwnhw), huswbu bwl dwnp-
wbGph Ednigugdwl huwhunnudutpp’ wwjdwuwydnpwéd wnhplub-
pnid |Gnnt wupwydwpwp uGpdnusdwdp (ophuwly® (GnwpwpwihU hh-
Jwunnrpjwl nGwpnid), hwugbgunwd GU dwpwbtph Jwpunnnipjwu W
uGpéédwl  wpwagnipjwlt Udwqgdwup, W Yynwupnd sdwpudwod
dwpwbph h hwjn quintt (unGwwnnpbw): dwpwbph Jwpunnniejwu
L uGpéédwlu Gpywpwwnlb puwpundwl nGwpnwd UJwagnid £ Lwl
dwpwuwnyé yhnmwdhuutph b wyn hGUuwjhu dwpwwpeenLutph (Yhu.
F) uGpé6nudp, npnup ubnigdwl wUthnpuwphutih gnpénuutphg Gu:
Upnjnitupnud qupgwuntd GU hhynyhwnwdhungutp® hwdwwwwnwu-
huwUu Yy huhywlywu whunnwupputpny, ophtwy’ yhinwdhu K-h wupw-
Jwpwnpniejntup hwuqgbgunid £ wpjwl dwlwpndwlu wpwagnipjwl
UjwaqUuwl® wpntuwhnunipjwl, yhinwdhu A-h wlupwydwpwnnp)jnt-
up’ inbunnniejwU ywwnwgdwup, hwnjwwbu Jplwwnhu (hwyynt-
nniinLl):

LhwyhnutGpp, dwubwydnpwwbu dwpwbpp s6U |nLéynid onpgqu-
Uhquh gpwjpb dwqbpnid, wjn wwuwmdwnny upwlg thnfuwnpnudp
hpwlwlwUunwd E |hynwpninGhuubph yndwGpuubph (hwdwihputnph)
duny, nnpnup uwagdywé GU uyhwnwynigubnhg W (hwyhnutphg:

Pninp  LhynwpnuntGhulbpu (LM) nlEU UdwU Ywnnigywodp.
dhontyp Ywaqudwd tE hhnpndnp dniGynubphg’ SUAQ-hg, hunitu-
intpnih tupbputbphg, huy dwytbptuhu $nudnihwyhnutbpp dnuntpwnlu
E, npnug pUGnwjht fudptpp ninnywé BU nGwh gnwiht dhgwyuwin,
huy hhnpndnp  fudpGpp  unpwuniqué GU - [hwnwpninkhultnh
hhnpndnp dhgniynid (LY. 1.4):
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LEhmNNMPrPNSh1L
uliphPpiphy wopuypumiynig (op.” ump C)

~ nudnihupntp
wquan s ivi =

]
hambwnbpal o I_‘{ﬂii W7z
\‘:\ ﬂf Y, __hmjlivinkipnih
-:-~ (LA Eplip
4/ [(| wnppwghy-
qlhgtipn)
Z o
- = /" \{thgnty, npp hpi-
hwnbgpuy unpn- 7 - GulgwiGinug Juqd
H“-lliilll-l mg -..\\“M Yt L n) wnjjup
(op." WmpB) thwhyGliphg

uni phunyunnply |huhnbt-
Rhg wouswgud 2tipun

UY. 1.4. Umywl wyywqduyh hynwynpminEhlbpnh ufubbduninhly
Ywnrnigywopp:

Uwnuwyhwnwynigubpp, wwjdwuwynpywsd Ywnnigwdpwjhu
wnwudUwhwuwnynientuubnny, (hunwd U wepppbphly b hiinkgnuwy:
NEphdEphly wuynuwyhunwynigutpp, ophuwy’ wwn-A-1, wwn-C-lI,
wwn-E, ywpnn U imGnwihntuytG) UGy LN-hg Ujnwupl, huy plunbgnuwy
wuwnuwyunwlnigbpp, onpuwly’ wwn-B-100, wwn-48, uphuptqyntd
EU [hynwpnunthuh dLwynpdwl pupwgpnLy:

Uwnuwyhwnwynigubpp Ywpnn GU*

e Swnuwjb| Ihgwunutp pghgutiph ntgGujwnnputiphu,

e wywmhdwgut] wju ptpdGunnutpp, npnup Jwulwygnd Gu
Lhwhnutph thnpuwlwyntejwun:

Oppuwy® wwn-C-llI-p LMN- hwyywqwjh wynhywwnnp E: Wn wwn-
uwhwnwynigu ncup jnepwhwunney lnGnwdwu, npnd yuwwynwd £ LMN-
Lhywquwjhu: LN-h W $EpdEUnnh 2thdwlu (YUnUnnwywnh) pupwgpnid
wwwnpynwd £ SUQ-h hhnpnihg lwU-h W G8LM-h uwquntu:

Nnnnp wwynihynwynpninEhblbpnh $nililighwlbpp.
e Uwn B-48-p uU-h hhduwywUu uyhwmwynigu E:
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e Uwn B-100-p C8huL-h L SkulL-h hhduwlywlu uwyhwnwynigl E,
thnpuwqnntd £ S8luL-h nGgGwuinnpubph hGun:

e Uwn C-ll-p |hynwpnnGhulhwywquwih wynhyjwwnnpu k£, thn-
fuwnnpynud £ PluL-hg vU-p L CShul-h Yuaquh Uby:

e Uwn E-U thnpuwagnnud E ywpnh nGgGuywnnputph hGwn:

LN-p nwuwywnpgynd GU punn hptug punnipjwl, npp pwgw-
hwjinynid £ niypinpwgbunphdniqugdwu ywd EGYnpndnptgh dw-
dwlwly: Ypwlp uGpywjwgywéd Gu
uy. 1.5-nud:

T ¢
C3Mul.
UL §
Blul §

Lhunupn-
nbthGGEph

{!"u':l; ;i;'n“;[i Ul. 1.5. Uwpnnt wmwl phéniyh
dwl npnm-  Jfryngnuwdwl, npp uinwgyby £
pymiip nunkinig 2 dwid hbun

nyyinpugblunphdniquwli UGpnnny:

PRuL§

Cuwn puinnipjwl’ nwuwywpgynid U § wmnpwp [hynwypninbhu-
uGp.

1. dpyndhynnblibn (U), npnlp wrwewlmd EU wnhpnid
LhwyhnutGph UGpéddwl dwdwuwy:

2. Cunn gwén fuwnnipywdp (hynypninbhlulbn (CSL Luwd
wynG-p-thynynninEhliibn), npnup  wnwwluntd GU pgwpnnud L
oglwagnnd-ynid yuwnpnhg nGwh hjntujwédplbn tinphwghiathgbnnih
thnpuwnpdwUu hwdwn:

3. Uhswllywy fminnypywli thynwypninEphibn (URL):

4. Swoén fuwnnipywdp (hynypninEhllibp (Sl Ywd B-1huyn-
wynninkplulibn), nnnup CShul-h Juwwmwpnihqguh wpgwuhpubp Gu:

5. Pwpnpdn fuinnuyywdpe |hynypninGhllbn (Pl qwd a-jhuyn-
wynpninb&hlblibp), npnup uhuptqynud Gu pgwpnnd W Jwulbwygnid
C8hlL-h W uU-h, huswbu bwl funGuintpnih UGunnwpnhquhu:

Upjwl wywaguwjh hhduwywu |hynwypnnthuubpu Gu ~ulL-U L
ShuL-U: Ulwgwdéd [hynwpnunBhuubpp uuntunu punniuGinig 10-12
dwd htunn Unpdwjnud wiwqdwnid §6U hwjinuwpbpyned:
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Unyntuwly 1.

Lhwnwpnin&pUlbnp '’ npwbu dwpnne opqulihqunid
[hyhnlbnh shnfuwnpdwl dubp

U C8hL, UL Sl Phul
ffndply - (ypk-p- B-1hun- a-{friynujnn-
nnlltn | jhynupn- upnink- wnEpLLEN

wnEhllibn) hlulbn
Ywaqup, %
uufunw- 2 10 1 22 50
Yniglibn
dL 8 18 23 21 27
U 2 7 8 8 4
UEp 3 10 30 42 16
suq 85 55 26 7 3
$nelly- |Eunbpn-|gwpnhg | G8kuL-h |funiGuwnt- |lunGuintGphuh
ghwlbpp | ghnut- |Eunnqtu SkuL-h |phUuh thn- |[thnpuwnpniup
nhg E4- | thwhnUG- | thn-  ffuwnpnidpl hjntuwdput-
qngtl (ph thnfuw-| fuwny- | nEwh nhg ywpn b
Lhwyhn- |npnud Jwu hjnLu- wybkrgnLyh
utnh dhowl- | Jwéplubp | hGnwgnwd
thnfuw- Ljwy dup pehoUtinhg:
nnncd Uwnhwnwpn-
inthuh nnunp E:
gmjwg- | pwpwy | (wnpnh wpjnLl | wpjwu Lwnnh
dwl wnhp- | pghglbin wlwgquw | pgholtn
wnknp utiph (G8luL-hg)
Ewheb)
hhdiwlwl, B-48 B-100 B-100 B-100 A
wunipyn-|  C-ll C-ll E C-li
wynpninbkhl- E E E
ubn

ouLnNeNR3INfL. dL-gnudpnihyhnlbn, bU-funjGumnbnng,
WUEGp-funjbunbpnih Epbplbn, SUQ-inphwghiqhgbnhn:

hUuswbGu Lywpwanpytbg yepwnid, wnhputpnud dLwynpywé Uh-
gblh uGpéonudhg hGwnin wnhpubph [npdwpwnwUprh peheutpnid
(EunBpnghwnubnnud) hwywmudnud GU fumbuinbpmh Eupbplubn, wquin
funjbuinbpny, nEuplipbqywo SUQ, hqndnupnihwyhnlibp, qhgbpny,
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dwnwuwynyé Yhunwdhlblbbn, nnnug® wnhputphg nGwh wpyntu nGnw-
thnpudGnt hwdwp EuinGpnghnuGpnid ywwnwnpdnud £ waynihwynwnn-
wnmEpLlbph' B-48-h, A-I-h U A-ll-h uplpbq U UEpppnd dhgbih
qwagdmd: Quwdnpdnud GU ng hwuntly fupyndhlypnliibpn, npnup bwfu®
dinunitd GU wypwihu hwugntg, wjunthGnl’ wpyncu: Upjwu hnupnud
ng hwumli fupyndhypnblibpp 2thymd &l PhvL-h h&wnn L npwughg
unwund  wvwpunwlnglbn® wwyn-C-ll-p° jhynypninbhlypywquiyh
(LML) wlympduinnpp & wyn-E£-U, npp |jwnnh pgheutiph pwnwlfe-
ubpph dpw tpynwypninEpliibnh nEgbwunnnlibnh hqwln £: Iwywnwy
ninnnipjwdp  fuyndplypnbiibphg n&wh PL Gl nbnuwhnpuynid
wuyn-A-I-p b wwyn-A-ll-p: Un thnpuwlbwynipjwl wprynitupnid g
hwuntli fupyndhypnbiipp \hnpuwnydnd GU hwuntll dwulihylbnh,
npnup ntbwy GU Ywwdbine pynypninEplypywquyp hbwn: kvfyn-
uvhypnblbph Ywaqunud Gnwoé SUQ-p dbnpynid F jhynwypninkhl-
hywquyh wqnbgniypywdpe, nnp ywwoé £ JwqwuunelUtph ywwnbnphu.
npw hGinbwupny mayndpynnbiibnhg qnywunwd GU  dbwgnpnuyhl
fupndpypnulibn (Udliwg.):

Ulwgnpnuyhli  fupyndpypnlbibbpli tunnghinngh JtGhuwuhquny
wpjwl hnuphg wugunwd GU ywnn wwn-E-p rEgbwwnnplubph oqunt-
rjwdp, wjunthbnlW ywpnnud dsGnpdnwd gagnunduy $EpdEULnlibnny:
Mw hGnlbwlpny wnwewunwd GU fumbEuinbphl, dwpwwppenitlbp,
wihlwyppnilbn:

Ujuwhund, fupndhlpnblbibpph dniblghwl Lhqnqbl  (ulilinf)
dwpwbph (hnhuwnpnudu £ wnhputphg nGwh hjntujwédputbn (nG'u
Uuy.1.6):

tvnjGuinbnpmh b npw Gp&GpluEnh hnpuwnpdwll nL pun on-
qgwulutph pw2pudwlp Jwulbwygnid GU pagnp thynwypninGhllGpp:

C8IL-Ubtpp gqywlnid EU ywpnpmd wwyn-B-100-h Jwuluwygnt-
rjwdp W gwpnnud uhuptqwé tunngblu |hwhnutpp, hwwnywwbu
dwpwbpp nGnwthnpunwd yjwnpnhg hyjntujwépubn: Upjwl JGe wpunw-
quuynwd GU ng hwunmi E8uL-UEp, npnup, RluL-hg ulnwuwny wun-
C-ll-p U wwyn-E-U, nwununwd GU hwuntu W nLtuwy thnpuwgnbint |hwyn-
wnpninGhuhywquwih hGwn: YGpghuu hhnpnihgnud £ tnphwghiglhgt-
nnip C8kuL-h Ywaunwd: YYw hGunbwupny E8NL-U JGnwdynd E
dhght fuinnypywde (huynypninkhlft (UL):
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UY. 1.6. Elygnabl swpnwbph U fufyndhlypnbiibnh
thnfuwnndwl ninpl:

LhwnwpninGhU [hywquwjh qGUGnhy nEdGHnH nbwpnid pwn-
gwd dwnnnit wpjwu JGe fupyndhypnulibnh b CSL-h wwpniliwlnt-
pyncup pwndn F: Uwunp wwjdwuutGpnud winwhuh 2héntyp Jwybnt-
uhu (nnnwd GU vwhunwly swpwuyhli thwphibn, nnnup hhuuwyw-
unwd fupyndphypnbiibn Eu: Uynwyhuh JhdwyuGphu punpn) £t Apybn-
unphgihgbppnbdpwl W hwdwwywinwuppwUwpwn® ApwbEpfupyndhlynn-
u&dpwl:

UlL-Ubpp ywudnud GU  ywpnmd rEgEwunnp-dhgunpnywd
tunnghuningh dwlhwwwnphny, huly hhduwywu Jwup yGpwoéynd E
ShulL-p:

UpjwU hnupntd G8kuL-h thnpuwpynidp Ywpbh £ uGpyujwgul]
wjuwytbu® CSL » UL » ShiL:

StuL-I/ SluL-ntgbwywnnputph oqunipjwdp’ r&Eglwwnnp-Gwhyuwy
Funngpunngny \hnpuwnnnud £t fumGuinbpnih  GpGpubpp nEwyh
wEphdbphly hyntudwéplibp: SkulL-ntgbwyuinpubpp «dwlwgnd Gu»
LhwynwpnunBhuubGpu wwn-B-100 uwyhwnwynigutph dhengny: Feonid
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hwjnujwé SklL-h uyhwnwynigutpp, SUQ-p, $nudnhyhnutpp L
hunGuintpnh GrbGputpp dGnpynd GU |hgnunduGpnd W wupwnnwd
fun|GuntGphUl nL Jjnwu pwnwnpwdwubpp ogunwgnpéynid peoh Yw-
nhputnph hwdwn:

StuL-h Jh dwup wpnn £ dLwihnpudb] wpjwl hnupnid uwd
opuhnwlw|: Wnwhuh thnthnpujwé SkuL-p pnuynid GU «ulywytuetp»
nGgbwywnnputpny, npnup odnywé GU (wjbu uwyGghdhynLejwdp:

Ljiwpnnud upuptqynwd t fumbuinbpmp gwén wwpniliwlnt-
pywdp PhLl-h $nwlghwli: Unjwu hnupnd wjn dwulhyubpp yGpw-
pw2puntd GU wwynihwynwypnin&hliipp U funjGuinGpphlll wpywl (huyn-
wnninGhulbph dhol, huswbu bwl hynynninEhllibnh U onquilihq-
uh hyntudwéplibnh dpgl: fonGunbphup yGpwpwdwudwlu wpngtb-
untd Ewywl nGpp wwmwpnud £ Rlul-h dGpdGunp® j&ghunplfunt-
unbpmywghyinpwbudpbnuqul (LUS-p), npp ywunwihgnud £ funi G-
uintpnih thnpuwpynudp puniGunbpnih Gebtpubph: Uwn-A-I-p, npp
PhlL-phhduwywl uyhwnwynigu &, uyn $bpdGlnnh wlmhywinnpl E:
RhuL-uGpp LUUS-h oqUnipjwdp wqwuwnid GU wnnwppbp |hwnwpn-
wnGhuluGphu W wGph$dtphy hyntujwépubphu wgqww punGuintphuh
wytgntyhg, npp, thnpuwpyytiny funiGuinbphlh GetpUtnh, YnLinwy-
Jnud £ RluL-h JhonLynid:

PlL-Ubpp, hyncudwoplbpp U wmyntip wqunGind funjbunk-
nmh wybignilyhg, onquuhquh ypw gnigwpbpnud GU hwlwwpbnn-
gl wanbgnypyntli (nG'u UY.1.7): Sil-U U PNL-U Eplhupwlywg
hynwynpninGhllibn GU, nnnlig ywlph Ghuwwwnppbpnyeyniip dnin 2,5
on E:
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hnjbumbphGh
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UY. 1.7. Pl-h Upwliwwlnigynilip ihynwypninEhulibnh dpsl
JunjGuinbpmh pwpfudwl plpwgpnid wEphdbnhly hyntudwoplibnh b
yuwnnh dhole «funmjGuinbpmh hGnwnwnd inpwbuwynmnp
hyntudwoplibnphg yunpny:

Jwngbn «dUrNErh LELOONIUL 64 UUNrUNIUL: dUrNErh
neUbhLRE2L UNLLLErh LNNr2URUAULRH L2HR2ULENNIU:
~hLNUPYrNLLE: Ur3UL LAMNNrNSELLLE
ptUwh JEpwpbnwy

1. OpwywUu nppwl dwpw E wuhpwdb)n wnnny dwpnnt Unpdwy
ubunwywnpgh hwdwnp:
2. hugn°y £ pwgwuwnpynid wjl, np nGuhupbqwé dwnpwnd dwpww-
rrnLUGph Ywagdp Ywpnn £ fwwbu wmwppbpdt uuunnd opqwuhqu
uGpdniéwé dwnpwwperenlltnh Yuquhg:
3. PUy pwluwynipjwdp hunGuntphu Gu wwpniuwynd SUQ-p,
G3lLMN-U, SkulL-U, RhuL-U:
4. buswhuh® wwnwpnunbhuutp ywu hwuntu vU-UGph Yuaguned:
5. Uuntunp Jwpuytbint pupwgpnid W pwngwé yhtwynwd wpjwl 2h-
ontynud [hynwpnunbhuutGph wqdp wwpptp £ bUugn®y £ nw pwgw-
inppyned:
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1.3. BULMG L MUIGUSUMN/NIUL,
INCUNLUL yurqudnrniu

EuGpgGunhy Unieh ywwhGunmwynpdwlu wnwybp fuhn Ul E,
wjn wwwdwnny gyntyngh dh dwup (30%), nnp unwgyned £ uulunh
Jdhongny, yGpwdpwyynid £ dwpwh: Bninp untpunpwwnubpp, npnup
wUuhpwdbywn GU dwpwbph uhupetgh hwdwn, gnjuunwd Gu gnLyngh
unpnhdwl pupwgpntdy:

dwpwbph uphuptgp wunwnpynd E wpunppnnhy (UGp&&JWL)
2nswuncd W fupwlynid huuncpuny, wjl wnwyt] wynhy pupwuncd
E ywpnnod W swpwuwyhlu hyncujwépencd:

dwpwbph uhuptqp W ywpnnud, W dwpwwjhu hjncujwépnud
ywuwnwnpynd £ $nudpwwmhnwprpyh gnugdwl dhgngny, npp upu-
rtqynd £ glhgbpndnudwinh Grbtpwgdwdp Gpynt wynpy dwpww-
rrNLUGNNY: Lyjwpnned g hgGpnipdnudwwnp gnjwlncd £ Gpyne nunhny
(nE'u upuEdwl)’

quoniljng

Noud qlhgtpht

NADH+H- ATP Hyu pEkughut
Bipusined |

dheyl frapnh
NaD* ADP  pehelhpnid:

qlhgtpn|-3— pnuPpunn
l R CoA

l*_...--—""""u‘glll' CoA
Poupunnhpuppnt

o
UG

wgh) - CoA

5U%

w) nhopuhwgbtwnintpnupwnh (alhUnihgh dhgwliyjwy dGinwpn-
Lhwnl E) yGpwywuqudwdp® gthgbpnndnudwin nEhhnpngbluwqu Hbp-
dGuwnny ($tpdtuinp npn) swithny hwjnbwpbpwé £ bwl GphYywd-
uGpnd b wnhputpnid),
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P wquun qihgbphlfp pnupnppywgnidhg  qihgbpnihhliqu
bLndElunny:

dwnpwuwjhUu hyncujwépnid grhgbnng-3-gnudpwinp wnpnp Yw-
nnn £ (huG Jhwju phopupwgbinnudnudpuninp:

Ljwpnnud upuptqdnn dwnpwtGpp Jdwnunwd Gu C8kul-h (Qwn
gwoép punnipjwl [hynwpnunthu) UG L wpunwqwunynid wpjwl UGy:

WU dwpwbpp, npnup thnfuwnpynd U C8kul-h JGe, lmwpptp
hjnLujwéputbpnud Gupwnyynid GU hhnpnihah pynwypninGhl-jhuyw-
qu $EndGlinh waonbgniyywdp: bwunwweprnLUGNU wugunwd GU pphy-
utp W ogunnwannpéynid nwpptn hjnujwépubpnid tnwnpptp dubnpny.
wnhwnghwnubpnwd® dwpwbph upuetgh hwdwp (nt'u Uy.1.8), Jhn-
ywpnned, ydwhupwjphb dywlutpnid opuhnwund GUY wnwewgubiny
ATP, npu wuhwnpdtown £ wjn hjnujwépubph whuwwnwuph hwdwn:

[ wipyniGunmup winph upnn |

quniynq quanilynq
®- |
hGunijhG T+UD
[ubpndhypn6Ghp g 1
E$ glhgbpny-3- ponupmm

thujnuipninbhG

Lthuyymqm
dmpujm-
ppoiakp

1hynypnnbhG

diwgnp-
1hymqum

Quyha
fubndply-
pobGGhp

RCOOH—» RCO-SCoA

LSl

[ wnhunghun |

UkrL qlhgtpht

Shvl. pwpn

UY. 1.8. bwnuyh wwhEunwynpnedp wnhwynghunlbbpnid wpunppwnpy
dwdwliwluwpnewlnid: *SUQ-p U-h U CSL-h Juquniu:
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Lhwnwpnunbhuthwwquwih wywnhynipintup hbunthup waqnb-
gnipjwdp JGéwunwd £ wpunppghnu 2ppwunid, Gpp wnhwynghwnut-
nnid uhuptgynd GU dwpwbtpp, npnud ogunwagnpdynd GU huswbu
dwnpwuwperenLubpn, npnup qwihu Gu wpnluhg, wuwbu £ dwpww-
preNLUGN, npnup upupbqdt] GU wudhpwwbu qyniyngh wnpnhdwl
wnpqwuhpubphg (nGu LY. 1.8):

Mntntg hbinn wpywl UGy qniyngh pwlwlyn pwndnwluwnt
plpwgpnid nidbnwlncd £ huunyhbh wnnwquannedp: Phuncyhil
whmhdwaglnid F'

o gqynmiyngh thnfuwnpnedp nbwyh wnhwyngfunlibn (qnLun-4),

o [hynypninbhlyhywquyhl, npw uplipbqp wnpwynghwnlbbpnid
thnfuwnpnidp dwqubnph wwmnh dwlbpbupl:

1.3.1. ALPYNQELH G4 DUrNErh IUUGUUSNIUL NPNEYU
NUIGUSUSHIL ELErUYPrLEr

Cunhwuntp wndwdp ghyngtup b dwpwbtph ntpu opqwuhg-
dnud JhwudwlU E. npwup EuGpghwih ywhGunmwynpdwlu dubp Gu:
Uwlywju npwlg dhol yw qqwih mwpptpniejnit huswbu pwbwlw-
wl, wjuwbu £ $niuyghnuw| hwpwpbpwygnipjudp: dwpwbpu
ongwuhqunud wywpniuwyynwd Gu 30 wlbgqwd wybh, pwl ghyn-
qgtup:

Grbt hw)yh wnutup, np dwpwbtpu pun uinphwywuntejwu
gGpwquwugnud U wépuwenptphtu, www EuGpghwih wwwph wjn
dup nwnunw £ wnwyb| pwhwybwn: G hyngtup pwywywluwgunid E
Unwn 1 on, huy Gwpwtipp® uh pwuh qwpwpeyw pwngh nbwpncd:

UShuwonwwnutph opwlywl wwhwluep gbpwquwugnud £ qhyn-
gGuh wwpniuwynipjwup opgwuhqunid: “Yw Lpwuwynwd E, np op-
qwuhqgunid ghyngBup Ywpnn £ (ppd Unpwlw| 2 opdw pupwgpnid
(oppuwy® 1 onqw pwnghg htuinn W opnyw pupwgpntd uuunh hGunw-
gw punniuncdnd):

OpJw pUpwgpntd Ywpnn £ Uunpwlw| dwpwbtph punhwuncp
wwownph dnwn 1/100-p: Rehoutpnud g hyngtuh wwwpubpp dwhuu-
Jnwd GU wdpnne opnjw pupwgpnid, pwgwnniejwdp ulbnitunp punnt-
uGintg hGnnn dnunwynpwwbu Gpydwdwung pundphgnidubph: dwp-
wwjhu hynujwépubpnd wwhGunwynpdwd dwnwbnp wpnn Gu W
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sowhuudbl: bpuswybu wpnbU Updtg, ulunigdwl unynpwlwl rnhpuh
nGwpntd wpjwu Jdte wupunhww gnjwunwd GU |hwynwpnutGhultp,
npnup onpquwuutphl Jwwnwywpwpnd GU dwpwwpeenlutp: Unwh-
uny, Jwpbh £ UG, np [hwynwpnnBhulGpp Yuwwwpned G ng Uhwju
npwluwnpunwiplu, wjlk dwpwtph Yuwptwnl ywhGunmwynpdwl
dnLuyghwubp:

EutpgtGunhy thnpuwbwyniejwl nGuwybGnhg |hynwynpninthulb-
nnid ywhGunwynpywé dwpwbtpp (upindhypnuutpnud W G8kul-nid)
wyth bdwu GU g hyngtUhU, pwl wju dwpwbpp, npnup Wwwnpywod
GU dwpww)hb hyntujwéplubpnid:

dwpwwjhu hynudwépl nluwy st jnepwgutp thwnihgh wnpn-
jntupnid wnwewgwd qlhgtpnip® npwtu grhgtpn-3-$nudwinh upu-
rGgh untpunpwwn, wjn wywwdwnnd wu nhdnigynid £ wpjwl
wlwquwnid, nninbnhg wugunwd £ ywpnphu ywd Gphywdutphu: Wju-
ntn glhgtpniyptwqu $EpdGuinh oqunipjwdp $nudbnphiwuncd £ W
qunLynubngbutgh dswuwwwphny yGpwéynid qpniyngh ywd ghyn-
thah ntnny Uyntpwhnpuwbwyynid npwtu EubEpgbunpy untpunpwn:

1.3.2. oUPrNh UNPLPLP2USNIUL: LANNLP2:
INPUNLUL 4Ureudnrntv

Rwuquwnh yhdwyned (jupnp, uhpunnp, Ydwpupwjhu dywubtpp W
GEpnhywdubpp EuGpghwih 50%-p uwnwunwd GBU SwpwwernLlLGph
wnnpnhdwl Junphhy: dwpwwjht hjneujwépnd  hpwywluwunwd E
wlplnhwu ghlyy, nnu punanUnwd £ ghuynihqp b jfynqllibigp:

Grt |hwnlhgh wpwgnipntup gpwquwugnid £ [hungbtubiqh
wnpwagntpjwup, www dwpwywjhu hjntujwépnid wnwowgwd wquin
dwpwuwperntutpp nhdnigynd G wyiwgqdw, npintn Ywwynid Gu
2hénLywjhu wipnidhuh hGwn W thnpuwnpynid hyncujwéputn:

dwnpwh Unphihqugndu wnhwnghwutpnid dwpwh hhnpn-
Lhqu E Jhusl dwpwwpeentutp W gihgbpht® hnpdnu-qqw)nitu |hww-
qw $tputunh wanbgniejwdp (nE'u LY.9):

Buwngp U $hghjwlwl Gpyuwpwinle wuwwnwlpp opgwuhquh
wju yhdwyubpu Gu, Gpp JGéwunwd £ dwpwh dnphihqwgnudp: dwp-
wh dbnenidp Ywwnwnynid £ Jh pwUh thwywaqwutpny® winpghgbnpn-
hywqw  (hnpdnG-qouyntld  [hywqu),  nhgihgbnhmpywqu U
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onlng hgbinpn-1phwywquw: bneshu Gpynt pLGpdEUnnUEph  wyunnhynt-
pintup 70-100 wlhqwd gbpwquwugnid £ wnwohUuh wywnhynipnilp:
Sphathgbphmhywquwl wynhdquunid t wapblbughlnyg, bnpwnpk-
uuypuny (upnbup nbGwpnid), qyuniywagnling (pwngh dwdwliwuly) U
undunnminpnwy hnpdnlnyg (opqulhquh woeh b qupqugdwll dwidw-
hwl): dtpdGunh wynhdwgnudp Ywwmwpynd £ Juwulwnwihu
JdGruwuhquny® Anpdnli - nrEgbwwnnp - wnEuyuwn ghlyywqu—
CAMP — wnninGhuypliwqu (ink'u Uly. 1.9):

O2rhMNN8ShS
or3nko
ns wywhy wpnnghu- A
Yhuwquw 4_$ quoijuqnG
(wnptGwhG)
wlywnhy wpnuhl-
Uhuwqu
ng wywnhy—— wlywnhy
¥5U % hupug #S5U Y- hujwg w
: qlhgkphu qlhgtipht
~ Twpuju- dwpujw-
ppoilitip ppaiLltkp

opuhnqugmd wj
hujwopltpnrd

Uy. 1.9. bwpmyh dnppihqugmdp swpwuyhli nbynlbibphg:
SUQ-ihwwquw hnpdnl-qquynili SUQ-1hwywqu:

dwpwh dnphthqugdwl hEnbwlpnd wpjwl JG dwpwweent-

ubph pwluwylu wybiwunwd £ dnnn 2 wuqwd, uwlwju wpjwu JbGy

dwpwwpepenutph pwgwpbdwly pwlwyp UGé ¢E£ Unyuhuy wyn pupwg-

pnid: dwpwweeniutph Yhuwyjwuph dwdwlwyp pht £ (5 n-hg phy),

nnpp Lpwlwynid E, np gnjnieyntl ntup dwpwweentuGph wpwa hnup
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wnpyntbhg wyp hyncujwéputp: 3jnujwoéputbph dGéwdwulnie)nilp,
pwoh Wwpnuypli lymudwophg, Eppppnghinlibphg L dwhbphlywd-
ueEnph dppgnityuyhl 26pinpg, oquinwagnnénid £ dwpwwppnilbpp nnwtu
Fubpgpuyh wnpynip:

hUunLhup bJwabtgunwd £t Anpdnli-qquyntll |hywquyh wilnp-
Ynupynip wyinhqwgutiny gnudnnptupbpuwqul, nnp thnppwguncd
E cAMP-h pwuwynrpeniup

Unipgh oqunwgnpénidi nidbnwgunud £ zhymhgp L winjwl
wlwquwnud wnwewgunid wqwwn dwpwwpeentutph twywu W Gp-
Jwpwwl pwpépwgnid, pwUh np §gndbhll wpgbjulymd F H$nudpn-
nhtuptpuwquwl pwunpépwgutiny cAMP-p pwlwynipjnitup: Wpnynlu-
pnid wynhywunud £ Anpdnli-qquyntll jhyywquili:

Jwngbn «dUNrNErh NUIGUSUANCNIUL, 3INPUNLUL
quraudnrnilUy p&dugh Jenwebnuy

1. UunLunp punniutinig 2 dwd wug n°n hnpdnUl £ wagnnud dwpwbph
thnpuwbwynipjwlu ypw:

2. Ljwpnnud h°Ug wpngbuubp GU pUpwUunwd qgpynitynghg Gwpy
wnwowluwnt pupwgpnLu:

3. Npn2 nEnwJhgngutp (Undthu, ptndphl) wpgbGiwynid GU $nudn-
nhtuptpwqw $tpdtGunnp: N°n nEwlyghwlu U npwlp wpgbGlwyned:

4. huswG°u Ythnthnpuyh dwpwwerenlutph pwlbwyl wpjwl JGe unipé
oguwagnhpdétinLg htwnn:

31



1.4. sUMMURRNILGLPr OLUNIUSNIUL:
onhutuuni@3uL ELErAGShy NMhL

d.Uunwp 1904p. wnwewnpytg hhwynetq, pun nph dwpww-
prentubph opupnwgnidp Juwnwnynd E B-npppned;, wjuhupl® duwp-
wwprryh dntynihg Gpwéhpuwduwihu Juwgnpnutpp wuswunynid
GU Jwppopuh| fudph Ynnuhg:

RohoubGpnid dwpwwrepnLubnh (Af3) opuhnwgniup Ywwnwnyned
E Jhwnnpnunphnudubpnud® Jdh wpp  $pEpdEunutbph  Jwuliwygnt-
Rjwdps

Dwnwuwpppdf dhnmnpnunpuwy dwwnpphpu UGEppwihwlgdwlp,
uwpunpnned F npw winpdwgnednp:

Enluwin 2npuyny (C14-C20) dwpwuwppdh whmnhduwgnidp Yw-
nwnpynd £ ghnnwwguw)nid: Uqguwn dwpwwpeentu ATP-h L wght
CoA-uhuptnwquw $EpdGunh UepYwniejwdp yGpwédnid £ « wiinpy
dwnwwppdhy : NGwlyghwl pupwuntd £ ATP-h Gpynt $nudwwnwhu
Jwwbph déGnpdwu hw)yphu, b pupwuntd £ Gpynt thnind.

w) Uygpnd swpwwpepenitu nwygynid £ ATP-h hGuin® wnwewg-
utiny AMP-h htunn Jdhowlulyjwy Unte’ wghiwntuhiwwn b yhpndnu-
dwwn:

0
4 Y4 4 /?0
R- C\ + ATP = R-C—AMP + PPi R~ C—0—P -0 — phpnq— wnkGpa
0 g pymy kil jipmm
fwpupuppm OH

wg ppunbGhpmm (wgfy-AMP)

p) WjunthGuinle CoASH-p thnpuwgnnid £ $EpdGUNh hGEin wdnip
wwywd wghiwntuhjwwnh htwn® gnjugutiny wgh-CoA L AMP.

4*0 &
R—C—AMP + CoASH = R- C.K + AMP
wg hpuykGppum mgh_gf;*“

Ulinhd swpwuwppdh hnfuwnpnidp  ghinnwwqlwihg nGwh
Jdhunnpnunphnidutp uwwnwpynid £ YuwpUuhwnhuh Jdwulbwygnipjwdp:
LYwnpuhwnhlp  (y-inphdtehiwdhUw-B-hhnpopuhpniehpwwn)  (wjunpGu
nwnpwoéjwd vhwgnipnit £, hwnwwbu ww £ Jywuutpnud: Ljwn-
nnd b Gphywdutpnid wju uhbpetqynid £ thghUuhg W UGrhnUhUhg:
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Ugh[-CoA-U Jhwuntd E wpuhwnhupU Jhinnpnunphw| UGpphu
pwnwUuph wpwwpht dwund Gnwé dtpdGunh’ upuhnhuwghi-
npwuudbpwqu I-h (MUSD 1) Jwulwygnrpjwdp: Upnyntupnid gnjw-
unwd £ wghywpuphwinhu, npp thnpuwnpynwd £ Jhinnpnunphnud® pw-
nwupwhu inpwuunyuwquw uwyhwnwynigh oguntejwdp (nt'u Uy.1.10):

UGaE (wquun dwpuwpRRn)

ATP + CoASH
mg hy-CoA—
uhbpbmmqum

AMP + PPi

ywpGhunhG wghi-CoA

JuwplGhuwhb-
upupijnnpi-
upuGudb puuque I

LvELrLhL
UPSONLAPUBHY [ ARibk
IGASRIIBRTIGy G npubiu-
Loluqus
gupGhwupG- A
uwjwpihwnh|-
ﬁbW wivpbpuegu IT \
wghj-
JupGhwnhG uplh-
wghp-CoA CoA wnhG

'

(-opuhnugnid

Uy. 1.10. bwpnwuwppdh thnfuwnpdwl ninhli ghunnuywqduyhg
Upinnpnlnphnidh duninphpu:
UhwnnpnunphnuduGpnid yuwwmwpdnud £ hwywnwpd nGwyghwu®
wghywpuphwinhuph dGnpnwd® HSCoA-h W Jhuinnpnunphw| YwnpUuhwnpl-
wghnpwuudptbpwquw l-h (UUSD ) Jwulwygnrpjwdp:
YwnUhwnhup YGpwnwneunwd E pegh ghinnwwqdw, huy wghi-
CoA-U Uhinnpnunphnidutbpnid Gupwpyyned £ opuhnwguwu:
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GUuySd-I-n dpwnnpnunnhnidh LEpphl  pwnwlpeh wpunwphl
dwuh wynuinbphly $EpdEn F, wpatiwyyned £ duyntifi-CoA-nyf, nnh
pwlwyp JGéwunwd t ghunnuywqduynid swpwuwppnilbn uplpbgh
dwdwlwl:

GUSd-ll-p infuhquigywé k pwnwbph Uepphl dwlbpnbupl:

1.4.1. 2Nf3Q PYNY UORUDUL, USNULEr NUrniLiunn
oUrNurRRNLENh B-ORLUAIUSNIUL

Ughi-CoA-U Jhuinnpnunphnudutpnud bwhu Gupwnyynd £ $bp-
JGUnwwnhy nGhhnpdwl: WUn dwdwlwly wgh-CoA-U Ynpgunud E
Epynt wwnnd gpwbhu a- W B-nhpptpnud’ JGpwédbind shwqbguéd
rrUh CoA-trtiph (Gunhjwgh(-CoA), ntwyghwih $tpdtUnU wghy-
CoA-nthhnpngtUwqwu E (FAD-Ywhujwy): WjunthGuinle Gunhjwght-
CoA-U hhnpwunwqw $tpdEunh Jwulwygnipjwdp Jhwgunwd £ oph
dniGyncy  (hhnpwwwgnud)  B-nhppnud”  wnwowglbiny hhnpopuhy
huncup:

Upnynitupnd  gnjwunwd £ B-hhnpopuhwgh-CoA, npu  wjunt-
hGnl nGhhnpdnud E: Wn nGwyghwl Ywuwwihgnud E 3-hhnpop-
uhwgh(-CoA-nthhnpngtUwaquwu (NAD -Ywujwy):

dwpwuwprenlutph  opuhnwgdwlu ghyh yGpght  nGwlghwl
rhnlhnhy 6bnpnLdl £ (Bhnihq), npp Ywwnwihgnd £ wgtinh)-CoA-
wghiinpwuudptbpwqwl (phnwqwl): Wn dwdwuwy B-ytGunnwght-
CoA-U thnfuwgnntd £ CoASH-h hbGwin L dGnpynid’ wnwewgubiny 2
woéhuwéuh wwnndny wwywu dwpwwprpryh CoA-Grtpn W Gpywod-
huwélwjhu $pwagudtlun’ wgbinh- CoA-h inGupny:

Unwowgwd wgbuinh-CoA-U GUpwnpyynud E opuhnwgdwu
EnywppnUwperywihu ghynwd, huly 2 wéhuwduh wwnndutpny Yuwnp-
dwgwd wgh-CoA-U nwpdjw| Jh 2wpp wuqwdutp wugunwd E B-
opuhnwguwl wdpnn® ninhu, Jhugl wgbunh-CoA-h wnwowgniup
(nGu Ly. 1.11):
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B a Q
.- -=CH; ~~_CH, -CH, - CH, -C~S8CoA mgh|-CoA
. C=n

-

—— FAD  ughi-CoAWERpRpnQEGmQM |
~—— FAD-H, —+2ATP

O
B il
CHy~~ CH, - CH = CH - C~SCOA Liinh}-CoA

1

r— H0 [G6nh-Coa-bpnpmmmqui]

-

p-opuhnmgmd

] 1]
CHy;~~_ CH, - CH-CH, - C~SCoA B-hhnpopuhmghi-CoA

NAD* p-bhnpopuhmgh)-CoA-
NADH + H ,.\_‘ nhbhpgponghGmqm

'D o 3ATP
I
CH,~~ GH C -CH,-C~SCoA PB-Ybwmnmgh)- CoA

HSCoA # B -Ykwmnmghy- CoA-Phojmqm
%

.. 0
e ooicH, wcl-lz-c-scmmﬂ,-t':':—scm
C=(n-2)

- o o owe S R

LUpkpuh BLE
Uy. 1.11. Dwpwuwppenctlbph B-opupnwgntu:

ATP-h dniGyniiuGph pwuwyp, npnup gnjwunid Gu dwpww-
rrYh opuhnwgdwl dwdwlwy, ywpbh E dhoin hwdwnybr: “Hw
hwdwp wuhpwdatwn £ hdwlwy, np jntpwpwlginip ghypned.

w) Gnjwunwd £ wgbwnph-CoA, npp Grywppnuwerywihb ghy-
(ntd opuhnwunwd £ Uhugle CO, W H,O: Ugbunh-CoA-h UniGynciutph
rhyp, npu wnwewgb] £ n pYny wéhuwdhu ywnpnilwynn dwpww-
rrUYN opuhnwgdwl hGnbwupnd, Yhuh n/2, iIntpwpwUginip UniGyng
wgbwh[-CoA-U opuhnwuntd E Gnywppnuwperywiht ghynd’ wnw-
swgaltiny 12 Un| ATP:

%x 12 = 4TP — hun(Elnu h puliwl
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p) B-opuhnwgdwu wdtl ghyp dwdwlwly Ywwwpdnd E
nGhhnpdwu Gpyne nGwyghw, npnugnud wnwwunwd GU JUGY UniGynt|
FADH, U Uty dnityniy NADH+H®, npnup ElGywnpnultph thnpuw-
npdwl 2npwintd tnwihu Gu 5 UniGynt ATP:

a) 8hyttph ehup Ywptih £ hwadt htnlbjw) pwuwéalny’ E_ 1,
pwuh np gqniqg pYny wéhuwduh wwnndubp ywpnibwynn dwpww-
prRnLUGNH B-opuhnwguwl Ytpght ghyind Jhawn dunwd £ pniehnhi-
CoA-Uu, npp, wudhswwbu GUpwpyybind rhnwquwihbu adtnpdwl,
JGpwoéynid £ 2 wgbnh-CoA-utnh:

Eutpghwjh pwiwbup wwidhnhUwreryh onhuwyny (Cie) YLhup’

12_ﬁ= 3 wghkwnh]-CoA
A8 _1=7 ghytip
2 Gpynt JniGyny ATP Swhuuynid E
piguikGp’ 7 x SATP=35ATP ww|Uhnnwwh wynhdwgdwl hw-
SX12ATP=96ATP  Jwp: Uwpnip tubpgbwnphy bGep'
131ATP 131-2=129 ATP:

1.4.2. 4E6US pdYN4d UDUDOLL USNULEr DUrnNfiLuuni
aurNurrRNLErh B-ORLULAMSNIUL

LGUnwluwlywlu |hwyhnutGph JGé6 dJwul nuh gnuyq YNy
wohuwdhu ywpniuwynn dswpwweeniubn, uwlwjt 2wwn pnLuwywl
W éndwjhbu opqwuhquuGph [hyhnuGpnd  wnyw GBU YGunn pYny
wohuwdhu wwpniuwynn dwpwwperenlutp: Upwup opuhnwunwd Gu
unyl  nGwyghwutph hwenpnwywunipjwdp, hus qnug YNy
woéhuwdéuh wwnndny dwpwwpepenlutpp, ywppopuh dwiphg' Gpywé-
huwdlwjhu ppwagdtlnh wynydwlt dwlwwwphny, uwlwju opuh-
nwgdwl yGnpehu ghyintd wnwewunid £ wpnwhnuh-CoA® pniphnht-
CoA-h  thnpuwptUu: Mpnwyhnuh-CoA-U Uwfu Ywppopuhjwunwd E
phninhU wwpniuwynn ynpnwhnuh-CoA-jwppopuhjwqw $tpdtunp
wantgnipjwdp' wnwewglubiny JGrhidwinuh-CoA: UGrhdw|nuhl-
CoA-U utGpuniGynijwjpbu YyGpwnwuwynpdwu nwnnd YGpwdynwd E
untyghup-CoA-h JGrh-dwinuh-CoA-untinwqw  $tpdtuinh waqnb-
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gnijwdp, nph yndtpdtunl £ yhwn.Bo-h wéwlugjup® 5-nGgopup-
wntungh| Yynpwjwdhun:

UnLyghUh-CoA-U Yyhunpnuwpepdh ghynd yGpwéynd £ opuw-
(nwgbwmwuwnh (int'u uy.1.12):

CHz;— CH,-C ~ SCoA
1 wypnuhnGhp- CoA

O ATP

+ppom pG
uwpnuwpnbpy-CoA—
jwmppopupjmqm

ADP + Pi+ H’
CcO0~

HCO;

H—(lj—CH3
C~.SCoA
y) D-dGphpdwnGh-CoA

dbipppdwynbhy-
bugnibpumgu
CcCOo™

H;C— (lj —H
C~SCoAa
y) L-dtphdwnGhi-CoA

Ypm.E,
L-dkphpimmby-CoA—-

dmmugm

CcOoOo™

CH,

C,

C~SCoa —» UG8
(ICI) unuygplGhp-CoA

UY.1.12. Y& pyny wéuwbhl wwnpnilwlnn
dwnwuwppenLubph p-opuhnwignidp:

37



EuGpghwjh pwiwbup hwadwnytup Cq7 dwpwwpreyh ophlw-
yny' 17-3 = 14, npnd 3-p ypnwhnuh-CoA-h wéhuwéshuutph rhyu E:
14

7= 7 wgbwnh-CoA W 7ghyy:

NMnnwhnlify-CoA— dtphidwinlfy-CoA — untlghlifij-CoA:

Untlyghlpy-CoA-hg Gnlwnpnlwyepduwhl ghlyntd gnjwlnid £ 6
ATP:

LlnwdElp' 125 ATP (7x5 = 35 ATP, 7x12 = 84 ATP, 6 ATP):

2 dm&lhyny ATP Swhuudtb| £ dwpwywperdh wynhjwgdwl hw-
dwp W ¢&Gy dmEhyny ATP' Ywnpopuhjwgdwl hwdwp: Uwpnip Eubkp-
qbwnhy Gpp* 125-3 = 122 ATP:

1.4.3. B-OLULMISUUL YUraudnrntuce

B-opuhnwgdwUu wpwagntpintup wwjdwuwynpywé £ wgh-CoA
untpunpwwnh dwwngGihnipjwdp, win ywwndwnny dwpwwperenLubph
B-opuhnwgntdu wynhywuntd £ wynunwpunppnhy 2ppwunwd Yud
Gpwpwnl dhghywlwl w2uwwnwuph ntwpentd, Gpp dwpwywihu
hjnLujwépnd dwpwGph lpnhdwUu hGunbwupny wpjwl UGy pwpé-
pwuntd £ dwpwyweentubph pwlbwynie)ntup: Wn wwjdwulbbGpnud
Jywlutpp, upnwdywup W gywpnu wynhy ogunwagnpénid GU dwp-
wWwpernLutpp' npwbu EuGpghwjh wnpjnp: NunGnp sh ogunwagnpénid
Gwpwweenutpp® npwtu Eutpghwih wnpjnip, pwuh np nhwp ¢GU
rwhwugnud hGdwwnntugbdwihy wwwlbyny® [phutind hhnpndnp
dni Gynciutn:

p-opuppwigdwl - upquiynphs  pbpdlunp  GJupbhwnplivigh-
wnpwlbudbpwqw - F: Jju dEpdGuinh winuintphy huhpphwunnpp?
Jdwnuh|-CoA-U, wnwywluntd E dwpwwpeprentutph YGUuwuhlupebagh
dwdwuwly: IGnlwpwp wynunwpunppnnhy 2nppwuncd, Gpp wgbunp-
lwjhU duwgnpnutph Uniwnpp Uhwinnpnunphnidubiphg nGwh ghwnngn
nwnwpbgyntd £, Jwnuh-CoA-h upuprtqp Unyuwbu nwnwptgyntd
E, W wpqgbiwyhsh pwgwwnipjwl wywjdwultGpnid B-opuhnwgnidu
wyunhdwunwd E: NpwtGu ATP-h Jwunwlywpwpdwl wplnpwantu
ntnh® B-opupnwgnidu wywnhyjwunid £ pohgutpnid EuGpgbuinphy ww-
hwueh UGéwguwl dwdwlwy: Yw hpwlwlwunwd £ B-opuhnugdwl
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nGwyghwutph W ElGYyunpnuutph thnpuwnpdwl 2nrwih wudhswywu
Gwwh 2unphhy* NAD® W FAD Un$tpdtuwnutph Jvhengnd: Anppwls
huinGlupy E ATP-h wnipnhnudp, wylpwl wpwqg U opupnwlnid
swpwwpentlbnp ' wwwhndbing ATP-h Unp dnjElynyuph uplipbqp:

1.4.4. 0UrNURRNILVEL, a- 64 -ORULIISNIUL

Qwjwé dwpwwpepenlutphu wnwybp punpn2 £ B-opuhnw-
gnudp, uwywju hwunhwnd U Gpynt wj mBuwyph opuhnwgnidutp
wu''a b w:

a-opufinugdwl Bu Gupwpyynd ninGnh W Lwpnwjhu hjnLu-
Jwdpltnh 2wwn Gpyuwpn (Cz L wybih) Ywd gjninwynpywé onrwlutn
nLtubgnn dwpwwpeentubpp: Wu opuhnwgdwl dwdwlwl 2npwjh
a-nhpph CHz- Ywd CHs- nwnhywip Uwhu® yGpwédynid £ hhnpopuh,
hGwnn® YGnnpryh: dGpgshuu opuhnwunwd £ Uhusl -COOH, L nGlywn-
popuhiwgyned E: Upnyniupnid 2nrpwl yupdwuned £ 1C-ny:

[
R-CH»-CH,-CH,- COOH— R-CH>-CH»- (|3H— COOH—

o OH
— R- CH;—CHz—ﬁ - COOH— R-CH;-CH,-COOH t Co,
O

Gpynnpn nhppnid hhnpopuhjwgdwu uygpuwywl thnip Yw-
wnwihqund £ dpnnpnlnppuwy  dnlnopupqbliwwquny (O, Mgz*,
NADPH): o-opuhpreyh thnfuwpynidp CO2-h U Gwpwwperlh (ULY
woéhuwéshu ywlywu ywnpniuwynn), ywwnwnynwd £ Enpnuywqduwmnply
gwlgnid (O, Feé* U wulnppunn):

o-opuhnwgdwl puwuqwpdwlu inhwhy ophuwy E NGEdHuntdp
dwnwugwlwlu hhywunnipinitup, nph ntwpnd hjncujwéputpned,
hwwnjwwtu Uywpnwhu, Yniinwyynwd £ pwnwlippnili;: Shinwuw-
rrUN jnLpwpwlgnip 3-pn wépuwsdhul nluh Ubrhp nwnhywi, U npw
YnLinwyndubnu wnwowgund U Uywpnwjihu hjpnujwéph Ywnnig-
Jwépwjhu puwuqwnnidubp:

Dwpwuwppmlbbnh o- opupnwgnidp Ywunwihqnwd £ hhnnop-
uppwqulibpny NADPH-h, Ox-h U ghunnpnnd Pyse-h dwuliwlgne-
pwdp, plpwlnid E Funnwwquuinply gwlignid: dswnpwwernLubpp
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Swjpwjhu’ ®-CHs hunudpp thnpuwpyynd £ CH,OH-h, wjunthGunl
opuhnwuntd E Jhuslt -COOH, nph hGunbwupny wnwwlnd E
nhywppnuwpeene: YGpghuu Gpyne dwyptphg B-opuhnwgdwl dwlw-
wwnhny nnpnhynwd £ unynpwpwn dhuge C-6 Ywd C-8 nhjwppnluw-
rrNLUGPH U hGnwgynud JGgh dhengny: a- W w-opuhnwgnidutpp
EuGpgbunpy Lpwlwynienil gnLtbGlu:

1.4.5. 23UQE8UD dUrNUrRNILENh ORLUALMISNIUL

FUuwywl shwabgwd dwpwwerenlltpp ywpnibwynwd U JGY
ud wytGih pyny YnYuwyh Ywwbn, npnup nllbU ghu Ynudphgnt-
pwghw, huy dwpwwereniutph p-opupnwgdwl dwdwluwl wnwow-
gnn shwqbgwd Gunh-CoA-h  Ypyuwyh Ywwlu ntuh wnpwlu ynudh-
gnLpwghw:

H H H
R—CHz-G=¢ —CH2-CO~SCoA R—CHz~CHy~C=C —CO ~SCoA
A3:4_ghu-kGnp - CoA H
A2.3-mpmbu-EGnhy- CoA

Wn wwwbwnny pluwlywl shwqbgwéd dwpwwpepniutph -
opuhnwguwl hwdwp wuhpwdtn BU |pwgnighs dLGpdGUunLEP’
hagndGnuwqu U FyphdEnwquw, nnnup hwdwwywunwupuwbwpwnp hpw-
wlwgunwd GU ynphyuwlyph quwyh inGnwhnfuniygyniip 3-4 nhnphg 2-3
nppph, huswGu Uwl thntunwd GU gpglwlh huwh nbdhgnipwghwl
ghu nhpphg wnpwlup:

JdtGpetpu pwgwhwjwndt) £, np shwgbgwd prenluGph opuhnw-
gnudp ywpnn £ wunwpytp bwl hGinwjw) $EpdGunutbpp Jwulwy-
gnipjwdp’  wgfy-CoA-nEhhnnngbluwqu, 2,4-nh&lnfy-CoA-nbknniy-
wnwqu, hgndbpwquw '’ LEpjuwjwgywé upubdwihu hwdwwwwnwuhiwl
(nt'u uy. 1.13):

40



H H Il

4

wgh-CoA
FAD~{| mgh|-CoA
FADH, <] nbhhypngbGwgqu
O

H HH 2 |
R—C=C—C=ﬁ—~CwSCoA
4
2,4-nhb0nph1-CoA

NADPH + H- j 2,4 nhtGnh-CoA

NADP- phnniljpnwqw

O
H H |
R—CHz—C=§—CH2—CMSCoA
ghu- A~ tilinhy-coa
l hqnitpwqu

QO
H (z: Il
R—CHZ—CHZ-—C=H—CMSCGA

i lin- Al—L inhi-CoA

UYy. 1.13. Qhwqbgwé swnpwuwyppnilbnh opupnugdwl
UGfuwbhqdp:

Jwngbn «UNPNURRNILENPHP ORUPIUSNIUL:
ONkULUYNIR3UL ELENrQEShY NP Ly pEdunh YEnwpbnuy

1. bugn’L E dwpwwpenLutph B-opuhnwgnidl pupwuntd wbpnp wywj-

dwulbGpntd:
2. 3wyt wpwhphnnuwpeeyh (C20) Inhy opuhnwgdwl htwnlwlpny

wnwowgwd ATP-UEph pwlwyp:
3. huswyhuph® ypngtultp GU pupwunid a-opuhnwgdwl dwdwuwy:
4. bUs Unebp GU Yninnwyynwd hypntujwédpubpnid  (hwnwwbu

Ujwpnwjhu) NEduncdh hhjwunniejwl nbwpned:
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1.5. UGSNLU3bLL (USESNLU3PL) UULrUNLLLGP:
UhLEE2 G4 YUSULNLhDU

Lywpnmid swpwwppniubpnhs Jn Jwup JGpwdpwyynid £ niph
«ywnbihpuyhli dniEynylbp»y’ GEmnbughli dwpdhlblbph: YGinnuw-
Jhu Jwpdhulubpp EuGpghwjh wnpjnip U wju nGwpnd, Gpp gwép t
quntyngh jntpwgdwu hbwpwynpnipjntup® npwtu EuGpghwih wnp-
inLn: Quhupl® pwngh dwdwliwly’ wynunwpeunppwnpy ppowbined, Gun-
wbpny hwpniun b wéfuwpnbnh phs pwlwlyniypynill wwpniiwlynn
uliinh oqunwagnpodwl nbwpnid, Gphwmuwnle $hghljwlwli wrpuw-
wnwlph, pwpwnuyhll nhwpbnp nEypnid: YGinnuwhu Jwpdhuubpp
wpwnpwanulu FubpgbEunply unipunpuinlibn U upanwdwlp U
Ydwpupuyhll dqwliibnh, Gpplywdubph hwdwn:

LUGinnLUwjhUu Jwpuhuubpp, h wmwppbpnipintl SwpwwEERNL-
utbph, ywpnn GU wugub] A&Gdwinntlugbduyhly wwinlibyony, pwuh nn
hhnpnghy dm&hynylbp Gu: Mnbnh qiuwdnp Junbihp £ qynigngp,
uwywu ungph b nphwpbinp nbEypnid nintnp hwpdwpynd (wnww-
wnwgynid) £ yeEwnnbuyghli dwupdhllibnh ogqunwugnpédwlip: Gpywpwunl
pwngh wwjdwuutpnuwd nintnh ynnuhg oquwannéynn ELubpghuyp
75%-p pwdhl E pulyuncd finnbughli dwupdhllibphl:

LUGunnLwjhu JwnpdhultGpu GU*

wgbmnmnwgbwnwwnp' CcH;— CH-CHa- COOH,

OH
B-hhnnopuppnipppwnp’  cHs— itli— CH-CcoOH W wygbwnnlp:
Qa

Ugbinnwgbwnuwinp U B-hhnnopupipniphpnwnp gnjuunwd  Gu
pwnnmd U whghmd wmywl dbe wEphdbphly hyniuyudplibnpl, npnu-
gnd ogunnwgnpéynid BU npwtu EuGpgGnhy untpuinpwwnubn:

Unpdwjnud wpjwu JGe yGnnuwjhbu JwpdphulGph pwlbwyp sh
gGpwquwugnud 7-3 dg/ny, huy Jtgh htwin opwywl nnipu £ pGpdnud
1 Ug-hg wwlhwu: Upjwl b9 nhwlug pwuwyh 2wwnwgnidp Yngyned £
YGwnnubdhw (wgbnnbbdhw), Joqnud® &Ewnnbniphw (wgbwnnbiniphw),
huy punhwunip yhtwyp' y&wnng: Ugbinnwgbwnunnp U B-hhnnopuh-
pnipimnwmnp ng wjbpwlu nudbn prenLltp Gu:

LUGunngp quwpgwunwd E npwpbnh W Gpwpwwnle pwngh
nGwpnwd: YGwnnbuwyhli dwundhblibnn gnywbncd G (jwunnh dhinnpnlin-
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nhncduGnnid p-opupnwgnidhg wnwgwguwd wgbnp-CoA-hg. Ituyw-
innghwnutph JhwnnpnunphnidutGpnud yGunnbwjhu Jdwpuhuubpph uhu-
rGap UGpYwjwgywé Euy. 1.14-nLU:

0

2 CHy—C~SCoA Wgbuihi- Coa
l phopuqm
e 0
CH;=C—~CH;~C~SCoA wgbwmnwgbwnp|-Coa

0
I
CHa_C"‘SGQA % | OUqQ-CoA -uplipmqm |

OH
| 1
'UOC—CH31C—CH2—C"‘SCOA OU9-CoA

CHa C~SCDA +|oqu. CoA — thmqm

CHs— C-CH; '—-CH;; C—CH;—CDO wgbwnnwgGwnwwm

wgbwnl
NADH+H*
NAD*

OH

|
CH3~CH—CH,—C00"~ p-hhnpopuh-
poLphpwn

UY. 1. 14. YEnnluyhli dwpdhlblibph uplipbgh hwenpnwlwbngpywl
ufubdwl: *NEwlghwl plpwlmd F ng $EpdElinuwinpy’ dhuyll wpywl
Uty wobinnwgbunwwnp pwpdn
YnlugElinpwghuyh nkupmid: OUQ-CoA (3- CHy— = CHmCO0™

hpnpopup-3-utphqntunwpfy-CoA): T —
]
NADH+HT
UgGwnnuwjhu dwpdphbutph dGwnwpnihqg- C
dp wbGphdtphy hjnujwéplubpnud Ywnpbih E NaDH
ubpywjwgut] htnlyw| upuGdwny’
OH

|
CH;— CH- CH—-COOG"
43 D-3-hhnpopuppniphpuin



UpwnwpywnpnwihU hyneujwépubpnud wgbinnwgbunwwnmh  wyunh-
Jwgnidp ywuwnwnpyned £ Gpyne nunhnd.

1. Ugbinnwgbwnuwinp nGwlgynid F untlyghlpy-CoA-h htwn, nph
nEwypnmd CoA-U inEnuihnfuymd F wgbinnwgbinwinp ypw:

NGwyghwl Ywwwihgunwd £t untyghlipy-CoA-wgbinnwgbunwn
CoA-inpnwludpbpnwquyny:

CH; FDD' ?Hs ?00'

| CoA- mpmGudh

C=0 + (IZH2 : wmpw Gud Ilmil"; (E:'D . (Isz

|

CH- CH- CH- CH-

| e | o Lo s
Coo" Cc c® COO0

“SCoA SCoA uniljghGunn

wol- - uniyghGhi-CoA g S0
V8] SEARILINUER uglimh|-CoA

2. Uyu nenhl bdwili F swpwwppnilbnh whnhywgdwlp.

CH; 'FH3
(Ij—(} wmgbmomugbmpy- CoA C=0
| + ATP + CoASH |upfipbmmqm - , e +PPi
CH-,
| 7 Lz0
CO0 e
O SCoA
wginnn uglinnuglimh|~ SCoA
s Rl eman phojuqm CH,
LK) i3 1NN K] | B 0 —_—
ECoANT Zéég — U8 ——> 24 ATP
* SCoA
Unwewgwd wyuinhy wgbwnnwgbinwmnp 6tnpynd £ phinjw-
quiyny:

Lywpnp sh oquwannénud  Yewnnbughli dwpdhllibpp npuwbu
tuGnpgbtwnply Junbifp, pwuh nn gmlbp wgbunnwgbinfy-CoA wluinh-
qugunn hwdwwwwunwupuwlU $&pdElnnp ' CoA-inpuwliupbnwquili:

Cwpwnwjhu nhwptinh L pwngh ntwpnd thnppwunwd E
huunypli/qgyniywgnll hwpwpbpnygynilp, gjnLtyuagnu hnpdnup wnb-
Uhiwuwn ghylwquwjhu hwdwlwngh dhengny dwpwwjhlu hyjnujwépnud
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wyunhdwgunwd £ dwpwh inpnhnudp: dwpwwereniutpu wlugunid Gu
wpjwl JGe W thnpuwnpynud ywnpn' wipnidhbuGph hGn wnwewgpwé
yndwGpuny (intu LYy.1.195):

ursnkv —t [T ——
e TS a——
quniyng — UL —
LB
F
qnilng mgbwmp)-CoA g hmnmgbwmw ——» B-bhnpopup-
. ] A poLphpmm
s g W
' uGs
opuiin - ' opumpu- | L mghmnmgbwhy-Coa
= 1 wghmwm o
s o uah FLLEE UhSNenuRrhikr
mihfmppnlbp
2BMUSNShS SESEAIE
| Awpwm- BUPMUIShL,

ppoibp <BNHIUG L

T

qloijmagni

UY. 1.15. YGwnnbuyhl dwunpdhllibnh uplippbgh wlmnhywgnidnp
pwngh nbuypmd. (- - - -)-nd dGnwpniply nghlibph
wpwagnpntil bjwqué E, (— )-ny’ UEowgwé:

Ljwnnnud JGéwunwd £ B-opuhnwgdwl wnpwgagntpjniup, W gnjw-
und E wgbwnph-CoA-h JGé pwluwynipynil: Wn wwjdwulbnnid
UnGpuh ghyind wgtunh-CoA-h opuhnwgdwl wpwagnie)ntup byw-
qwé B ywpgwdnpnn dGpdGUunnubph wpgbiwyytint ywwmdwnny,
nnpnug wihuntphy huhhphnnputpp (wpgbiwypsutp) ATP-U L
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NADH-U Gu: huly yGpghuubphu pwlwynipjntup Jwwnwund £ wlywnhy
B-opuhnwgdwl hGunlwlpny:

Pwgh npwuhg, NADH-h pwpép pwlwyniejntup bwwuwnnid E
opuwnwgbunwuwnh ycpwywugudwup Jdwiwwnh, npp inbGnwthnpuyned
E ghwngn(, npintn Unphg yGpwéybiny opuwnwgbinwwnh, dwnwjnd
E untpunnpwun gpniynutngtutgh hwdwp: Upnynitupnud dhinnpnln-
pnhnuduGpnud  Ynunwyynwd B wgbunh-CoA L oquwgnpéynid
yGunnuwjhu dJwpdphuutph upuptgh hwdwn: Lwngh nbEwypnid
thnfuwlwynijwl  gluwynp  puunhpu £ wwwhndb  gpniyngh
pwdwpwn pwuwynieintup mnbnh U  Eppppnghunlibnh  hwdwn,
npnup [hnyhu wwjdwluwynpywé GU EuGpghwjh wyn wnpjnipny:
Vhwllbbpmid pwngh nEwypned gjntyngh Yiwunwdp fwwbu thnppw-
unwd E huunchup gwén pwuwyniejwl hGnbwupny, W JywuuGpnid
npwbtu EuGpghwjh wnpnip dSwnwinwd GU dwpwwppnilbpp (nE'u
uy. 1.16)-

ursuLsuMUushu
ursnku
Laura <3NMIYUBRLEN
UshL-CoA - UGKH o g on = - - ---- -
aLanMung qLanMunNg u&hL—(tA
r . [
’I \‘ )
” \‘ f'
L N4
. USLShL-CoA UBLGShl-CoA

/’
{0\
| .

LUBSMLUSHL UULMD U LE R e S US DL UMD L L —

~ \
]
7 \\
! urtpup urLRUR
! hm;m-rsnu{* LNLLrRN-
P U3hu | LR
\  8hul ’l 3P, Bhyl,
b Y S
[
I\
2C0, 2C0,

UY. 1.16. Pwngh nEwpnid inuuppbn hyniwéplibnnid Ywnnbiuyhl
dwndhlliph dGwnwpnihqunp:
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Qyniynubngbutbgp pswgunud E pywpnnd opuwnwgbunwunh
ww2wnputpp, npp bwqgbguncd £ UpGpuh Grywppnuwereywiht ghyth
wpwagnteintup b dGéwgunid wgbuinh-CoA-hg YGuinnuwjhu JwpJhu-
ubph wnwywgndn:

Lwnghg Gpyni-Gpbp pwpwe hGnn yGunnuwihu Jwpuhuubpp
nwnuntd GU nLnEnh hhduwlwu EuGpghwh wnpnip:

Cwpwnuwjhlu, huswytu bwl unbpnhnwihu nhwptunh nGwpnid
huunt huph wwywup W ynpnhynuntGpnhnutph wytigniyp hwuqgbg-
unwd BU hhwtpghyGuhwjh, pwuh np hynujwépubpnid ujwagnid E
guntyngh pwthwugbihnieintup W npw jntpwgnudp: Opuwnwgt-
nwwnh pwlwyniejwu bjwanudp hwbgbgunwd £ thynthgh L yGun-
qbutgh nudtnwgdwup W wtph$dtphy hyncujwdputpnid yGinnuwjhu
dwpuhuubph jntpwgdwt pjuwuqupdwln:

Fwngbn « 46SNLU3HLL (UBESNLU3LL) UUrULLLE:
UhURE2L 64 YUSULNLR2ULY pEUduh YEnwpebnuy

1. UGinnbwjhu Jwpdhuutph upupbgnud n°pnu £ OUQ-CoA-uhlUpw-

quwjh n&pp:
2. PUsu £ nunGnh hwdwn npwbu EUGpghwjh wnpjnLp 2wpwnwjhu

nhwpbtunh nGwypnd:

3. bugn°y £ pwgwuwnpynd wju thwuwnp, np yGinnuwjhu Jdwpdhuubpp
Ywnpnn BU |hUGL JwwngBLh EuGpghwh wnpjnip:

4. Ybnnuwjhbu Jwpdpuutph n°n gnigwuhputpu GU unpdwjh uwh-
dwubtpnd wpjwu Jte b dGgnid:

5. hugwG°u GU hnpuwuwyynid YGinnuwhu JwpdhuuGpu wpunwjwnp-
nwjhu hyntujwépubpniu:
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1.6. sUMMUEENILEGLR YGELUUUNLEEIL

dwpwuwperntuGph YGuuwuhuprtqp nGwyghwutph Unp hwenp-
nwywunte)nil £, npp mwpptpynid £ B-opuhnwgniuhg, swjwd 2wn
thni Gp bdwuncpjnibultp nLuBu:

1. DwnpwuwppntlEnh uplpbqgn Yyunwnynod £ ghuingninid, huy
B- opupinuignidp’ dpuinnpnlnppuwy dwwnphpunid:

2. Dwpuyuwppmlbph  uflpbeh  dhgwllyw) wpquufiplbpp
ynqwibun Ywwny Ywwdwsd U wghy shnpuwnpnn uyhinwlnigh
(UPU) SH-fudptnh hGEwn, hu\y dwnpwwppentlbnh aEnpdwl dhswllyuy
wnquuhplbpp quwdwé Eu CoASH-h htwn: 3wny £ U2E[, np UOU-h L
CoASH-h Jwnnigwéplubph Jhel Yw punhwupnipinu’®  $nudn-
wwlinbEn&huyhll funidp:

e
HE—CH,—CH,—H-E—CH,—CHz—a!I—ﬁ—?—?—ﬁl,—ﬂ—?—-:}—mz—sm—umu
; 0 H CH, L

LUDU-h poopnuyymbimbmbhom jhb nyypoupbmpl pnidp

i TR .
HE—CH;—CH:—"'ﬁ—CH;—C“z—N—ﬁ—f—?—m:—ﬂ—i"'ﬂ—rﬂ—cﬂ: mnkbh
0 0 H CH, 1 0 K‘ ..j
H H
|.l]1.1}|] Ilﬁl] Gwm A—l'l {C DASH:I =0,P0 OH

Pooponuymbimbmphomhd jpomdp

3. b lnwppbpnipe)ntlu B-opuhnwgdwl $GpdGunnutph ' dwpww-
rrNLUGNN YGUuwuhUprtghl Jwulwygnn yap $epdGlunlibpp hwudw-
hupdpJwé GU dnymppbpdtliinuypli induybpup Guqunid’ swpuw-
prentubph uplipwquyhll hwdwlwpgnid, npu nluh Gpyne Gupwdhw-
Jnputn:

4. dwpwuwperYyh ycuuwuhbrtght Jwutwygnwd £ &l dniElyney
wgbwnpy-CoA U ynp Udnjblyny dwynlify-CoA, nnh htinlwupny wnw-
swunwd £ 76-wéfuwothg quwqdywé wuwydhinpliwppent, U wlswwn-
ymed ynpe dniEhyny CO, B-opupnugdwl ntwpnud wnwewlnd £ &8
wyabnpy-CoA:.

5. bwpwwpepenubph uhuetgh dwdwuwy gnwdélth wwnndubph
wnpjnn £ NMADPH-p, npp gnjwuncwd £ wElinnquyhlr ghlynd U duyghly-
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PtpdEunh wanbgnipjwl hGwnlwupny, huy B-opuhnwgdwlu nbw-
pnid wnwowuntd 5u FADH, l. NADH+H":

6. DwnpwwpperenLutnh YGUuwuhurtgp ghunnwwaqUwintd wywpwn-
Jnud £ wwdpwnwwnp (C-16) wnwewgdwdp, wjn wywwndwnny Yndw-
[Gpup YnsUnud £ wwdhunwwn uplpbinwqu:

1.6.1. USEShL-CoA-h ®NWULNFUL
ubSnNenuvarhnkuUb8 ShSNNLU2UU

Uhwnnpnunphw| pwnwupp pwthwlgbih ¢£ wgbunh-CoA-h
hwdwp: Un wwwnbtwnny dhunnpnunphnidubpnid wgbnphi-CoA-h L
opuwnwgbmwwnp Ynuntluwgdwl ninhny wnwewunid £ ghnpwnn®
ghunpwwn upbpwquyhli nGwlyghwynid (MpGpuh GnywppnuwerYyw)hu
ghylh wnwehu nGwyghwl): Unwewgwd ghinpwwnp thnpuwnpynid E
Jdhuinnpnunphndh utpphbu pwnwureny Jwwnphpuhg ghinngn) hw-
nnLy Griywppopuhjwqu-thnfuwnpnn hwdwlwnpgh oqunipjwdp: 8h-
wnngnincd ghunnpwwnp ghunpwnn jhwqu $EpdELwnh ogunipjwdp Unphg
innnhynwd Ewgbwnh-CoA-h U opuwnwgbunwwnh (nEu Uy.1.17):
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UhsNRNLAHCRARILGER
LELLEL U ULO

p 1
UbS 02N LY PhARTh 8hsSN 2L
JUSrhey GpljwppnGwppniGEph
whpon[unnh thohyunphy
opuhnugnud| ghwmpunn ghwnpunn
HSCOA ATP + HSCoA
“‘ghm"l‘c‘”‘ ADP+Pi
—3 o puw g inunn o puwjnuy ivnunn '_'; wgtinhy- CoA
NADH-+H' NADH+H l
N AD+ N AD+ -
b mnn — L] LAY o 2
ppouikph
NADPY uhfiphq
ghljwppnGwppniitph
hahnunpp [Guwghl Pipdbibin|
NADP+H'
CO-

lllhllﬂlllllllﬂ-ia7— whpnidunn

UY. 1.17. Uhinnpnlnphnidlbnhg ghuningn wgbwnfy fudpbph
thnfuwnpdwl dwpnpuyhli UGuwbhquh ufubdwl,

npp gnpéncd F swpwwppenitlbnh uplipbgh wnpngbunid:

Uhwnpnunphnudutiphg ghwningnp wgtinh|-CoA-h thnfuwnpdwu
Jpw Swhuuyned £ 1 Unikynty ATP?

ATP,ghmpmwm

ghunpwwn + ATP + CoASH Tn— wgbwnh|— CoA + ADP+Pi + opuwnugnwwmn

Shwnngnind wnwewgwd wgbwnfy-CoA-U Elpwnlyymd F Luwn-
popufyuwgdwli: Qnywuncd £ duynlify-CoA’
mgbmpy-Cos-

mgbmh)-Cos + COy+ ATP + Ho, O » Gmnbpp-CoA + ADP+Pi+ HY
Yuppopuhjmqm

UgtGunh-CoA-ywppopuhiwqwl' npwtu Yyndtputun, ywhwu-
gnid £ phnuinhu: UgGwnh-CoA-Jwppopuhjwqwu winuntphy dbp-
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JdGuwn £, ywpqwynpynid £ winunbphy Gnwlbwynd, wynhdwlnwd E
ghnpwwnny, wpgbwyynid® dwpwwpernLutpny:

dwpwweryh (Wwiuhnwwnh) upbpbqp Ywwwpynd E ghinn-
wlwagUwjnd gwnuynn, 7 $tpdGunutphg ywqudwd pwpbpwdn|Gynt-
\wjhU dwpwwppntlbph uhlpwquih (wdhnun uhlpwqu) pw:
dwpwwpepenubnh uhtpwquwih gnpénltubniejwl hwdwnp Ywplnp
Upwuwyntp)ntu nlubu 2 SH-fudpbn, nnnughg JGyp wywwmywunwd E
dnudpnwwilnnbinbEpupl, inwup® wwyndbpdblnh ghuinbhlih SH-fudphl:

UhUpwquwihtu wunhdwluwpwnp dhwund GU wgbwnh-CoA-U L
dwnuh-CoA-U, pun npnwd ghuwnEhlih SH-fudphli dhwunwd £ wgbwnpy,
huy $nudpnwwlinbinbhlih SH-fudppli’ duynbfy funitdpp: Iwenpn
thnepned yuwwnwpdnd £ wyn pudpbGph 4nunBuwgnid  (Jhwgnid)®
gnjugutiny wgbwnnwgtunh| funwdp, npp YyndwGuinnptl Yuwwdwé E
Pnudnwwuntinthuh SH-fudph htwn.

HS— Cys

SH
i

HS —H M. Ypduin SH

UgGuinnwgbunh|-S-UdU-p Gupwnpyynid £ hGinwqw yGpwywlg-
udwu 3-§&wnnwgpy-UdU-nknniyinwquynyg NADPH+H'-h Jwulwygnt-
rjwdp, nnhg hGnn nGhhnpwwnwgynwd £ W Unphg yGpwywuguynid
Gunpynbnniyunwaquyny (NADPH-Ywhywy): Unwewunid £ pniphphl-
duwgnpn, npp jwwywé £ uplpwquwihlu yndwGpuh hGwn: Ywlhg
hGwnn pnphnpy uncdpp (hnpuwnpdnud £ $nudnwwlninbinEhlih SH-
fudphg ghunbhup SH-fudph ¢pw (nG'u LY. 1.18.): Upnynitupnid
Pnudnwwuntinthup wqwun SH-hu Jhwunwd £ dwinuh-CoA-h unn
dniGync: Lnyuwwnphw nGwlyghwubpp ypyudnwd Gu Jdhusgle wwidh-
tnwwnh wnwewgnidp: Snrwh wadwu ynngGul wywmnynid £ C-16-
ny, nphg htwnn hhnpnihnhy dtpdbunh (phntuptpwquwih) ogunt-
rjwdp wuydpumplupemly ynydnud £ Y@U-hg: Cis 2npwh hbunwqw
Enlwmugndp ywunwndnud £ Gurd dplypnundubpmd, wd diunnpnlin-
phmdubpmed: Upypnundubpmed npwih Gpyupwgnudp uwnwpynud £
duynlify-CoA-h, huy dpunnpnlinppmdUbpmd’ wgtinfiy-CoA-p huipypl:
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NMULURSUS UbhLEUu9Uu
HS

"o

CHy CH=CH-C- §

mgbmpy-CoA wgbwnhi - CoA !;';. NADPH+HT
wpumfudbpmqu | 1 HSCoA Illlil]]llllllllllqull 6  NADP*

‘ 1 i b g Gl |HS

CHS C—
8 CH3 CHZ CH>— o
dumGpy-CoA [ dwnbp;- CoA D
mpmbupbpmgqm HSCoA i

CHz— CHz CHp—
CH3 c-8 8 B
HOOU—CHy -:3—
2 dwnlhi- Coa

upGpmqm L‘ -HSCoA
%= =
CH;—CH,—CH,— ” 38

8 HOOC— CHz C—
CHy~ C"_ CHy~ C_

'NADFH+H'
|n|i11n1||mmqm| 4 NADP*
CH;—CH>— CH,— 'ﬁ— CHy— C—S
0

1]
&

CHy CH'_CHQ C_

|lllih[u}]numluqm| Ha0 -

wwidhwmnnhy - CoA

HgD""‘\
phnl:upl:nu.lqml - £
L J

Wl hmnunn

UYy. 1.18. Muydhwmhliwppdh uhlipbgh ufubdwl:
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dwnpwwprentutph YGUuwuhuprtgh wpwanipjntup npnpynwd £
glhuwynpwwtu wgtinh-CoA-Ywnpopuhiwquwiht ntwyghwjh wpw-
gniejwUp:  Pwgh  wynumnbphly Gupquiynpnidpg  (hugwbu  U2Ytg
JGpunwd), wgbwnpy-CoA Quppopupjwquyh wpwagnipynilip Yunguw-
dnpynud £ bwl §nyun&ln dnnpdhljwghuyp ulyqpenilipny: dtpdtunlu
wywnhy £ pEPnudnpmwgywd yJhdwyned, hushu bwwuwnnwd £ pliunt-
[Pl Puunithup Ywuwnwihu JGpuwuhqund wywnmhywgunwd E ubp-
ppowlht dnudwuwnwaquwl, npp, ntdnudnphiwguting wgbnh-CoA
wppopuhiwquwjhu, wywmhywguntd £ wju:

huunthup twl $EpdGUnh upupbgh hunntynnp £ (nG'u
Uuy.1.19):

huUMmLbhu

wglinh|-CoA + ugbwmhp-CoA
jjwppopuhjwqus-(F) wghbwnh-CoA
(n2 wipnply ywppo pupjuqus

{ wipinpi])
ADP ATP
Y
tmnbh-CoA

wpnwnkpahiwgqu A

| &

quniywgnt -,
wnpbGw hG

|
wwpihwnh)-CoA

————————

UY. 1.19. Ugbinpi-CoA-yuwppopupywquyh Gunpquynpnidp:

Uhuptqwé dwpwwpeentutpp s6U duntd wqwuwn yhdwyned,
wj| wpwag ogunwgnpdynid & Swpwbiph b wdtih phs™ $nudpnihuwhn-
uGph uphbrbqh hwdwn: dwpwbpp, npnup uhturtgyt] GU Gwpwwjhu
hjnLujwépnud, ywhGunwynpynud Gu, huy dwpwbpp, npnup uhl-
rtqdtl Gu gwupnnud CSkul-h Jwgunud wpwnwquwuwunynud GU wpjwl
JbGy:
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Jwngbn «UPrNURERNILE P YWELUUUPULRE2L»
p&dwh Ypnwptmuy

1. Npint&°n E Ywwmwpynd dwpwweeniubnh YGuuwuplurtqp:

2. N°nU £ wghy hnpuwnpnn uyhwwynigh (UPU-SH) nGpp dwpwwi-
rrnLUGNh YGUuwuhUebgnLd:

3. hus E dniiinhdbpdGuinwihb yndwGpup Ywd dwpwwperenLubph
uhUpwquwht hwdwywnagp:

4. N°nUu £ wwdhnhuwpryh upupbgh gnidwpwjht hwjwuwnpnidp,
huswhuph® $tpdGunutph b nGwyghwubph hEppwagqw nLpjwdp £ wju
wuwnwpyned:

5. Lwuh® dniyn, ATP E wlhwnpdtin wwidhinhuwpryh uhupbqh
hwdwnp:

6. huswtE°u E ywpqwynpynd dwpwwereniutph YGuuwuhuptqp:
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1.7. sULMGrh UGLUUURLEGIL
1.7.1. SPhUSHKLALASErNLLErh UPLRE2L

LUGUunwUuh hyncujwéputbpnd inphwghralhgtpniubph W $nu-
dnihwyhnutbph upbpetgp uyudnwd E Gpyne punhwunip Lwhuwuyne-
rGphg W ntuh Jh pwUuh punhwUuncp thnybp: Cunhwunwp Uwhuw-
Ujniebn GU dwpwwpeprenlutph CoA-Grtputpp W qlhgbpnp-3-$nu-
dwuwnp: Lywpnpned, Gpplwdlbpmd, huswbu Uwl wnpplbnh wwwnned,
npnGn  qihgbpnighiwqu bEpdtlinfp  wlmpdnipinilip  pwpdnp L,
aLthgtphup $nudpnphpwlunid £ glhgtipng Yhuwquiny® wnwewgltiiny
gLhgbpn]-3-dnudwin:

CH,-OH (lin—OH
I 2+
H-C-0H +L’Mg, H-C-OH * ADP
| QIJEthlDl- :II)
CH,-om T CH,-O-P-OH
I
qlhgtipn) OH

L-qihgtpn]-3-pnudpwn

dwnpwwjhUu hyntujwépubpnud W dywuubpned, glhgbpniyphuw-
qujh 2wwn gwén wynhyniejwu hGinlwupnd, gihgbnni-3-dnuduwiinh
wnwowgniup wwidwbwdnpJwsd £ gihgynhgny Yud qiplynqgElngh-
gny: Qynityngh qrhynipinhy wnpnhdwtu wpngbunwd gnjwunwd E
nhopupwgbinnudnudpuwin. donohuu ghinnwwqdwnhy NAD-Ywhujw|
gihgtpnipnupuwin nEhhnpngbliwquiyny thnruwpyynud £ grhglinng-3-
dnupwiinp:

CH,;OH CH,OH
| + ibgbpnjnupwm |
I ghhpgpuogbGuwqgu |
CH, OPO,H, CH, OPO,H,
nhopuhwugtwmnb - q1hgtpn|-3-
Poudpuwnn Pboudpuwnn

Unwewgwd qlhgbpnp-3-dnudwwnl wghpwgynd £ 2 dniGyne
twpwwprprYyh CoA-wéwugjuwiutpnyd® Jbpwéytbind dInudwunhnu-
rrRUN (Pnudwwnhnwnh).
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CH,—OH 0 Q

<
<

0 SCOA | hgbpnpnupumn | 2

_O-P- 0 s * HC—O0—C—R
CH,-O r OH < wg hpmpmbupbpmqm -

i B3C 2HSCoA 0

qlhgtipnppnudpwin 2 -
Poudbpwwmpguppn

dnudwmnpnuinp $nupwinpnuin pnupuwinwquyny Gupwny-
Jnwd £ nEdnudnphiwgdwl W wnwewunid £ 7,2-phwghiqihgbnng:

-o’fo //O

CH,— 0 —-C —R, CH,— 0 —-C —R,

| -0 + H,0 | B
]-[(j'—()—C—R2 Inudpmwm hgumm HC’_O_C—RZ

O (Ioudummmqm
n —pi
CHZ—O—P\—OH CH,— OH
OH
Inuduwnnhnwppn 1,2-nhwghiqihgbpng
(G IAL Y]

Snphqihgtnhnlubnh (Ehuwuplpbql wjwpinynud £ wnwowgwd
1,2-nhwghiqihgbpnih’ Eppnpn dnjElyny wohy-CoA-ny Fupbpwgdwdp:

P £
CH;,— 0 —C —R, CH,— 0 —C —R,
o 0 |
| < I nhqjhgbiphgug by- -’5’0
CH=0—C—R; } R,-C-~-8CoA g » HC—O0—C—R,
mpmbupbpmgqm
— HSCoA | 20
CH,— OH CH,—O0—C—R,
1,2-npwghiqhgtpng wmphwghiqhgtiphn

1.7.2. $NUSNUSPLILASEGrNLLErh UPLRE2L

dnudpmhwyhnubnh ELhuwuplypbqll nupwunwd £ Gpyne nunp-
utpny' «de novo» L wwhbGuwnwjhu (salvage):

1. dnudpuwnnpnpifunihliph uplipbqh «de novor» ninhli.

dnudn hyhnutph upupbtgh «de novo» nLnnL wnwehu pwjip
dnudpwinhnwyppdh nbwlgwl F CTP-h hGur
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i i
o HC-0-C—R; CIP PFi HoC—0O—C—R,

1 I |
Ry-C-0-CH o Mﬁg—ﬁ—o—?H 0o o
| I I |
HoC-O- IP—O' O HzC-O—T-o—P-o— ghwhnhG
o~ o~ é)_
Poudbwwmhnuppnr

CDP-nhwghjgihgtipng
CDP-nhwghiglhgbnnip nGwygynid £ uGphuh hGwn.

I i
CH,— O0—C—R, CH,— 0—C —R,
T B |
CH-O0-C—R; 4+ HO-(CH,-C — COOH TEHC—O—C—R::
| “ |7 0
NH, I |
CDP-ghwghigrhgtipny OH -
3
Poupunnpyhiutipht

dnudwinhnhubphup hGunwagqw nGYwppopuhjwgnidhg wnw-
swund £ dnudwuinhnhEpwuniwdhlu, npp GpGp dniGyny S-wnb-
ungh-dGehnuhuny (SAM) JGprhiwgynid £ W JGpwédynd pnudw-
mhnhlthhUh:O

H CO,
| i ~ A | 0 +3SAM(-CHs)
S ——
HC—O0-C—-R,; HC—O0O-C-—-R, 3SAH
o j |p ;
CH,=0=F— 0~ CHl;-C ~€oou CH,~0~ P~ 0~ CH,C -1
OH +
NH, OH " NH,
Ponudpwwnhgpjutphl IoudbwwmhnpEpuwinymiha
o (UEPwIRG)
i
CH,— O0—C —R,
R
“THC—0O-C—R,
I L
| : ” !-|' +/CH3 :
CH,— OI—II’— 0 — CHz-C — N-CH; !
| o H CHj; 1

Poupwwnpnhifunihl (g hwnh)
o7



2. dnupwinpnfyqihgbpmliph upliplqh Eplpnpn nenpli wuwn-
pwuwnh Jduwgnpnutphg £ W Yyngynwd t «salvager (wwhbuwnwypl
neify.

tvnihlip, nnu wnwewgb| £ dnudwuinhnphipunipup inpnhdwtu Yud
w)| hnpuwlbwywjhu ypngbulbpnid, ogunwagnnpéynid £ npwbu wywuwn-
pwuwnh hnidp® $nudwuinhnhipunihup unp dniGyniubph uhuptqh hw-
dwn:

Salvage nLnh
H;C
N o+
H;C —N-CH; —CHz—oH + ___, ol
H.C” fumhG-
3 hunhG LhGmqm
—ADP
HyC i ,CTP
—_ HSC;N—CHZ —CH—0 —-P-0H Tl’zﬂ?
H;C o— (PPi)
Junj i pnudpwwn
M8 s
—» H3C—N-CH; —-CHz—0 — CDP
HyC”
CDP— funhG
P
CH,— 0 —-C —R,
//0 | +7 CH,
R,— C-0—CH + CDP—-O0— CHz-CH;— N-CH; —
\CH3 CMP
CH,—OH CDP— ung b6
ywg higihgpng (HUS)
, i
o CH,—O0—C—R, _
| & TR :
Ry=C—0O— (ISH Bl : +/CH3 "
CH,—O I—I\"‘— O — CHz=C = N~ CH;,
1 o~ H CH3 i
|
b e e e J
Ioudpwwn iy funghG

LUGunwUuhuGph W Jwpnnt nwghnunwtd JGehnupuh wwywup
nGwpntd $nudwwnhnhipunhup upuptgp Yywnth £ Jwuwdp YyndwGu-
uwgub|’ uuunnid funhup wwpniuwyniejwu hwpyhu:
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1.7.3. $NUSUSHIPLRLLSEGrhILE D, SrNINIUL

dnudwwinhnhighgbphnutph tnpnhndp ywwnwpyned £ $nudn-
Lhywqwutph oguniejwdp: 3ntpnwhwwnynipjnibutphg GluGiny® $nu-
Pnhywquwlbpp pwdwluynd GU wnwudhu pudptpht Ay, Ay, B, C, D:

|snusaLpauou 4, |

[ NUSNLEMUOU C |

Snupmhywqu A;-p hhnnnihanud £ 7-Al nhpph pwnn Gpbpw-
JhU quuyp, $nupnipywqu A-p’ 2-pn nppph: dnudpnihywquili Azl
wnyw t pwnwlplbnh psholbpnid L yuplnp nGp £ uwuwnwpnod
rwnwurlUtnnid  $nudnipwypnlbnh Unpwgdwli gnpémd, huswbu
Uwl npwlug d&unwpenhqdh Gunquiynpndwll UGp:
dnupmhywqu Az-p wyunpnibwydynd £ bwle odh Enyuncd,
wywnhqwunwd £ C&*-pnliliEpny: LDk-U, npu wnwewUnid b Pnuduw-
nfiphifuniplipg odp ranylfp pnudpmhwywqu A, phpdtliinny, fupw-
unud E Eppenpnghwnutnp hGdnihqp:
[fwnwurlbnnud Lbdh-h YGUuwpwluwlywl EPEYIp wwjdwlw-
dgnpqwé E npw ynugbunpwghwjiny: dhghninghwywlu pwlwynt-
rinLuuGnnud L& -l dp pwnp pbpdGinnbibnh winunbnhly EpElwnnn E.

Prupuwinpnhy funihl = Lhqnipnupwinhnfy funihl

Pnupnihyuqw A,

Intudwoplbnnid LOl-h  YnbgGlinnwghwh  pwndpwagnidl
wnwaqualunid £ pgholibnh wnmhpbnwagnidp, fupwlnid wiwihl
peholtnh wnqbqhwl b nhpbpnblgnidp, whnhdwglnid £ T-jhdpn-
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ghwnlbnnp, Gwnquwdynnnid quinbyGnwlylbnh GnowanyGine niuwlynizint -
un " bwwuininy pnndpnghunlibnh waonbqughuwyhl.

O
wg hympw Gfubbpugm

Il
lhanpnupunnpnhjfunihb + R-C~_gcoa * PoudunnpgpjunihG+ CoASH .

LOl-U dwlhybnbuughll wlinpy pwnwlbpuypli lynie E, npn
dnnhdphywgund b yGUuwpwnwurUutpnh Jwnnigywoépp W dnLuy-
ghwl, UGéwgunwd npwlg rwithwugthniejntup W hwlugbgunwd Enhpe-
nnghnutph hGunhgh: GupwuwnwdnpuwjhU gbtndh hjnieh yugdnid
wwnpniuwyynud £ bwl ghgndnudpmphywqu $EpdGELIIT. Jju wynh-
Juuntd £ Ca**-hnuutpny L wannd £ $nudbnhwyywqu Ax-hg hGunn®
hhnpnihgbind  pwpn Getpwiht ywwp thgndnudnihwhnh C-1 nhp-
pnud® gnjugutind qihgbpndnudnfunipi b dwpwwpepent: dnudw-
unhnhifunihup JGimwpnihguh upuGdwl wwwnybpgwé E uy. 1.20-nLU:
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0
I

ci- CH,—0 —C—R,
| I
R:—C —g— CH

CH,—0 —®— lunihé

Poupunnhnhifunjh
H,0

mgnunpmﬁubhpmqu> foanbabupmqu A |

R,- COOH 0
CH,— 0 —C—R,
HO— CH

CH,— O —(P)—hum{h6

Lhqnponu :b]llmglmll thunjh@ ((hqoniighwnha)
2

wg - CoA

> 1hqnpnubnihymqm
R,- COOH
CH,— OH
I
Ho— CH
|
CH,— O —(P)—Iunht
qlhgtipnpnupnjunihG
H,O qlhgbpobnopnjunihi-
hhnpojmqm
CH,— OH
I + G
HOo— CH fuath
|
CH,—0 —®

qlhgtpnj-3-PpouPpunn

UY. 1.20. Snudwinpnpfunihup dbinwpmhquh ufubdwl:

Sdnudpmphywquw B-U Jhwdwdwlwly hhnpnihgnud £ 7-plr U 2-
nn pwpn Gpbpuyhl quwbpp:
Snupnipywquw D-U wynhy £ pnyubph dnin W dGnpnud E
Ywwp $nudnpuywl pryhg htinn wnjw Ywwn:
dnudmpywquw C-U dtnpnud £ Ywwp $nudnpuywl prrUhg

wnwye W Awlgniguyhll $pdElun £ posmd wqnulyh thnfuwligdwls
hunghwnnm$nupwinuyhll hwdwlpwnpgh Guwqdnid, nnmd $nudpnihuyw-
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qu C-h untpuinpuinn F $nupwinpnyphungphinninhdnudpwinn (ShS):
Jdtpohuhu hhnpnihgh hGinlwupnd gmwbunid Eu Eplynt Gpiypnpnuyhl
UGubligbplbp (Upglnpnlibpn)' hhnpndfy pinqfunnpinpphdnupuwin (hS ;)
U hhnpndnp npwghiqihgbnng (MWQ): MWae-p whnpduglmd £ ujnn-
wnEhuhypliwquw C-U, huy P&s-p Gwuwynid F Funnwyjwqduwinply nkunp-
Unynidh  pwnwlph ca “awligninplibph  hwinny  YEinpnlilibppl'
hwwuinbyny Ca-h nnipupbpdwlp ghunnwwqdw:

Rooh ghinngnntd Ca?*-h pwlwyntejwl pwnépwgniup UGéwg-
untd E npw thnpuwgntgnientup Ywidnnniphu uyhwnwynigh L
ghunnngniwjhb $GpdEunn wypninGhuyhuwqw C-h ng wywnhy duh hGwn:
Ujnwhund, pgeh ntgtwwnph Ynnudhg punnibjwd wgnwuzwup gjnt-
nwynnpyned E:

1.7.4. USHLLANLANLRLELh L3NIRUPNMULUYNIR3NILL
Cd SNUINUSHLINLANLRILELrh (USPLINULELALLENS)
GELvuUbLRE2L

UdhuagnuhGlhUUGnn @nudnipupplibp &L, npnug Yuqdh Jbg
dwnuniwd 6GU pwpnn wdhliwuwpmn ' uphligngpli, swnwwppnt, dnuduw-
wnuyhly funcdp U fumghli:

Uphlgnghlip uhuptqunwd t Fupnwywqduwninply nEwnplyniynt-
dmd: Udhuwpent ubphup, thnpuwgntind whphnopuwdnudwinh
hGwnn, wywmhjwunwd £ W nGwygynid wywidhnnh-CoA-h htwn: Ujn
nGwyghwjh wpnynitupnid gnjwuncd £ 3-yGinnuphuquwupl, bW wupwwn-
Jnwd £ COy:

Udhugnghup gnjwuund E Gpynt opuhnwytGpwlwlugudwl
nGwlyghwutphg htwnn, npnughg wnwehup wwwihqynwd £ NADPH,
huy Gpynpnpnp FAD-Ywhujw| $tpdEunutpny (int'u uy. 1.21):

Udhugnghtul nitbwly E dnphhqugubint Ca2+-n uGppeswjhu
ntwnjhg W yGpwhuyned £ jnipwhwwnncy Ca2+-LngnLr1hUl:nn:

Fosuyhl pwquugdwl (ypmhdbnwghw) b wwynuumngh (onw-
qgnwynnydwd dwh) waonwlylbnh thnfuwligdwl dwdwlwly udphl-
gnqhlp &nhynnnnuwyhl dpglinpn E:

“YHhunwnpyynd £ Upw  ogunwgnpédwl  huwpwynpnip)niup
nwpptp hhwunnipjntbutGph hwdwihp pniddwl pupwgpnid (YUndw-
lGpu pEpwwhw)nid)’ npwtu 2w nnwdhengutph uplibpgpuwn:
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O
]
CH3 —{CHg)4—C—5—CaA I

umipmnhp-CoA

2+
u hppnopum) poubmm Mn

CoASH
)
I

EHg— (CHy)yq — CHy — CHp—E —|i:|-| —CH, —0H

NHo ¥
3- ybmnopbhGgmbGhG
NADPH +H*
I EbmoubhliqgmGhi
phgmlimmagm
NADP*

CHy~(CHyy2—CHy—CH,— EI:H = E:H —CH,— OH
OH NH,+
nphiqmbhb
M

uhhlqgmGhi
phgmlimmaqm

3TH
CH 3-{|:H2]1E— CH=CH- ?H _[i:H _EHE_DH
OH NHZ

uphlgnqhhb

2

Uy. 1.21. Uphlugnghlup yEuuwuplipbgnp: M -
DrwnwynninEhlilibn:
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Stnwdhnp (N-wghiuphlignghly) wunwowuncd £ uphugnghup nt
wgh-CoA-h thnpuwgnuwlu 2unphhy W Jhpwuyjw| Ujnie £ udbhugn-
JhGhuh yGuuwuhUptgntd (intu LY. 1.22):

Ughy punudpl wnwyt, hwowpu Gpywn 2nepw ntubgnn hwqb-
gwé Jwd JGYy shwabgwéd juww ywpnilwynn dwpwwpeent k:

Uphlugndhbyplilr wunwowuncd £ gopwdhnh W CDP-punihuh wd
dnudwwnhnphifjunpuph hGuin nEwyghwjh hGnbwlpnd:

wghigihgbpm [UPhOgndhbihb

Inupwmpnhijunihi
Ul’hﬁqn(ﬂlﬁ 7T‘ ubhlgudpbihl
wghi-CoA CoA CDP- CMP

unphG
LY. 1.22. Uphlgnupbiplp YEbuwuplpbqp:

1.7.5. LAUYNUSLALANLANALILENh 4ELUUUALRE2L

Qlhynudhlgnihwyhnubpp glhynthwyhnutp Gu, npnug Yuwquh
Jto dinunwd GU gGpwdhn W wpwnh UGy (gEpGpnpnghn) Ywd Jdh pwlh
(qwugrhnghn) duwgnpnutp: Swwn glhynudphugnhwyhnubpnd hwjun-
Uwpbpytl GBU gluwynpwwbu C-24 dwpwuwpeeniubp, ophuwy
ntn&nh glhynudhugnihwhnutph Ywquh dbe dinunwd GU hglnglpp-
lwypapent, gpbpnnliwppene U Uupnbwppnet:

Swppbnnud BU gépbppngpnlbpnh 4 wnbuwl’ ywjdwuwnpywd
npwug Ywquh dGe dinunn dwpwwprenLutpny:

Ophuwy® GrE ywquh JGe dinunud £

w) thglungbphliwpent ' CH3-(CH)22-COOH, www gkipkppnghnp
ynsynid £ Ybrwahl,

£) a-hhnnopupihqungbphliwpent (gbptppnlwent)’
CH3-(CH3)21-CHOH-COOH, www g&n&ppnghnp Unsnid £ gbpbpnnl,

q) Utipynlwypent ' CH3-(CH2)7-CH=CH-(CH})13-COOH— UL&mynl,
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n) a-hpnpopuplibpynliwpnt’
CH3-(CH3)7-CH=CH-(CH)1,-CH(OH)-COOH—> opuplibnni:

Lhgqungbpphluwyppnil (Co4H,,COOH) uhuptqynid £ wgbunhl-
CoA-hg: 8tpLppnluwyppentl |hqungbphUwperyh 2-hhnpopuh wéwug-
Jjwil E: Ununghwqbgwé UEpynliwpenil (C,HosCOOH) wnwowuntd £
olGhUwpepeUh 2nrwh GnHwnpwgdwl ninhny:

3Gnptppnghnutn ywu wwpquwaniu glhynudbhugnihwhnutp Gu
quijwlywmngpigbpbennghnn  (GalCer) UL quniynqgfygbpbpnnghnp
(GleCer). GalCer-n UhGihuh gipuwynp thwhnu k£, huy GlcCer-p* wj|
hjntujwépltiph hhdbwywu  gihynudbhtugnihwhnp b wnwyb) pwpn
gLhynudhugnihwyhnutiph (qwughnghnutph) bwhiwuiniep (LY. 1.23):

Euyhiibpmgm
wghi-CoA CoA UDPGal | UD

~7 > awmimahe L—»I\Am1&)111(111'1111“!llvrm-:lll1-

HUDU

.

ghpwihny gbhpwihy
(gtpbpnnghn) (uni puwnhy)

UY. 1.23. Quiuwlpinngpygbnwdpnh b npw wéwlgyunyibnh fELuwuplpbgn
(SUSU' whinpy unyyduwnn, 3-pnupnwnblingpli-5-Snudnuniyduwin):

Unygnquiywlpinngpigbpwdpnls wunwewunid £ quiwywnnqhy-
gbpwuhnh W 3-Pnudnwntbunghl-5-dnudnuntdwinh ntwlyghw)h
hGnbwupny (SUDU, wlynhy uni dww): SUDU-p Jwuliwygnid E
bwlb  wyp  unydnihwyhnutph  YGUuwupuptght, hwwnlwwbu

uny pn(quijwlyinn)qhgbpnipuypnlibph U unydnuinbpnhnlbibpfr

Qulqgihnghnlubpp uhuptqynd U gpwdhnhu wynhywgywé
2wpwputph (ophuwy® UDPGIc-h W UDPGal-h) hwenpnwywu dhwg-
Jwl swuwwwnphny b uhwjwprenlutpnhg UGyh vhwgnudny (nw wwp-
wnwnhp N-wgbGwnh UG pwJuhbwppenlu £) (nG'u LY. 1.24):

Wjuwhund, wpnn GU wnwewlw| pwgdwrehy wénn Untynt-
lwjhu qwugywdéutpny qwuglhnghnutp: Uhuptghl Jwulwygnn
dGpdGunnutph  JGdwdwulnipintup (g hynghiinpwluudpbpwquutn)
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Qniohh wwwpwuwnnwd E: Quughnghnutpp, npnup wiwqJdwuwnhy pw-
nwurh wnpunwphu 26pnh pwnwnpwdwubn Gu, yupnn G Jwulwy-
gt Uhgpgow hl thnfuwaqnbgniejntltphu W 2thniduGppu:

wghi-CoA CoA UDPGIlc UDP UDPGal yUDP
M gbpudhy 5-4 qpmlmng L—Z [er-Gle-Gal
gbpwihy
{(Cer-Glc)
wwng quligihng hnlbkn CMP-NeuAc
(dnlnuhwinguigihng hn)

Cer-Gle-Gal- Gal- NAc - Gal
Neu-Ac (Gm l)

CMP
b UDP-N- mgbnpi-
quuljmnng-
UDPGal ubDp uml_m ¥
Twpdpwljung Cer-Gle-Gal- Gal-NAc :\ el er-Gle-Gal
quiligihmqhnibp | Gwmy)
(nhuphwn- G Neu-Ac Neu-Ac
mphuhwingw- (Gms,)
q1hnqhnltip)

Ul. 1.24. Quiligihnghnlbnh b npw woéwligyuyibnh
YGLhuwuplpbgn:

Twngbn «dUPrNGre 4GLUUULLRE2L phuuyh Ybnwpbnuy

1. N°n hynujwéputpnud £ wynphy gihgbpniyhuwqw $Gpdtunn:

2. b°Us udptbph GU pwdwuynd Inudphwywqwutpp b npu £ nudn-
Lhywaw Az-h ywplnp nGpb opqwlhquntd:

3. N°nu £ nudnihywqu C-h unLpuinpwnp:

4. N°n Yndtpdbunl £ wuhpwdbrn ubGphup wynhywgdwl hwdwp
ubhugnghuh uhbptgh cwdwuwy:

5. Quuqglhnghnh wnwewgdwl hwdwp huswyhuh® wynhugwéd woé-
fuwentn GU Jhwunwd gGpwdhnhu:
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1.8. E3uUN2UuLNhILEr. YUNNFSYUBLL Y
uGLUUAULUYUL 261 C

EyynquiinpnlEpp YGUuwpwunptlu wywnhy Jhwgnipjniuubn Gu,
npnup uhupbtgqynud GU hwdwpw pninp wmhwyh pghoutpnud wnih-
Guwjhu 20C wwpniwynn BdwpwwpernlUtphg' hhduwywuncd
wnpwhpuhnnuweryhg: Hwup «ywpd wwpnn» Jhwgniejnluubp Gu W
gnpénwd BU npwbu nEnwjhu wgndwu hnpdnuubp® ywpwyphu Ywd
wniinnyppu JdGruwuhquutpnd: Un $hghninghwwtu wywnhy Jhw-
gnipintbutphg GU wpnunmwaquulunhulibpnp (PG), wnnuwnwghlyhulbpp
(PGl), pnndpopuwliibpnp (TX), b (Giininph&LlLtGpp (LT):

Eyynquiinpnutpp Jwulwygnud U hwpe Jywultph yéydwu
wpqwynpdwlp, wwpptp whwh Eynquunhnutpl odinywd Gl
wunpwiwjuhs (Jugnnhywuwnp) Ywd wunpwubnuhs (JugnynUuwn-
pnLtyunnn) hwwnynijwdp: “Ypwlp ywpgwynpnd GU wpjwl dwlwn-
nGihntgjwl hwdwlwpgp, wpwl dupnwdp, espw-ElGHNPN hwnwhU
thnpuwlwyneejnitup, nEwpnnniyunphy hwdwywnpgp, dJwulbiwygnud Gu
pnppnpdwl wypngtuutphu W hdntbwhbu hwdwlwnpgh gnpénlutne-
[juln:

Elynqulnpnlbpp s6u wywhGunnwdnpyned, nltubu Yywlph Ywné
innnnieyntl, wpwqg GUpwpyynd GU Unipwhnuwluwynipjwl®
wnwoewglbiny ng wynhy wypnnniynutbp: dYpwug YGhuwpwluwywu
wqnbgnientlu hpwwlwlunwd £ wwqdwwnhy pwnwueh W ynph-
qwjhu nbgGwwnputph dhgngny, npnup twpptp GU twpptp pghe-
uGpnd b opquwuutpnid:

1.8.1. EB4N2ULNLErh U2268N1R3UL UGRULP2ULErL

Nnpn2 Ejynqwunhnubn, Ywwybiny ntgGwuinph hGwn, wywnh-
Jwgunid GU wnBuhiwwn ghyjwqwjhu hwdwywnpagp (oppuwy* PGE-n)
L 2wuwnwgund cAMP-h pwuwlyp, JjnwubGpp (ophuwly' PGE2-p)
puyénud Gu wju' pswgutbiny cAMP-h pwuwyp: Ejynqwunhnutph
EpEynutph hpwlywluwgdwlup Jwulwygnud GU bwl wy Gpypnpnw-
Jhu Jhounpnutp® ophbwly cGMP-U L Ca*" hnuutpp:

NMnnuwnwqulinhulibpll Funnyphli gbndb&pnid )wunwgunid Bu
CAMP-h pwuwynienitup, win wwwiwnny dwlybEnplwdlubnnid hupw-
unwd GU wwnbpnpnuyhll hnpdnlillbph U QuinbGfunpwdhllbnph, Juhw-
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bwaqbndmd’ nnphnnbplilbpnh, Eupwunwdnpuuypll gEndnid’ hlunt-
hup uplipligp: Uwjw b dwpwwjhu puwnwurwljnienid nhwup thnp-
pwgunwd U cAMP-h wwpniuwyneeyntup W npwund wpgbGuyncd
Lhwnihqp:

enndpopuwliibpp gmywlbined Gl ppndpnghunbbpmd U fupw-
unwd wywl wlnplubph Yéynidp nt ppndpnghunlbnh wonbqughwl:
Mnnunwghlypulibpp (PGl;) wnwewunwd U wmwl wlnplbph ww-
wnGpned W ppndpnghnlbnh wonbqugdwl nidbn wnpqbiuwyphsubn Gu:
Wjuwhund, ppndpopuwliibnn b wpnunwghlyplibpp hwunbu Gu
qwhu nhwbu winnwagnbpuwnlibn:

20 wwnnd C U 3-hg 5 ypyuwyp yww wywpntbwynn wnhGuwjhu
dwpwuwpepenLutpp, pwnwurutph $nudnhwyhnutph Ywnnigywsdpub-
nnd undnpwpwn Jdhwgwéd GU qlhgGphuh Gpypnpn wwnndh hGun
(nG'uuy. 1.25.):

dnudbnhywqu A; dbpdGuinh wagnbgnipjwdp, npu wynhyw-
unwd £ pwwn wgnwyubpny, wpwhuhnnuwppernitu ynyynid £ $nudnip-
whnhg, wugunwd poph ghwingnp U nwnunud Jwwgbih Eynqu-
unhnutph upuptgh hwdwp: Egynqulnpnubph hhdUwlwl fudph’
wnnuwnwqgulunhllibpnh, wpnuwnwaghlyhlibnh U ppndpopuwliibnh
upliptqp uyuynid £ wugwinywd wnihGuwihu erUhg” ghyinopuhqb-
hwquw $&pdEinny: Ujn dwdwlbwly wnwowlunwd £ hhugwunwdwuhp
onwy W Jvhwunwd U prywdlh 2 UniGynLuGn® gnjugutiny wuyw)nLu
gbpopuhn’ wnwelbwjhu wpnunnwagwunhu PGG,-p:

15 nphnpnid PGG,-U wpwq yGpnwywugudnwd £ wépopupnwqu
btndGlunny, nnp npwtu spwéuh nnunp ogunwgnpénud £ yGpwlywlg-
UpJwé gintinwehnUu b wnwewunwd £ PGH ,:

Shlynopupqblwqull U, wbpopupnwqul wnnuwnwaquwlnhl
uplpwquw $EndGinh Enhynt funnwyhinply [ELinpnblbnpl GU:
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T PNRUNEWELE GUAMT EENFLEDR (bukighm)

}

wpmuhnnlwppmb howbog b g ghi
punupliipoul (R COOH)

Hg?—D— CO—R;4
R; —CO —'D—fl.:H

1
HpC—O—F — humi G
OH

Iouynihyymgm Agn e qumuinhnpm hlinhnGip

O
wnw fupnnGw ppom
1 89 70 o © wuuhphd
B 5
g
13 o mo = = e ™ coo”
i PGGs
e | O\f\‘lﬁ(\/\/
o 11 cOoH
u ipopu hrpmgm

T e e, =
COOH o coo
* | 15 PGH:
e
. “OH S OoH
Ty / / \ \

PGE; PGFa, PGAz PGl

UY. 1.25. EjinquiinhnlubGnh upliabgp:

PGH,-h hGppwlywU thnpuwpynudp wywjdwuwynpwé £ hjniu-
Juwéph nGuwynd, ophuwl' ppndpopuwliibnn uhuptgdnid U hhd-
uwywunwd ppndenghinbbpmd, wypnumwghlyhlbbpn' winplibph Fu-
nnpbih poholbpnid, PGEs,-p, PGHy-pn, PGF,,-U' tnwppbn hyniuywdp-
Lepnd (pwgh Epphppnghinlibphg):

MNuwjdwlwynpwé prywduwiht mbnwywihsubpnh nGuwyny
b rdnd, pugwbu Lwl ghlynyEnwlbuyhli onwlynid Ynylwlyh Guw-
wenh npppny’ wpnunwaquulinhibpnp pwdwudnid U Jh pwlh
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mGuwyutph, npnup  Wwuwydnd GU Jwwmpliwlwl  nwebpny'
A.B,C,D,E,F,GH: Mwjdwuwynnwsé udntynih ynnuuwjphu 2npwubnh
Upyuwyh Ywwbph ryny PG-A jnipwpwlgnip wnbuwyh b gnjnt-
eInLU ntuGu Uh pwuh &Glpwwnbuwlylbn, upwup Lywuwyynid GU pYk-
nny’ punbpulibpny, onhuwly’ PGE; PGE3; Mwjdwuwynpywé ghyyn-
wEUnmwlwjhu onwynid -OH fudpbph Ynnuunpnpdwdp® tnwppbpnid
U a- U p-dubp’ PGF; PGFz.: Puwywl wpnuinwgwunhulbnu
NnLUEU a-UnudhgnLpwghw:

Mnnunnwagwunhuutpu odnywéd GU YGUuwpwlwywl wqnb-
gniejwl (wjb uwytyunpny W wpnwywpg U666 wynmhyniejwdp: Mpnu-
tnwag|wunhuutph gpwdh JhihnuGpnpn Jwul wnwewgunwd £ Awpye
qwllbph powwnned: MpnunwagwunhuuGpu wagnnd U uhpwn-
wunpwht hwdwlwnpagh, gpw-EGHnnpnihnwihu thnpuwuwynipjwl,
huntbwjhu hwdwlwngh ypw: pwlup Ywnpnn Gu ogunwgnpéyt| np-
wbu pbpwwlunply dhsnglubn’ hwlwpebndwynpdwl, Unpduwy SUlinw-
papnipyniup fupwlbibing, hnpnysyniup pinhwnbint, uinwdnpup fungp
qwlpuwpgblynt (wnpqbwlynid G uinwdnpuwhiniph wmnwquitnnidp,
nidbnuglned GU Glupwunwdnpuuyhli gbndh $nillighwly), pnppn-
puyhli wynpngbulibpp pnidbynt, wupduyh Unwwlbbpp pnywgliine U
hwppnifunp pnidbine hwdwn:

Grb wnwupnntwppentl Gupwnydnid £ hynopupqbliwuquyh
wagnbgnipjwl, www gnjwunwd GU 3 gmgnpndwd Ynhlwlh Guwt-
nny dmlynyikp, wjuintnhg £ pfunwd £ npwug wuniup® s&ymnphEl-
uGn. LGyninphlulibpl wnwewunwd GU j&yynghnlipned, ppndpnghun-
uGpmd U dwlypndpwagbnnid:

UnwehUup uphuptqynid £ L7A, npu hp hGpehu thnpuwpyynwd £
LTBsh ULTCh:

Cs |Gyninpptlp gnywund £t LTA.pU rphnGrbGpwihl Juwwny
gineinwiehnu nphwybwwhnh Jhwuwinig hGnn: nunwdwnp U
q/hghtp hwonpnnwywl hGnwgnudp hwugbgund £ LTD4fh, wjlunt-
hGinWw LTE4«fH wnwewgdwl: L&ynnph&LlbGpl wnwowgunid Bl
pnnlfulibnh hwpp dywllbnh {oynid, pupbnwgunid wypynibwwnwn
wlhnplbph pwhwlgbihnyainilip, fupwlbned  (Giynghinlbbnh hnupp U
whmnhywgnidp.: LGiyuninphtuutpp Yuwplnp ywpgwynphgutGph nbp Gu
Jwwwnpnud 2wwn hhjwunnientuutGph ntwpenwd, npnug qupqug-
Jwup Jwulwygnd GU pnppnpwjhb Ywd wiGpghy nGwyghwltpp,
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opnhuwly’ wupdwih ntwpnid: Iwlwpnppnpwiht ypbwwpwwnubpu
wnqblwynid Gu Ejynquunhnutph upurbqn.

1. Quniynynpninplynpnlbpp fupwuntd U Jh punudp uwhunw-
ynigupp® thwynynpuinhulbph upupetqp, npnup wpqgbiwynd Gu $nu-
dnhywqw Ax-h wywnhynieiniup, bW wyu duny thnppwguncd pninn
nGuwyh Eynquunhnutph upupbqp: Yu wypbwwpuninlubpl nluGl
nidln hwlwpnppnpuyhli hwanlynipyndl:

2. Uuwypnpl, hunndGwnwghli W w)| ng unbpnpnuyhli hwlw-
pnppnpuyhll ypbwwnpuwinlbbnlr wngGlwynd GU ghlyynopupqbliwuquili
(nGuuy. 1.25 L uy. 1.26):

(umughph )

wiwhy ghln-

opuhgl Guxgu o} wljwnhy ghljin-

E |—ulip—-0H | E P— uwip=Q=C— CH3:
1 opuhqliGugu

coo™
OH

uwhghjuppn

UY. 1.26. Uuwyhphlndg ghlynopupqblwquyh wnqgbiuwlydwl
UGfuwlhqdp:

Jwngbn «E34N2ULNALALEL, YUNNISHYUDLL b4
YELUURLULUYUL 261rLy pEdunh YEnwpbnuy

1. dhghninghwwbtu wynhy n°n Unetpu GU Wwwnywund Ejynqu-
unhnutphu:

2. Wuwyhphuh thnpp swithwpwdhuutph ogunwagnpédwl dwdwlwy
n°n Ejynqwunhnutph uhupetql £ wpgGiwyyned:

3. bugnL npn2 Jwpnywug (gGUGwnhY hwyywoénieniu nlutgnn) Udnun
wuwhphul wnwewgunid £ ppnupuwhb wupdw)h upwgndy:

4. husny £ wwjdwuwynpdwé |G)yninphUuGph wuyjwuncdn:
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1.9. ALGUSGPhLD (vNLGUSGMNLD)
UGLUUAULUYUL LSUuLUuune3niue 64
UGLuuuhLEG2L

Opgqwuhquntu funGuintGphup gnjuguncd E Gpynt $nLuyghnlwy
tnwnppbn $nuntp, npnug dhole uwwnwnpynd £ Upunwywt thnpuwliw-
ynrpynil.

o Uquun fumpEuinbpplup $nlin. wdtuwdtd dpwlyghwl E, npu
punapynud £ pwnwurluGph funiGuntppup L wpjwu |hynwpnunthu-
uGph punGuintphup:

e unjGuwnbiphlifp Gpbplbbph $nln (Inhy hhnpndnp £, npp opguw-
Uhgunid puniGuintGphuh whGunwynpdwl W E): unGuintGphuh wjn
dup hwjinbwpbpywéd t pghgutiph ghwingnih [hwhnwjht Ywhi-
ubpnud W hynwnpnuintGhultph dheontyh wwpniuwyniejwl JGe:

Uwpnnt opgwuhgunid puniGuintphuh punhwunip pwuwynt-
rintupn 740q £ nphg 93%-p hyniuywéplibpnid F: Opqwulbph JG6
dwuntd punGunbphuh wwpniuwynientup tmwwnwudned £ 0, 7-0,3q-
h uwhdwllibpmd” hupywé 100 hyncugwéph  hwdwp: Cugunnt-
pintuluEn GU Ywaqunwd ywpnuypll hwdwlwnpgh hyncugwéplibnp,
npnugntd funGuntGphuh wwpnibwynieyntup hwyjwuwn £ 2%-h, L
uwltphlywdubph pohelbipp, nnnup wwpnibwynwd GU 70% funjEunk-
phl: Unin 80% fumGunbppli Yeuinpnuwgywé £t wpnuypl, diyw-
buyhl, pwnwlygwlhwl U swpwuyhli yntudwéplibpned: Rohsubpnid
fun|Guntphup pwdwudwéd £ hGnlyw| YEpw' Wlwgdwunhy pwnwu-
rnid puniGuntGphu/$nudnhyhnutp hwpwpbpniejnitup Unin 1:1 E,
wjuhupl® $nudbnhyhnh jnLpwpwlginip dnGyne hb pwadhu £ puyuncd
1 JniGynr] puniGuintphl, pun npnid, GpypGpn pwnwurh wpunwphl
2tpunnid imbEnwywjdwé E unGuintphuh 2/3-p, huy uGpphuntd® 1/3-n:
LbppoowhU pwnwuprUtnnud funiGuntGphup ywpnibwynepjniup 10
wuqwu wwlywu E, pwl wyjwgdwwnhy punwupntd:

Cunhwunwpn fumbuinbnplp 7-10%-p wywunniuwyynud £ wymywl
wwagduymd U wipned, hynypninGhllbph Quwqdnid, pnun npnud,
npw hhdbwywu Jwup (70%) hwunbu £ quhu &e&plbph inbupny:
Swphpny wwjdwluwynpywé' punGuintphuh pwuwynipejnlll opquw-
Uhgunud wénwd E: Wuwbu' 7 wmwpbhwl EpGuwyh dnin npuw
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wwnnituwyneintul wpjwt wiwqdwinud hwdwuwn £ 50+40 dq/ny,
huy Awuntli dwpnnt nkupnid’ 200+40 dqg/n; Ywu 5,2+1,3 didny/:

fun|Guintpphul opqwuhgunid YGUuwpwluwywl wynnhy uwnb-
nnhnutnh®  gnpunpynuinbpnpnlubnh, wlunpngbEulbnh U Fuinpngbl-
uGpph, (Gnwppnibubnh, Jhunwdhl Ds-h bwprwlynypl E: \Ujn Ujniebpp
uhuptgh ypw opwlwl Swhuudnid £ 0,5-0,7q fumjGuinbppli. “nwuph
hGwn opwlywl hGnwlunwd £ Unwin 7,3 ¢ funjbunbphli’ (Gnne UpgbLtnh
Uty Uinwd funjGuinbinhuh U jGnwypernilbnh duny:

funlGuinGphuh oguwagnpédwl ninhuGpp W nnipupGpnudu
ongqwuhquhg UGpywjwgywé Gu uy. 1.27-nLU:

O/ VvhOUNET OLBEUSEMR VR
3Nvh UAURUSHRFOT

L UHNFUIRT Uh'uviot 9
Uwu 0" 0,3-0,5q opulub 1q
NLGUSELhY.

Opqu g phgdnud phgudbop 140 q° pe e Ghpoud 93%, mppub dbe 7-10% ",
Upjm dbz pum pmbwlmp pub 200 + 40 dq/y (5,241 360mA) -

b

043U GN5U0 v B HNFULAEMU Ty DFL R VEMD

= | \

LeUBBNFuErh
~SUOUSOFT
Uh'uid6Q bd ANELU GO w20d LNRAU = UUEWUZhy
AHLORUY LHLNFU opuljmG 0,5-0,7q LU TIN
opmipuG 0.5-07q opmljmbG~ 0 1q
- USCRARAUERG
AhSUURGD, -h LNPUNVLVELh
Uh'uR69 - 10dq Uh'uib 9 40iq

UY.1.27. vnjGuinbphtup oqunuagnnddwli ninhlpp U nnipupbpnudl
onqulihquhg:
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1.9.1. OPQULA2UNIU MNLEUSErALA NUSUPNrLErH
LPUSNIUL ULLDP8 64 ELINQEL ULLRE2h 3UCHAL

Uuunhg jncpwgynud £ vhwju yGunwluwlwl dwanid niutbgnn
fun Guintphlup: Uwpnnt wnGunwdnpuwjhu npwywnnwd g-uunnuink-
nny unbGpnpnp, npp (wjunpEu nmwpwéjwsé £ pnyubpnud, gnpélw-
ywunptGu sh uGpééyned:

tvnjGuinbpplup Ep&pluEpp, npnup punnituyned G ulunh Jhgn-
gny, hhnpnihgynid GU GUpwuwnwdnpuwihu hjnweh fumGuinbnng
tuptpnwquyny: Ipnpnihgh Unietpp UGpé6YnLd GU wnhpubph Ewh-
pEINY’ uwnp Uhgbutph duny: Eygngbl Gwd wnphplbph pshelibpnid
uplpbqywd fumGunbnplp dwuliwlfhnpb&l thnfuwplynid F GpGnlt-
nh: Un wypngbul pungnpynud £ Gpyne thny.

e SWNWwppEEYh wynhjwgnid® wghl-  tunpbunbphG e

CoA upbptunwquwih wanbgnipjwdp, R—C_

e wghl Ulwgnpnh wnknwthnfuntup / RLRG
funlGuntppuh  -OH  fudph  Jpw, npp UleUs
Jwwnwihgnd £t wghfuniGuinbnnjwghy-
wnpnwlbudbnuqul (UlUS): \

'} HSCoA

Opqwuhquntd  funiGuintGphuph uhl- wghyfun bunbphG
rtqp LpwuwlwihnpGUu pupwunwd £ ywn-
nned, wnhpbbpnmd, dwlybphywdh YeEnunid, dwplymd U nEwynpnnnily-
wmpy opnqullbpmd’ dqwnwlilibnnud, uEpdUwpwllbpmd U plulknp-
pmd: Jin unbnnhnh Udnwn 80%-U wnwywuntd E jwpnnid, nnu oguwi-
gnpéynd £ ng Jhwju uGthwlywu Ywphpubph hwdwn, wjl [hwn-
wynnunthuuGph wqunud  thnpuwnpynud £ wyp hypneujwépubp L
opgwlubn:

tniGuinbpnip uplipbqynid F wgbkunpy CoA-pg, hul onqwlhq-
Jdhg nnipu £ pGpdnud (Gnnt hGwn' wquiin funjGuinbpmp uwd (Gnw-
prentubph wnbnh inbupny: Twupnibwydnud £ gagwh pwlwynipjwdp
yGunwuwywl oéwagnwd nwubgnn  dpbpplbpnid’ 8dh neEnlinignid,
untd, ywpnmd U menGnmed: lunGuntbpnih uhuptqp Ywwnwpynd £
Jdh pwuph thniGpny® wybh pwl 35 tpdGunutpny ntwlyghwubnh
pupwgpnty, uwywju Ywpbh £ wnwubdluwglt] Gptp hhduwywu thnt-
LlGp (nGu uy. 1.28).

1. whinpy wgbwnwinp thnfuwnplynidp dawynliwyppeyh,
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2. uliduny&uph wnwewgnidp dhwynliwypppihg,
3. uljJuyELp ghlyywynpnud’ fungEunbEpmh wnwowgdwdp:

1. Ubuynliwmnh wnwewagnidpn wabwunp-CoA-h 3 dliwugnpnnlit-

o Ugbwnpy-CoA-U uinlincd F ghunngny ghunpuwiinp duny: NEwyghw-
9 utph ulgplUwlwl hwenp-

2 CHy—C~SCoa MgEwmhi-Coa nwywlnipinip Udwl b
phopuqu YGunnuwjhu  Jdwpuhulbph

0 +0 uhuptgh nGwlyghwubph,

CH;—&-CH;*E*SCGA wgbwnnwgbwnh|-Coa npnup  h  wnwppbpnienLu
funlGuintphuh uhuptiqh’® pu-

0
CHa—(“3~SCuA [oUa-Coa -ubipmqu| ' rwuntd U Jhwnpnun-
nhnwduGnnud:  8funngninid
OH o oUQ-CoA-fi |nLpnwpwlginLnp

dniGyne yGpwwuqlynid E
oUQ-CoA-nbnntyinwquyny
Yuwynliunnfy oqunnwignnét-
iny 2 UnitYny NADPH+H" (nt'u uinnpl ubpywjwgywéd nbwyghwl):
Wu ntwyghwt hhdbwywl Ywpqwynpnnu £, W |hdphwnwdnpnid E
nyjw UGnmwpnihy nunnt wpwagnip)niun:

| I
"00C—CH,~C—CH,~C~SCoA OUS-CoA

|

CH,

CH: D OUq--CoA-
I + mnbopmljmmgm
HOOC — CH, —¢ —CH;—C”  + INADPHH -
OoUq--CoA
CH,

|
— HOOC —CH, —C — CHy— CH,OH + INADP "+ HSCoA

fLmn6mppom OH

2. UldunEuh wnwewgnidn 6 dniEhyny dhwynliwinpg. Jju thnih
pupwgpnitd Juwnuwwh dniGynchg (1 UniGyne, Jbwnuwwnh hwdwp
3 dJniGyny ATP-h 6whuund) wnwowunwd GU $nudnpmwgldwd 5
wofuwduypli  hgnuynpblnpnuypli  woéwlguylibn® hgnwblunElfy
wyhnngnudpunnlibp, npnug hGinwqw YnunGuwgnidp hwuqgbgunid E
30-wofuwdluypll dpwgniaywll’ uljduyEup wnwswgdwl,

Uhusl uyqwiGup wnwewgnidp, bwhu® upbptqynid £t gbpw-
uhiwyhpndnudwin (Cio), Nnpu wnwewunwd E hgnwGuinGUhwhpn-
$nudwinh U nhdbrhiwihiwhpndnudwinh (Cs) Ynuntuwgnidhg,
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hGuinn' wnwowunwd £ SwpuGghiwyhpndnudwin (Cqs), nph 2 UnGyncih
ynunGuwgnidhg E[* uygwBu (Csp):

3. UhyuyEup thnfuwnlynedp funjuinbnplip: Uyw | Gup ghyw-
gnpynwd EY yGpwoytbiny (wunuintphuh wnihghyhy Jdheniyh: Lailin-
utnbpnip \Wnhuwpyynd £ unmpbuinbnmih Gnbp dGph udpbpnh htnwg-
JwU Swlwwwphnd, &y Ynplylwu-
bh  buuyp  Jepwluwiqlnedng
(NADPH-h  Jwulwygnipjwdp) W
bWu &G gphlwlp uwh ntnw-
awnpdny:

JunjGumntpng

3ATP 3ADP o
5

. Dwpobqh)-
Wlowpn Gun \ o hqnutlunbiGhy- »C \.

" whpopoupun * C1o » yhpopoupunn
\ \ o / qlipwlhy Cls

H,PO, CO; 5 ¢ nappmt \ Ve Cis
NADP' 1-—/
CO; €Oz CO Hzo 12 0,
o Guwnkp - Lml]num]j[l]l[i - l.ll.]l[u.l[liﬂ
Cor / \
4 (NADPH+H') 302 pt  NapPH+H'

UY. 1.28. Ulwynliwppdhg lunjbumnbphiup uplipboh dGfuwlpqun:

tunlGuintiphuh uphbptgh Jhgwlyjw) pninp RGwyghwubnp,
Jdhuglw uyjwiGuph wnwwgnid, pupwunctd Gu pphoutph ghunngninid:
Uydwitup W hwenpnnn dGwmwpnihnutGpp gpwjhu JdhewdwjpGpnud
wunétlh 6 b wnwewlunwd GU Eunnwwgdwuwhy pwnwUupenLd:
tnjGuinEphup uplipbgh hwlbgniguyhli ((hdphunwynpnn, Junpquiyn-
nnn) rGwlhghwli OUQ-CoA-h thnfuwnymdli F dJauwynbwinfr. Ujn
nGwlyghwl Juwwnwihgnd £ OUQ-CoA-nknniyinwquili, npnh wywnhynt-
einLtup hyntujwéputbpnid wpnn £ nwunwuyt) (wju uwhdwuutnpned:
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OoUQ-CoA-nbnniyuinwquli funquwynpnynid F(nG'u Uy. 1.29).

o Snupnphwgdwli-nEdnudnpnmywgdwli  Jthuwuhqund, npp
wWwjdwlbwynpnwé £ huuni hu/gyntyuagnu hnpdnuubph hwpwpbpwy-
gnipjwdp: dnudpnpywgywé duny OUQ-CoA-nknntyinwquli wdpnn-
gnyhl huwlpinpy E:

o SEndElinlbnh pwliwlyh thnihnfuniyywdp, nnp JGpwhuyyned
E qGuh EpuyptGuhwyh Jwywpnwyny: lunGuintphup W npw Jh pwuh
opuh woéwlgjwutpp (25-opuptuniGuintphl, 24,25-twyopupfunitu-
intphu), Yynpunhynuintpnhnutbpp OUQ-CoA-nbnnLyunwaquwih qbuh
npwuuyphwghwih gwénpwdniGyniywn ynnGwypGunputbp Gu: oUQ-
CoA-ntnnilyinwquph uplipbgh whnpduinnplbn U FuinpngEulibpp:

YhGwqu-0H liunujlﬁ
( ) etﬂ
OUS-Coa ooy -
|ty ==
1 OUQ--CoA=— ¥ OU9--CoA -
: phgnljumuqu | lﬂill-lllll'-ﬂl-ll!ll-lPOPO:.-,H
1wl 1 \_// 0} wiljnhy
- -l
A
nupunnugu
thwpnwuppnn Poud
: oD
1 10 L0 A x
1 I .
¥ ¢ *
I lull[liumlipllﬁ I " “\
B _ [auntiwanG] [RGunupa |
Linng hwmngp .ﬁ ) lor
L wmpnhoidp ' S [(ehnncljums-
1thgound- g w kil
Ebanrd ’ qujh qk@)
wip gl [h;lur
Lthupwpn | ppniGkp
wmhkhGahp

UY. 1.29. kniEuinbpplp uplipbgh unquiynpuwl dGuwlihqdp 'OUQ-
CoA-ntnnilyinwquyh Gunquiynpdwll ninpny:

Pwgh ywpnh W wnhputph pphgltinhg, Ujniu pghoutpp unyn-
pwpwn s6U upupbgnid funiGuintpnip «de novo» W wjl unwunid Gu
wpjwu 2hényhg: lunGuntpnh ubppwithwugdwl Yuwpquwynpnidl
wjn peheubpnud Ywuwwpdnwd £ Skul-h nGgbwunnputph Jhengny:
unGuintpnih YyGuuwuhuptgh wpwantpntup Wwjdwluwynpnyws £ ng
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Jhwju hyjntujwépubpnid npw ywpniuwynipjwdp, wjll (GnweenL-
ubph pwuwyntpejwdp, pwngny b ubunwywnpagh nGdhdny:

Juwngbn «NLEUSErAUP (WNLEUSENLP) WELUURLULUYUL
veuvuunte3niue 64 4eLUUUPLRE2LY pEUWH
YEnwpebnwy

1. Nppw‘U E Ywqunid wpjwu JGe funiGuintGphuh Unpdwu:

2. Pwuh® Unitynt wgbwnh-CoA, ATP L NADPHH" £ wuhpwdtywn 1
dniGynt| puniGuintphuh upuptgh hwdwn:

3. N°n $GpdGunp b YynptpdEuinp wpnn GU wpqgbiwyt| punGuntnp-
Uh uhUuptgh wpwaqnLp)nLun:

4. bpuunthu W gpyntywagnu hnpdnuutph hugwhup® hwpwptpwygnt-
WU ntwpntd Yrupwuyh funGuintphuh uhuptqp:
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1.10. L6NUMRERNILG R, UGLUUUNKLREILC GY
dh2hNLNAGNPUYUL A6 L: LEIULUNrU3SPhL
IbdULAINIE3UL UGLUULKUNUL

OnwlwU Jwnnni yuwpnned dnn 0,59 funjGuwnbpng JEnwdynid
E jGnwppniubph: Mnngbulu pupwuntd £ gwpnh Eunnwwgdwunhy
nGunhyncnudnd (gwugnid) Uh fjunwdp Apippopupjwquiibnh dwuliw-
gnipjudp’

1. OH-fudpbph UGpdniénidny 7a-, 12a-nhnpbinp,

2. Unnduuwypl pnpuyh hEnwaqw Quwndwgnidny,

3. «By onwlymd ynlhliulyh uwh Jepwlwlbiqinedny:

Wju nGwlyghwutbpht dwuliwlygnn pninp dLGpdGUnlbGpp gnp-
onwd GU gfunnppnd P-450-, O»-h U NADPH-h dwuliwlgnipywdp: ton-
lGuintnpnihg |Gnwpeenlutph upurbgh gnudwpwihtu hwyjwuwpnidp
ywnpbh E wwwnybptb) hGnljw) 4epw.

\<27 HO

ghw. P

..
+NADPH+H + O,
=
— NADFY, H,0

HO OH

24
COOH

Pnynn jGnwyppnibbnn nhunwnldmd EU npwbu funjwliwpedyh
wowligyulbp’ 21CH,

WwCH=-CH,— CH, — COOH
22 23 24

’ o jmbGwppnr

Ljwnpnnud wnwewgwé fublnnbqopupfunjwypentl b funjwppntl
Ungdmid EU wrweliuyhll (Gnwyppentlbn:
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CH, CH,

CH-CH,— CH, = COOH

Junjuppnt fjutGngtiqopuhjunjmppnt

Yhwup Ffupbpwgynid U qihghltny

Ywd  wwmpplng®  wnwewglbing P
qnyqywé Gud Ynlyniquigdwé (nw- B Cgcop
pentibn W win duny wugunwd |GnnL  lunihi— CoA
JdGo:  Unujngugdwl  wypngbuntd H,N—CH,— CH,— SO;H
IGnwppenlutpU  wynhjwund Bl ununiph@
HSCoA-h dJwulwygniejwdp: Oph-

Uwy' wnwolwjht [GnwepenLtutph Eu- HSCoA

rGpwgnidp tnwniphuny: 49

Uwnpnnt |Gnnt JGe pninp spw-  R— C—NH—CH,—CH;— SO;H
ppnLlbpfh 2/3-n qihynfunjwppnl E wmpnunpppat
1/3-p " tnwnipnfunywyppndl.

LEnwperniutph  wddbhdhy punyend G wwjdwlwynpwod
npwlug JdwyGpGuwjhu wywnhy hwwnynienluubpp: “Ywup npbwnbp-
qbuwnlbn EU, wyuplpli’ Fdnyquglmd EU swpwbpp, wlhmpdwglined
wwhlypbwwnply hywquwl, hywunnd swpwwppnilbnh LEndédw-
up, wrwpwglnid funpwppdh wowlguilibn, (Gnnt Quqdmd www-
hnidmd  funjbuinbpplp méGipnpinilp’ wnwpwglibing  dhgblbn:
LEnnt JhgGih JdGe Jdwnunwd GU j&nwppedyh wnbpn, $nudpnihwyphnlibn,
funjEunbphl hEwnlywy thnfuhwpwpbpmpyuwde' 12,5:2,5:1,0:

Uwnnnt onqwlhqunwd s&nwppentlbnh dnin 90%-p, nnnup wug-
unwd GU wnhputph JGe, UGpé6Ynid GU wnhpubph wwuwnnd, wpjwu
hnupnd yGpwnwnunwd gwpn b ypyhu ogunnwagnpéynid |Gnnr wnw-
swogdwl hwdwn: LGnwpeeniuGph wjuwhuh 2ppwlwnnientlu wu-
quunwd GU HunbpnhGwwinply (inku UYy. 1.30):
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Jwupn
JunjbumbnhG

{

1bquppnt

UY.1.30. LEnwyppniubph ElinEpnh&Ewwinply pnowliwunnipinilp.:
Uwpwnwly pppwliullibpp (Ennt dhgEubnl EL, uli pppwlnulibpp’
1Gnm U SUQ-h hhnpnihgh wpquupipllbph fuwep dhgbilbnp:

EunGpnhEwwwnhy 2ppwlwnnipjwlp opwywl Jwutwygnid E
Unin 20q (Enwyppent, nph ng U666 Jwup' 0,59, opJw plupwgpniu
wnpunwquwwnynid £ ynwupny: Wn Ynpnrunnp hnjuhwwinnigyned £ jun-
nntd unp [GnwperenilGph uhbprtqny, |GnwernNLUENh $nUnp wdpnn-
gnLpjwdp Unpwgynid F dninwydnpuwwybu 10 opdw plpwgpnid: un| G-
uintpnil wnhputpnd Unyuwbu ubGpééynid £ ng wdpnnonipjwdp W
Jwuwdp nnipu £ pGpdnud ynwupny' glpuwydnpuwbu [Gnwpepeniutph
hGnn puwnp UhgGlutGph wquntd:

LGnwpereniubph upuptan Jwpguwiynpnn $epdtlnnli F 7c-
hhnpopupwqul, nph wyinhjwgnidp Ywpnn £ jwpgwynpyty’

o dnupnpywgnmdny U nEdnudpnpphjwgnidny, nun npnud, h
mwppbpnipntl OUQ-CoA-nbnniyinwquiph’  7a-hhnnopufywquih
Pnupnpfyuigdwéd suli wipinpy L,

o PlpdEluinlibph pwlwlynipywli thnthnfunypywdpe, nun npnid,
hunlGuntpnip  Lbwwuwnnwd £ g&up  wpwlbulyphyghuyhl, huly
[Gnwypentubnn puljénid Eu:

Wjn $GpdGuinh uhbptagh wlwmpyuwinnplubn U Juwhwliwgbndh
hnpdnlilibpp’ T; U T, puly wpgbulhpstibn' Fuinpng&ulbpp: Un
hwlUgwdwlpp pwgwwnpnud £, _G husnL £ jGnwpwnuyhls hhdwlinne-
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pyncup tnnwphpny Guwliwlig pnpwbined hwlinhymd 3-4 whqud wyGih
hwowfu, pwl innudwnpnlwlig pngwlincd:

UnphpUutpnud, wnhpwjhu Jhypndinpwih tpdtuinlbph wank-
gnLpjwdp, ynlyniqugdwd (Enwyppntbpp Unngund GU wwnipplp
Ywd qihghtp, 7-pn nhppmd -OH funidpp U JEpwdYnid Gpypnpnwihu
GnwpeNLUGNh" nkqopupfuniwppdh U (hpnfunjuwepdf:

CH, CH,

CH=CH;—CH; — EOO]I
4

nhqopupjunjuppnt (hpnjunpuppnt

Upjwl JGy hunGuntpnh ynugbunpwghwih pwpdpwgniup
(hhwEGppunGuintGphubdhwl) JGéwgunwd t webpnulybpngh U (Enw-
pwnuyhl hhdwlnnyeywl hwjwluwywunipniup: Lenwpwpwjhu hp-
Jwunnipjwl nGwpnid [Gnwwwpynud Ywd Snpwulbpnud wnwow-
unwd GBU pwpbp' |Gnnt pwnwnphsh UunbGgdwl W pjnipGnwgdwu
hGimuwwupny: Unynpwpwp [GnwpwnptGph hhduwywl qwugwén
pwnwgwsé t funjbuinbphlifg U h&dh pwjpwydwli wpquupp phip-
enphlpg: Lonwpeniubph uhuptgh puydnudp Ywd punGuintphUp
uhtuptgh wywmhywgnudp ywpnn £ hwlugbgut] punGuintphuh hwpw-
pGpwywu wytignyh, hugh wpnynitupnud Jhgbip hwagtunwd £ fun| G-
uintphund, thnppwunwd £ yGpghuhu ndbhnipiniup, bW wnwwunid
E whln pmpbnuypll pwqu’ funjbumnbppliuyhli pwpbp: Iwdwhu
pwnpbpp pwnywgwé U umbuinbpplup b phypenippliph hwonpnwywl
26pnGphg: Rwptpp ndjwpwgunwd Gu |Gnnt hnupp [Gnwénpwlnd,
husp hwlqbtgunid £ npwug £ wybh JGdwgdwup: Fwgh pwptph
dhpwpnidwywl hGnwgnidhg, JyGpehu wwphubppu yphpwnynid E
uwlh pmduwl wy dbpnn' fublnpbEqopupfunjwppdh LUbpdniénid:
L&enwyppnt Jh Unndhg wwwhndnwd £t fumbuinbpplup (niébipne-
pynclp, huy Jjinwu Ynnuhg wpgbjwlynid OUQ-CoA-nbEnnityunwquypl:

Unpdwjnwd  [GnwpepntuGph W puniGunbpnih  pwlwyutnnp,
npnup hGnwuntd GU wnhpubpny ((huGiny Jhgbih Yywaqunid), onyw
plpwgpmd qwqdmd U 1,0-1,3 q. Unhputpny hGnwunwd £ hun|G-
untpnh pwuwyh 90%-hg wybhu, npu punniugnd £ ullnnd L
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uhupbgqynid £ hjntujwéplbpnud: Wuwbu wwywhndynid £ punjGunt-
nnih hndGnuunwqgp dwpnnt opgwuhguntd:

Fwngbn «LGAURRNILVES, WEGLUUWUPLRE2L G4 Sh2PNLNALPUHUL
26r0: LEAURUNrU3,L IPHULINIR3UL 4ELUULHPUPUL Y
p&dwh Ynwpetmuy

1. Dwpwwpprntutp:dnubnhyhnutp:funGuntphu=8:2:1 hwpwpt-
pnijwlU bjwanudp Yyhwugbguph |Gnwpwpwihb hhjwunnipjwlu qun-
qugdwu: hugn®L:

2. Npn°Up GU wnwyelbwjhu b Gpypnpnwjhu |GnwerenLutnp W huswGu
GU wnwewuntU:

3. Lenwperniubtph ELnGpwhGwwuwnhy o2nppwlwnnipjwln hUs pwlw-
yny |Gnwrentutp GU Jwulwygned:
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1.11. URGrNUYLEMrN2h YELUULRUNUYUL
IhUNILELE L

LhyhnwjphUu thnpuwbwynipjwlu wnwytb] hwlwpiwyh puwiu-
nnwd £ wpbpnulybpngp: Urtnnuyltpnqp wminbphuyh LeEpphl, huy
dwuwdp W qunphybpnwlyh dhohl pwnwlph wwennghwlhwl hwu-
tnwgnedl F'h hwhy uyEpninhy Jwhwuhyubph dLwynpdwl, npnup
lgywé BU punGuintnnih Grtpubnny:

Upjwl JGe tuniGunntpnih pwlwynipjwl JGéwgnudp wprbpn-
uyltpngh qupquguwu hhduwywu wweninghwlwl gnpdnul E, nph
hGimlwwupny Ywnpnn t |huGl upminp ppGdhly hhdwlinnuysynil, umnw-
dywtih phpwplyn, hunwyw, Jepgnyplbnh, quplybpwllbnh opihuink-
nwgmd L wju: Upbpnuyltpngh qupqugdwl wywwbdwn Jwnpnn E
LhuG] ng Jhwju wpjwu dGy umbuinbpmh wwpnibwlnyywl pinhw-
unip JG6wgmdp, w) . Skul-h U PRL-h hwpwpbpnupiwl thnhn-
funipynilp: Uptbpnuyltpngh qupgwgdwl Lywundwdp hwyywont-
rINLUp Wwpqwpwutint hwdwn npnanud GU wmywlr phéncyp U PL-p
Qwadnid funmiEuinbphlp pinhwlnin wwpniiwlnyeynilip: Upbnpn-
qbunipywll gnpéwlhgp hwpJwnyyned £ hGnlyw| pwuwéduny’

U~ W Uppr, _ WUg o Uegy

K= Juid K=
o Uppr o Ugppr,

nmnkn khU-U wmwl phéncyncd funjGuinb&pmh punhwlbnen §nligblnn-
nwghwl £, hURPKL-U, WUSKL-U, hUCSKL-U hwdwwywinwufuwlwpwn
funjGuinbpmh  pwlwlynypymulibnl £ PlL-h, Skl-h U CShL-h
qwadnid:

Wju gnigwlhpp gniyg £ wnwihu, rG fumbGuinbEpmp pwlwinp
C8L-md U ShL-md pwuh wluqwd t UG PRL-mid Gnwéd funik-
uwnbpnih pwlhwlynuypynilihg, nnu wqwwnnwd £ Aymeudwéplbpp funib-
unbpnih wybigniyhg b shnfuwnpned ppwlip yuwpn: Iwzdh wnubiny,
nn CSluL-p ywpdwwnle wwpnn dwuluhyubp GuU, pwngwdé dwdwliuly
wpebtnngblunypywll gnpndwlhgn hwpdwnlynid GU funjGuinbpphlup hw-
puwpbpnypywdp, Epuwpunlb wwypnnp  dwolhyibpnud’ Skl-md U
PlL-nLd. - o Ugg,

T oUpgr

Upbtnnuytpngh qupqwgnudu  wnwy £ pbpnud ng G Skul-h
$pwyghwih punhwunip dGéwgned, wy win $pwyghwind dGdwuncd
GU pwquwlyp dbwhnfuduwéd SkLl-h (PdSRL) wywpniuwynipnilp:
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Upwlugnid hwjinuwpbnynd BU vwpunwlniguypli, wéfuwpnuwiinwypli
b (hyhnuypll UndynUElinbibph Qupenigdwéplibph fuwfunnidlbn’
gihynypmnEhlilibph - ojhgnuwfuwphnwyhli  2npwlbnhg  Swypuyhl
uhunwyppdh wlswinnid (nGupwjwgnid), uwhunwlyniguyhli dwup
qihynghiwgnid, swpwuwppntlbph gbpopufinwignid, dwuliwlp unn-
wnknhq U wyy thmphnfunipyntilibn:

Rwbwp  pdSl-p hwlhwdwpdhlbph hEwn gmuwgbmd Gl
wnunnpdntbughll YndwEpulibn: Uynwhuh pé8kul-UtGpp Ywuynid Gu
wpjwu Ununghwnubph W Jwypndwabph «ulywyElisbny» nbgbwunnplit-
nh gnndpg U tunnptlh pgheutph Jhgny Jwnlnid wunpUGnh huwnh-
dwjh dbe: ShuL-p pwjpwjdnid GU dwynpndwagbph Eunnihgnundub-
pnud, W puniGuntGpnip Ynenwyynd £ ghunngnind funjGuntpnih
GrtGputph 4wnd’ uygpnd hwugbgubind thpthpnn peheutph, wjunt-
hGinlw wrbpnuyGpnunnhy Jwhwuhyutph gnjugdwu (int'u UY.1.31):

Lot opuhn. Sl

pGwljwG
PRoL

Bhsl, opuhy. l
DL upupni- -‘.
Gwlng

LIullSl

nrn

JUUIUEGANYTELUShY
UGNt LUSHhy NFID

MMNMUEGEGHRNYELTUSREEY NFILR

U, = U
: {:} » LJupn UeErIUUL G D

PuL, opuhy.
et t;; oU 1Equppmibp

wupnlGwlng
Uy. 1.31. Pl-h hwhwwpbnngbl wuwpwnmwwlps gnpénilbnipiwl

ufubduinply wunnlybpp (SL° pnudnipuyhnlibp,
hUpyp.-@U' funiuinbpmp Fupbp thnfuwnpnn uypuwlnig):
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2-nn wnyntuwynd inpwé U wpebpngbuniejwl (junGuntph-
Uwjhu) gnpéwygh JténipjntluGpp twppbp nwphpwihu fudpbph
wnnng Jwpnywlg W upinph hptdhYy hhjwunntentuny tnwnwwnn hh-
JwunuGph 2pswunwd (UP3I), npnup 2wwn hwdwhi tnmwnwwnid Gu
wrtpnuylGpninhy pwpnniejnLubtpny:

UnynLuwy 2.

UpbtnpngEunipywl (funjGunbpnjwyhly) gnpdéwlhgn
pluulsnipywll inuppbn judpbph pnswlincd

wnwnphp funjGuinbphliuyhl
gnpdwlhg

wnnnoubkpp’

20-30 mwpblywlu 2,0-2,8

30-hg pwpén 3,0-3,5
upinh h26uhy hhjwunnieinit niubgnn
hhjwunutp (wptpnuytpngh pwpnnt- 4,0-7,0
pjnLultn)

RhwbGppuniGunbppuGdhwiph pniddwu pninp Jdhgngwnnidubpl
ninnywdé G wpjwlu JdGe hunGuntpnh ywpniuwyniejniup udw-
gbgutnL nunnnipjwdp: Uebpnuytpngh pnudnudp uyunwd GU nhGunn-
rGPwWwhwihg U pnidwlwl halyninipwihg, huy gwjinnil hhwtp-
hunGuntpniGdhwjh nGwpnid wugywgynid £ nGnnpwjpwjhu rGpw-
whw: Cunniuntd GU hGinlyw| ypGwwpwwnubpp.

o Utnuuinphlulibn (injwumnwmnpl, ynwywuwnwmpl, dupumpl L
wjt), npnup wpgbiwynd Bu punGunntGphuh upupbqp pgwpnnud®
dpgwlgw)jhu wpgGiwlydwu JGruwluhquny:

o Mnnpnclyny, dhunwdhly E L wju, npnup wpqbiwynid Gu
Lhwhnwjhl gGnpopuhnwgntup:

o Mmh&l, Elynuny, dwlhubww, npnup wwnnibwynd GU ©-3
dwnpwuwpernLubn: Wu Uunetphg wunpubnph Eunnpbinud upbrtgynid
E wpnunwghyihu PGls, npp wpgbiwynid £ ppndpnghinubph wanb-
quwghwU, wpjwl Jwywnpnnudp, W odnjwé £ wunpwiwjuhs L hhwn-
unnuhy hwwnynrpjntbutpny:

o Ghnopupli U Funnpwnpng, npnup wpwquwgunwd GU Skul-h
nGgbwwnnputph b |GnweenLutph uphbrtqp ywnpnnid:

o N UGS swthwpwdluny Epwlng, nnp pwpbpwgunwd £ RluL-h

dwywpnuwyp:
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Wnwyt] wup nEwptpnid yhpwnnod U unppghnu UGennutn,
ophuw\’ h&dnunppghw:

Jwngbin «UREILNUYLENN2h Y4ELUULHAULPUYUL
IhUNILRLE Ly p&dwh Ypnwpbmuy

1. PUuswybEu YupGlh wwpqwpwub], webpnuytpngh qupgwgdwl
Uywwndwdp hhjwunh hwyjwéntp)niun:

2. bugwhuh® wpdtp yntuGUw puniGuintGppuwjht gnpéwygh gnLgw-
Uh2p upwinph h2tdhYy hhjwunniejwl ntwpntu:

3. huswyhuph® UGhuwuhquutpnd GU wagnnd punntbwé nGnnpwjpwjhu

wpGwywnpwwubpu webpnuytpngh nbwpned:

87



1.12. USGrNhAU3PLL INCUNLLEGND
vunNnNr84yusdet td YGLUUUhLEREIL

lun GuintGpnip pninp untBpnhn hnpdnuuGnh® qyntynynpunphynpn-
uGph, dhuGpwiwynpinhynphnutph b ubnwywlu hnpdnbutph (wunpn-
gGuutph, Eunpngbuutph W wpngGuwntGuutph) Lbwhunpnu E (nEu
uy.1.32):

Uwntpnhn hnpdnbutbph upuptgh hwdwp npwbu fjuniGuintphup
wnpntp Swnwjind Gu untGpnhnngbU hyntujwépubph ghinnwywq-
Jdwjnud ywhGunwynpwé Grbpubpp Yywd wju Grbputpp, npnup
pungpyytiny Skul-h pwnwnpniejwlu JGe' dwnunwd GU pehe: hun|G-
untphUh wuswwnnidu hp Getputphg W YynpnhynuinGpnhnutph upu-
rtap pupwuynid GU Yynpunhynunpnwhuny:

OLGUSELOL (Cyy)

l

MPGEALHFLALOY (C,, )

l

MPNAGUSUAGLLED (C,) )

QGL3NFaNGNeo UbvErULOunr —
ShunNhauvtr(C,,) ShuNh2uEr (C,, )

Y
ULALNABLLELR(C,,)

l

FUSPNAGLLENR(C ;)

Ul. 1.32. Uinkpnhn hnpdnlblbnh uplipbqp funjGuinbpnihg:

Qyntynynpinhynhnutpp b dhubpwiwynpinhynhnutpp  dhw-
uhU Yngdnid 6U Ynpminplynuinbpnpnlbn (in&u Uly. 1.33):
UwntGpnhn hnpdnuubph upbprbqp ywunwpynid £ JwybGphywdut-
nh yGnuwjhu hwwndwédnid (Ynpunhgnp, winnuntpnu b wunpngbu-
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utp), puyGppnid (Eunpngtulbn, wpngbuwnhuutp), ddwpwulbpnid
(Eunnpngtultp) W uGpUuwpwuutGpnid (nGunnuntGpnu):

UhUprtgh Jwjphg untbpnhn hnpdnuutGpp thnpuwnpynid Gu nb-
wh rhpwh-opqwultp: Bwuh np nhwup hhnpndnp Jhwgnipjnluutbn
GU, nuinh thnpuwnpynud GUY ywwdGin wpjwl wjwgdwjh uyhwnw-
Unigutiphu: Uipnwdhup ng uwbghdhy thnfuwnnhg £, inpwluynpunhup
thnpuwnpnud £ Yynpunnhgnip, ubnwywu hnpdnu wwnn uwyhwwynigp
(U3Y) thnpuwnpnud £ ubnwywUu hnpdnubtpp: UGnwywUu hnpdnultph
thnpuwnpdwup Jwulwygnud £ bwl inGunnuinGpnu-tunpngtbl Yuwi-

wnn uyhwnwyntgn:

hhnpopopjmgoud
phodnjmqm
NADPHHT*0,,

CH,
@ {: ghwnppntd P,

@ g
umbqﬁn[inlnﬁ (Ca1)
(:113

o J:IS:G\@)

ntuwnnuwnbipnb (C,,) u;_pnqbumbpn[i (Ca)

CH: OH o CH; - OH
\ C=0 Il ¢=g
0 O
Ynpuhgqny (Cy) wgnuntpnG (Cyy)

UY. 1.33. vnjGuinbphlpg YnpinplynuinbEnnpnlbnh upliypbgh
ufubdwl:
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Uwnbpnhn hnpdnultGph upUuptqu pungpynud E puniGuntpnih
Unnuuwjhu 2npwjh wlgwwindp L untpnhn Ynphgh hhnpopuhjw-
gnudp:

UnweohU thnened, npp thdpnwdnpnn £ wdpnne wnpngbuh
hwdwn, punGuntbpnnhg wnwewunwd £ wpbguGuninup (Co-wywinnt-
uwynn): Wu thnuynud fumbGuinb&pmh Ynnduuwghl pnpwl hhnnopupyw-
unud F wouwélup winndubph Cz U Co nhnpbpnid, nnhg hGuinn wjn
wwndubph Jholt wwp dtnpynd £ L puniGuintpnih Ynnduwjhu
onrwih JGgwdpiwduwihu hwwnwép hGnwgdnud' wypbqlublininbp
wrwywgdwdp: YbnohUu nbwyghwl Ywwnwihgynid £ pGudnwquyni
Gptp ntwyghwubnu E| pupwuntd Gu NADPH-h U O,-f Jwulwl-
gnLERjwUp:

MnGquBunnuu opuhnwgyntd W hgndtGpwgynid £ wpngbuwnt-
pnuh wnwowgdwdp, nnhg wnwewuntd GU Jjntu untpnhn hnpdnu-
utpp' hhduwywunwd hhnpopuphjwgdwl nGwyghwutph 2unphpd,
npnup plbpwunwd U JhunnpnunphnuduGpnd W Eunnwjwgdwunhy
gwugnwd: buswbu nGudnwquwl, npwlup UnyUwbu huwnp gnpéw-
nnijrUEnnY opuhnwquwutphg Gu:

WU, pt huswhuh untpnhnh uptptq  Yywwwnyh, wwjdwlw-
dnpJwé £ pE nyjwy peontd wnlyw ptpdGunnutpny, G hhnpopuh-
(wgdwu ntwyghwutph htppwywuntejwdp:

AnpWE nunnt gwulywgwé $Enpudtuinh wupwywpwpnientup Yw-
nnn £ hwugbgut] hwdwwwwnwuhpuwl hnpdnuh upUetbgh puyddwl W
npw bwpunpnutGph Yniinwydwl, npu hp hGpehu hwugbgunwd £ nLpg
JdGunwpnhy uwbgwnpnidutnh:

Uwytphywdubph ybGnunwd upbptgynid Gu hnpdnuubph Gptp
nwubn® gyniynynpminplynpnlbp, dphubGpwnlynminpynhnlbn U wlnpn-
qbultn: Uupnne hhduwwUu qyniynlynpinplinhnp Ynpinpgnile £, npp
gmywlnd F fupdhlyuyhli gninned (inku Uly. 1.34):
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Sho
. g iwnhly

" punuip
ausé,
Ynpnpqn 57 1hwhnu jhG
3 Sul-p Juph
4 nhghupnnp /
cAMP
A N

Lnnuy puqiunnhly
gulig

uypnghumbpnb

11-nkqopup-
Ynpwhqng

dhwmnpnl-
nnhnd

UY. 1.34. YUnmunpgnih Ubppssuyhll uplipbah ghlip'
1. wnpEunynminphlyninpnnwy hnpdnli, 2. nkgbGwwnnn,
3. uyinwlnig, 4. wnEupyywin ghljjwqu:

b wwunwuhpuwl wnwppbp ueptuwjhu gnpénuutph (opphuwy’
hhwnghyGuhw, Jwpwy)' hhynpwjwuniup (GupwwnGuwenLUpn) wnp-
wnwnpnid £ ynpinpynuinpnwhu nhhghug hnpdnup (CRH), npp bwwu-
wnnd £ hhwyndhgh Ynndhg wnptunynpuinhynuinpnwy hnpdnuh (ACTH
ywd Yynpuinhynunpnwhl) wnwewgdwlun: ACTH-p (ynhwyGwwnhnwjhu
hnpdnup) Yynsgynwd £ bwl «upnbu hnpdnly, Uwywunnd £ JwytGphp-
wdutph Ynnuhg qpynynynpuinpynhn Ynpinhgnih wnwpwgdwup:
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ACTH-p Juwwynud £ phpwiu-pghoutinh wiwquwwnhy pwnwlph nt-
gbwywnnphu, wgnwyh hwnnpndwup Jdwulwygnwd £ cAMP-U: Unp-
inhgnih pwlwyh pwpébpwgnidp® hGnwnwpé Ywwh uygpniupny,
puyénud £ CRH-p L ACTH-h wpwnwnpntejnLup:

Ihduwlwl  quniynynpinplynpinp’ Ynpunpgnip  uplpbqynid  E
wpnqgbumnmbpnlpg’ Ci;, Coy U C. winndlUbph hhnpopupjwgdwl
nunfing: Ci7-p wBwp £ hhnpopuhjwgyh bwhupwu Coi-p, huy Cis-h
hhnpopuhjwgdwu nGwyghwu Ywpnn £ Ywwnwpybp gwulugwéd thnt-
(ntd: Uhupbgh hwdwnp wuhpwdtyn GU Gp&p hhnnopupjwquilibp,
npnup wannid GU LYwd nhpptpnud: Cq4-h hhnpopuhjwgniul pupw-
unwd £ nwlnwn, huy Juwgwé Gpynt nGwyghwutpu pugwunwd Gu
2w wpwgq: Grbt hhnpopuhwgnidp Jwwnwnpynd £ Uwhu Coy-nhp-
pnud, www nw pungpunniinwd £ 77a-hhnpopupywquyh wqntgnt-
rjntup, W uyudnwd E JhuGpwiwynpinhynhnubph upuptqp: 77a-
hhnpopufwquli hwpp Funnwwqduinply nbinplynyncdh $EpdEln £,
npli wgnmd F wypnqgbunbpnup Juwd wypEqubEuminbp Jpw: 21-
hhnpopumwquli Unyliybu hwnpp Eunnwwqdwnmply nEnplynynidh
PEntdlun E, huly 118-hhnpopupjwquli’ dpunnpnlinphuwy:

1.12. 1. LINYNYNLShUNLRLELh U2968NR3NILL

1. Unpwquwaglimd EU wEphpbnhly hniugwéplibpnid (Jywu-
ubpnuwd W wdpnud) wvwypinwlymglibnh quwnwpenipqdp, nph 2unphhy
wnwowgwd wlhUwpeenlUGpp Swnwjnd GU npwbGu unLpunpwn
gynLynutngtutbgh hwdwn:

2. pwlmd EU pgwppmd  gynignbbngElubgqp’ h  hwohy
npwluuwdhbwquwubph W gyniynubngbutgh hwlbgnigwjhu $EpdGUn
PnudntGuniyhpnidwn Ywppopuhyhuwquwih upbptgh hunnigdwu:

3. UnqGruwlymd EU quniyngh wnpwlhuwynmnp U jnipwgnidl
wmnwywpnughll hyniudwéplibpned, ophuwy’ Uywlwjhl, dwpwwjhu
L wypwjpl, npp hwuqbgund £ hhwtpghytdhwih W uppGuwjhu
hpwyhbdwynwd wwhwwund £ qpyncyngp Lywpnwihu hwdwywnpgh
hwdwn:

4. bwwuwnmd E jhynihgh wlhnpdugdwlp swpwuwyghli hyniu-
Yywépmd, nnp hwlugtbgunwd £ wpjwlt wywqdwjnud stupbpwgwé
dwpwuwpeenubpp wyGiwgdwup: Uw gnignpnynud £ yGunnbwjhu
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dwpuhuubpph upuptgh nidGnugdwdp W bywuwnnid YGwnngh qun-
qgugdwup:

QnLynynpnphynphnutpu wpqgbiwynd Gu hdntbwjhtu nEwyghw-
utpp b opgwuhquh hwywpnppnpwjhb ywwnwupuwln:

1.12.2. UBLEPULUYNrShUNhILE h (UL NUSErNLA)
ublet2re

UpuGnuwywlynninplynphnlubpnp Lbu wwnlwbnid Eu 21-wéfuwdliw-
Jhl  uinbpnpnlbppli: Uy nwuph wdGUwwywnhy hnpdnup  wynn-
uwnbpnlly £, nnp gnjwuncd £ Jhwju §éplyuypli gnuinned:

Unnuntpnuh uhuptgh uygpbwlwu thnyp wpngbuwntnpnlh
hhnpopuhwgnidu £ Cy1 nhppnid® nGgopuhynpunnhynuintpnnuh wnw-
swgnidny: Uw hp hGprehu hhnpopuphiwuntd £ Cqy nhppnud: Wjunt-
hGinl Swipwihu dépfy untdpp Cis nhppnid opupinwlnid F dhlisl
wynb&hpn b gmpwlined £ wynnuinbpnli: Inpdnuh uhbpetghlu bywuwnnid
U Na'/K" hwpwpbpnipjwt Ujwgndt wpwl  wwqlwinud W
wughnwnBughu I hnpdnup: Uughnuntughu 1I-U wnwewlnwd £ wlghn-
wnbughu I-hg wughnwntughl thnpuwytGpwnn (angiotensin converting
enzyme) dtpdtunh wagnbgnipjwup:

WughnwnGughu I-p oyunwwbtwwnhn £, npnu wnwewuntd £ (jup-
nnud  upbprbgqynn wlughnuntBughungtUuh o6Gnpnidhg: dbnpdwlp
Uwwuwnnwd E nEUpUu $GpdGUNP, npu wpunwnpynud £ Gpphywdubpp
Ynnupg: Wughnuntugphtu ll-p ywwynid E pwnwlpwjhlu ntgbwwnnn-
ubppu, wagnwyph thnpuwugdwlp Jdwulbwygnud £ dnupnhunghwnp-
nwjhu ntnhu, W wpryntupnd fupwuynid £ wnnuintpnuh uhuptqp:

Uinnuntbpnup bwywuwnnwd £ Gphywdutpnid Na*™-h nGwpunpp-
ghwjhu W K™-h, H™-h, NH4-h Epuyptghwjht: Ugnnd E hnuubph
JEpwpwoudwu dpw wy| Ewyhpbiwiht hjntudwépubpnud® ppuinliw-
gbnaétpnud, wnhputph [(npdwpwnwupenid b ppwaqbndbpnud, npph
hGunbwupny JGéwunwd £ wpjwUu dwywip, W dupnudp pwpbépwuncd E:
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Jwpnglin «USGrNhIUSHL INPUNLLE A
GunNni84UOLL 64 4GLUUULLRE2Ly phdunh Ybnwpepbniuy

1. lunlGunbphuhg untpnhn hnpdnuutph p°Ug nwubp GU uhUpbq-
Jniu:

2. N°n untpnhnutnpu GU JhwuhU Yngdnd Ynpuinhynuintpnhnubn:

3. Unpinhynuintpnhnutph uhbrtgh hwdwn n°n UnLEetpu U hwuntu
qwihu npwbtu punGuintphuh wnpnLp:

4. N\pintE°n £ Ywwnwnpynid uintGpnhn hnpdnulGph upuptqn:

5. lun|Gunntphuhg untGpnhn hnpdnuutph uphuptgh hwdwn h°us $tp-
dGuwnutp b yndbpdGunnutbp U wuhpwdtown:

6. UoG nGudnjwqw d$GpdGunnh nbpp:

7. CuyGppnd W ubGpduwpwuubpnud n°n hnpdnubtGpu GU uhUpbqg-
Jniu:

8. Uwytphywuh yEnnid hnpdnuutph h°bus nwubp Gu uhbrtgynLd:

9. Npn°Up GU gqynLynynpuinhynhnubph wqnbgniejwl JGhuwluhquut-
np:

10. Inpdnultph n°n nwuhU £ ywuwnwund winnuintGpnup, nnnk’n £
uhuptqynitd L n°nu £ npw wplnp gnpéwnniypep ($nLuyghwl):
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1.13. UGNUYUL InrUnLLGr

UGpduwpwuuGpp W dJwpwulbpp upuptgnud GU  hnpdnuubn,
npnup  wluhpwdtyn U $hghywlywl qwpgqwgdwu L pwqdwgdwl
hwdwn:

Qnuwnnunpnwhu-nhihghug hnpdnup, npu wpunwnpynwd £ hh-
wnrwwuntup ynnuhg, bwywuwnnwd £ hhwyndhgh wnwluwjhlb prreh
ynndhg gihynwypnnhuubph® yniinGhuwgunn hnpdnup (LH) W $nih-
ynri-fupwunn hnpdnuph (FSH) wpunwqwwudwup: LH-p W FSH-p
wwynwd GU pwnwUpwhU ntgGwunpuGphl' pupwutbiny cAMP-h
uhuptqn:

LH-p bwywuwnnd E wmGunnuintpnuh upuptghb uGpduwpwu-
uGnpnud W Fuwnnpngbup nt wpngbuwnbpnlf wnwowgdwlp djwnpwllut-
nniu:

g
OH CcC=0

HO 0
17- tuwnpwnhng wpnqbivnkpnb

FSH-p Jwpqwynpnd £ dJwpwlutph $nhyniutph wédp L
wyunhdwgunid inGunpyncywp uwybpdwwnngbutqp (FSH-h wnwyt-
(wantu wpnntbwydtGunneentult wpnwhwjnygnd £ LH-h wnwjnt-
RjwuUp):

MnGqUubEuninlp JEpnwénid F wpngbumnbnnlpf Jhypnundw| W
ghnnwwqdwwnhy $tpdGunnutph unphphy (int'u uy. 1.35.):

CuyGppnd L ntEnhu Jdwpdunwd (Corpus luteum) wynnqbuwntb-
nnup wywnhy unbpnhn £, huy Juwgwdé hyntujwépubpnid® uintpnhn
hnpdnuutGph Uwhunpn: MpngGuntGpnup Lwhwwwwpwuwnnd £ wn-
qwunp wwwnn 26npunp (EunndGunphnodp)t ddwpeeh hdwjwunmwgdwl
hwdwn: Pwgh npwuhg, wypngbuntGpnuu niup twywu Upwuwynt-
rINLtU hnhniejntup ywhwwubint hwdwnp: WunpngBuutpp upuptq-
Jnud GU hhduwywunwd ubGpduwpwuubpnud W phs pwlbwynipjwdp
dwyGphywdutph yennid nt dJwpwiutGpnid (inGYwjh ppheoubnpnid):
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SGuwnnuinbpnup hhduwlwl wlunpng&ull £, nn uhuptgynud E
uGpduwpwulbph LGinhugh peheoutpnid wyptgutuninuhg W wypngbu-
intpnuhg' Uh pwuh Jhypnundw| $GpdGunutph Jwulwygnipjwdp:
Uwytphywdh ytnwnid hhduwywunwd uhuptgynud £t wlnpnuin&l-
nhnlip:

([hpwhu pehsutpnid W npn2 swithny djwpwuutGpnid wbuwnn-
unbpnlpg wnrwswlnwd F nphhnpninbuwnnumbpnlp (23S° DHT) 5a-
nEnnilpinwquyh wgnbgniejwdp:

OH OH
So-nhgmly-
W

o 0 H

inbumnnuntipnG nhhpppnnbumnunbipnd (14S)

Muwaqdwjnud M3S-h pwbwyp nGuinnuntpnuph pwuwyh 10%-u
E, uwyuwju M3S-U 2wwn wybh wywnhy E:
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yplqGEGnnG

i
C=0
o i
O
wypogbumbpnl

17¢—bhphnpopupjuqu

17— hpgpopubjwqu

¥ CHy
C=0

HO
17¢-hhgpopupupkqitGnini

17¢-hphgppopupwypngbumbipn G

C17,20- thwqu

C17,20- 1hwqu

3 p-hnpopuhuwnbpnfuy nbhnmgbiwaw b »5_poibmugu

v
0 (8 ]
oagE - - 5
(@]
HO
nEbhhppobuyhwinpnuinkpnG winpnuinkGghn
1 1
| 3
17p -hhnpopupuwnkipnpy — 17/ -hhgpopuphuwnbipnhy —
gihhnpnghGugu ghihhnpnghGuqu
T i
% v
OH OH
HO 5: o
A -wiinpounkGghng mbvwnnuwbkpn b

UY. 1.35. WnbLqlubuninlf thnfuwnlynidp inGuwnnuwnbpnbp:

Eunmpngtultph phs pwlwynieintt uphuptgqynud £ Lwl wpnt-
utph 2pswunwd: Onyw plpwgpmd dninwiynpuwwbu 65Uq EFuwnpnl
wrwywlntd F wunpnuink&lnhnbipg, hulp 45u0q EFuwnpwnpng inbuwnn-
unbpnlpg’ wpnduwinwgdwl punphpy: NEwlyghwlu Yuwmwihgqynid E
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dhypnundw| $pbpdtlinwmnpy hwdwlwpgny' wpndunwquyny (inku
uy. 1.36):

humpbum bpny = wpbiqGhGomG - 17 hpgpopupupbqGiGnmnG —» ghhgpobwyhw fgpoun bpn

wpngbuvmbpnl .7 o hhgpopupupngbum bpnG=—— wigponum bighnG

|

wmbvmoum bpnb

pLupnuusuou |

| urpuusuoy |

OH

i v
tbmmpnjhmbGbp —'
; HO
i Eael 17B- tumpmuyhm (Ez)
o ik Gk
160:- hpypopuhtumpnb w ] dbmmpmpmGEp

OH

OH

HO
tvmphm

UY. 1.36. hquiljuull hnpdnlbiibph uplipbgh ufubdwli:

Fwgwnniejwdp uGpdUwpwulbpnud wnwowgwd 2w thnpn
pwlwyntpjwdp Eunnpwnhnih, EunpngbuuGpu wpnluGph 2pewuncd
wnwwuntd GU dwpwwjhu hyjncujwépned, dwoyned, wnnned, nunt-
nntd W wyl:

Wjuwyhund, mGuinnuintGpnup DHT-h W Eunpwnhnih bwhunpnu E:

YGpwpunwnpnnuwywl nmwphph ywuwlg 2pgwuncd Eunpngtul
wnwewuntd £ dnhyniubph gpwuncyniwihu pehoutpnid: 3Inhnt-
rjwl dwdwuwy Eunpngtultph hpduwwUu wnpjnipp puytppl E:

MnundGunwywnrqwjh 2ppwund hhduwywUu EunpngGul Euwn-
nnuu E, npu wnwwunwd £ JwyGphywdwjhu wunpngtu wunpnuwntu-
nhnuhg:
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1.13.1. EUSrNQELLErh Ubh RULL UGSULPNLLY ESEUSLE

1. Ugnbgnipyniup (hynypninGhllbpnh dGunwpenihqudh  ygpw:
UptpnqgEluyhli gnpéwlgh Uwagnidp’

e ShuL-Ubph nGgbwywnnputph wnwowgdwl fupwlunid W Shul-
h  dJwulhyuGph n. npwlug GuUupwdpwlyghwubph pwjpwjdwl
wpwagwgntd,

e PLhlL-h Jwywpnwyh, hwnywwbu FlL-2,3-h dpwyghw-
utph pwpépwgntd,

e punhwuntp puniGuntpnih Jwywpnwyh ujwqgned,

e hwlwopuhnwUuwnwjhu ELYW,

e CShL-Uutph thnfuwlwynrpjwl nLdGnugnty:

2. Ugntgnipiniip nulipughli hyncudwéph Jpw'

e YwighwnnUhUh uhlUptgh wynhyjwgned,

e wWuwpwuwn hnpdnuh wywnhynipejwl wpgbiwyned,

e wnhpltipnid Ca?*-h UpdSUWL ULSWgnLU,

e nuypwjhu hjntujwédph qqujuniejwl bjwgnid Ds-h UGunw-
pnihinuGph Lywwndwdp:

3. Ugnbgnpyniill wéfuwsnwinuypll thnfuwlwlniypywl pw'’

e hUunthup Lywwndwdp gqujunLEjwl pwnépwgntd,

e GLUpwuwnwUnpuwjhl gbndh ynnuhg huunt hup wpunwguwwn-
Jwu JGéwgnid,

e quntyngh Lywwndwdp nnGpwuwnniejwl rGunh Unpdww-
gntd,

e gUntyngh Jwywpnwyh ujwagntu:

1.13.2. USErnh12 3nrunuLerp U2168nHe34L
UGhuih2ULere

UwnbGpnhn hnpdnuutbpu wugunwd BU phpwh-pehoubph wiwaq-
Jwwnhy pwnwlueny, L npwug ntgtwywnnpubpp ghnnwwqdwjnid
wd Yynpphgnud GBU: Shunnwwqudwuwhy ntgbwywnnpp juwywéd E
wwbpnuh hGwn, npbu wynhjwgdwl thnipned wuswwnydned £ hnpdnl-
nGgbwunnp Yyndw|Gpuhg:

Ppwnwpanipntultph hGprwlwunieniup hGwnwjwu E.

1. 3InpUnUl wlguntd £ ppowprwnwUurh thwyhnwihu GpYy2Gpnny:
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2. 3Inpdnul wugunwd £ Yynphqwjhu pwnwurny W thnfuwgnnid
Unphqwjhl nbgGwwnph hGwn Jud Juwdtingd ghunnwjwqdwwnhy
nGgbwywnnphU'® dinunwd £ Ynphq hnpdnu-nGgGwunnpwihtu YndwGpuh
ywaquh JdGy:

3. 3npUnu-ntGgbwywnnpwihtu yndwGpup thnpuwgnnid £ Yufa-h
uwbghdhy uncyGninpnwihu hwenpnwywunipjwl hGn hwdwww-
tnwupuwunptl JGdwgunwd (Euhwlutbph nGwpnid) Ywd ujwqgbgunwd
(uwjBuutph nEwpnid) gEUWHhU Lnpwluyphwghwh wpwagnie)nLup:

4. Upwquwunud Ywd udwagnd E wnpwlupywghwih wpwagnt-
fenLup:

5. Onfuynwd £ hwdwwwunwuppwl uwyhwnwynigutGph pwuwyp,
npp Ywpnn £ wqnbl peeh Uyntpwihnpuwlwynipijwu W $niuyghnuwg
Jhdwyh ypuw:

LBwuh np untpnhn hnpdnuutph wantgnientul hpwlywuwg-
Jnwd £ inpwuuyppwghwih ywd npwuuywghwih Jwwpnwynd, nLu-
inh npwlg tdGynubph ppwwluwgdwu hwdwp wuhpwdtn £ Uh
pwlh dwd:

1.13.3. USErnp1 InrunuLErk enkibiunier3ut
ULIUrntuLere

UntGpnhnwjhu hnpdnuutph upUptgh wnwyb]p wnwpwédwéd
dwnwuqwywlu huwuquwpnwdp 27-Ahnpopufjwquyh whpwdwnuwnne-
pynclill £, dtpdtun, npu wluhpwdtyn £ gyncynynpninplynhnubnh U
uhbuEnpwywlynpinplynpnlbnh uplpbigh hwdwpn: Qniynynpinhynhnut-
nh wnwewgdwlu Ujwqgnudp hwuqgbgund £ hhwyndhgh wnwelbwjhu
prenid wnpGunynpinhyninpnw hnpdnuph (W4S3-h) wpunwquundwl
dGéwgdwup: Upjwl JdGe W4S3-h UG pwlwyh nbGwpnid dwytnph-
wdutph wywnhynipjntuu wénd £, b wpnniupnud wpwagwunwd E
wntquBuninuph upbptqp: “Yw hGwnlbwupny JGéwunwd E wypngb-
uinbpnup U 17a-hhnpopupiynngbuwnbpnup pwliwlyniyynilp, npu hp
hGprehlu LYwwE hnpEU 2wwnwgund £ wunpngbUubph pwlwyne-
rinLtup: 27-hhnpopufjwquh whpwywpwpnypywl wunwytbp guwjnnil
Yphupywywl whunwuhon Ypanhqd £, npu wnwewund £ wunpn-
gGulGph YnugGunpwghwjih wyGiwgnidhg: Ubunpnq&ulibpl hquywu
utnh wwunnh quwpgwgdwl pupwgpnid wnwwguntd GU wpunwphl
ubnwywl opqwluubph dwulynypipqughw: Suythu nnwutph ub-
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nwlwUu opqwulbnp Unpdw| wnBup nlutlu: FPw)g Uh pwluh wdhu wlg,
Juwnwdwd ubnwlwlu qwpgwgdwl Upwluubpp nwnunwd GU wyu-
hwjin: Lywwndnd t wpweuwgywé wa b nulypbph wlswh Yun
hwuntbiwgned: Unpnynitupnud wjn puwpunnudny hwuntu Jwpnphy 2wwn
hwéwh unpswhwuwly GU (huncd: U nnuintpnuh thnpp YnugtGunpw-
ghwjh wwwdwnny Upwlp dWunwwbu Ukgh htwn Ynpgunid EU Na™
Unh Ynpniunnp hwlgbgund £ opgwuhquh gpwagnpydwlup b wpjwl
dU2Uwl wuydwl, npu E| ywpnn E hwugbgut 2nyh W hwuywnpéwdw-
hnipjwl:

21-hhnpopupqwquyp whpwywpwnpnypyniip Gupwlyw £ pnod-
dwl: Swlbywgwéd qpyniynynpuinhynhnh ubpwpynd |pwgund E
wUhpwdatyn  hnpdnuph  wlpwydwpwnpnipjntup b Jhwdwdwlwy,
aupnid WUS3-h gbpwpunwquunnedp: pw hGunwupny nwnwpnid £
wunnpngtuutph wytgnLtywihb pwuwynipjwl uhuptqn:

Unpuinhlynuinbpnpinlibph’ qifuwynpwwybu Ynpinhgnih qbpwn-
tnwnpniejniup Yngdnid £ hpwlpynmnhghqd, npp hwawhu npw uhu-
rGap ywpqwynpnn JGhuwluhquubph pwpundwl wpnniup E°

» hfwynphah mengph L Ynpminpyninpnuplfr gepuwmnwnnne-
pywl nEwypnid nhungned E bgGluln-Yniphligh hhywlnnipynelp,

o Uwliphlyuwdubph  nienigph  nEwpnid’  hgbuln-Yniphligh
hwdwpnnwlppp:

Unninhgnih dwlwnnwih pwndpwodwl wwndwn Ywnnn £ (h-
uty phohwlwl Swlnwpbrbywonip/niin, upnbunp, hniquilwl
owlnwptnludwontpinitlp, wiynhnjuwyhli wpudwonipinilp, pnpnbp-
Gulwl Gnhhwdwhl wlpwdwnwnnieynilun.

Iy bpynpinpghqdp Ywnnn £ wnwpwlw| Ynpnhgnp Ywuwnn
glnpnihup dwwpnwyh pwpépwgnidhg, npp unynpwpwn hnpnt-
pjntuhg hGwnn EuwnpngbUwihbu pGpwwhwih Ywd gbUuh puwdhlu
ntptywnh hGinllwlp E:

hgEulyn-Yniphligh hwdwpinwiupzh hhduwywu Yhuhywywu
Lpwuubpu GU'* ymuliwdle nEdpp, «gih uwwuwinp», Ynlpbph Ypw
dwnwbnh Ynunwlynedp, thnph U Unlpbph Ypw dwlbnpwlwagnyl
26nuintpp, wmynihwqgbnnedubpp, duplyh pwnpwlybp, dqwlbughli poe-
nupynclp, hhwbpinGugpwl: Uyn hhduwunutGpp pliunypli-nEghuinbinn
&lU, upwlg 2ppwuntd Uwwynid £ hpwbpgipybdphw U qynilyngh
Uywwndwdpe innpGpnwliinnyywl bjwgnid:
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Uwytphywdutph dGnpptnpndh wupwywnpwpniejntup Ywnpnn £
qupgwuw] wnncptpyniynqwiht wd wninnhdnibwjphb puwlgup-
JwU hEnbwUupny: Iwdwpu nw ynpinhynuntGpnhnwihu wypGwywnpwwn-
utbp Gpywpwwnle punneuGine wpryniupnd hhwynpwiwdnhhwyndhquwn
hwdwlwnagh dupdwUu hGnbwup £ (hwwnwnd uwwh uygpniupny):

Uwytphjwdwjphu wupwdwpwpnipjwl hhduwywl Yyphuhlyuw-
YwU Lpwuutpu GUY dupyp b inpdwpwnwlplbnh yhedElnwghuyh
nidGnwgnidp, hhwyninEughwl, dhwlbuyhli pnynyynilp, dwpdup
puph Ynpniuinp, hhwynliwinph&dpwl (Unpunbih hhywlnnipynil):

Twngbn «UGNUYUL INPUNLLE » phdunh Ynwpbniwy

1. Uy hnpdnuutpu GU upUptgynd uGpduwpwlutph W dwpwl-
utiph Ynnuhg:

2. bUs hnpdnultp GU LH-p L FSH-p: bUs gnpéwnnype GU uwwnw-
nnLu:

3. SGuwnnnuwntbnpnuh n°n woéwugjwu £ wywnmhy L h°ug ptGpdEunnny E
wju upupbqyntu:

4. MntquBuninuphg wbunnnuintpnuh  wnwewgdwl dwdwluwly n°p
dtpdGunuEpU GU Jwulwygned:

5. hUs ntp niuh wpndwwnwqw dEpdGuinp W pugn®t £ wynwbu
ynsyned:

6. Npn°Up GU unbpnhn hnpdnuutGph wqnbgniejwu JGhuwUuhguutnn:
7. 21-hhnpopuhjwqwjh wupwywpwnpniejwl nGwypnd hUus hhywu-
nnLe|nLtl £ wnwowlnd ywnnh opnqwuhguntd, h°Us uwlbgwpnidubn
GU h hwjwn qwhu hEnwagw)nwd hwuntl Jwpnwug 2pswuntd:

8. hugn°y GBU wwptpynd kgbuyn-YUniphugh hhjwunnipintup L
hgGuyn-Unphugh hwdwhunnwuhpp: N°nu £ npwlg wnwewgdwl
wwwmdwnn:
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1.14. LhMhAU3PL dNlvULUUNIE3UL
hutaurntuuvere

Uh 2wpp hhjwunntejntubtp punipwanynd Gu pgheubpnid,
wnwybp hwéwh Ujwpnbpnud, $nudnihwhnubph U udhlugnhwhn-
ubph wybigny pwlwyniejwu Yninnwydwdp, npnug $tpdtunnwnhy
pwjpwinidu pupwunwd £ [hgnundubpnud: Wjn hhdwunnientuutpp
ywnpGh E pwdwutb] 2 udpht

1. hpdwlnniypiniilitn’ wuydwlwynpdwé  wpnuwpbibph
nbuhbhupquighuyny,

2. uphlgnipuypnnqlibp:

1. Unwphl fudphl F wwinlwlnid gndwé ulybpngp, npnh nbw-
pnud nunbnh vwpunwly ynepmd Lywndnid £ huswyGu Snudnhwyhnh,
wjuwbtu £ udphugnihwyhnh ywpnibwynipejwu bjwqgned: Uprynitupnud
ninbnh vwhwnwly nyep udwudnod £ gnpppli: Nenbnh uwyhunwly Uyne-
endhwjinuwptnynid £ unpdwnud pwgwliuynn funjGuinbnnih Gpén,
huly nnuninGnuyhly hGnneyned wuinwuncd £ dndnipuwypnpsr wyunnLuw-
ynrpjnLup:

2. Uphlignihypnngp dwunwugwlwl [hgnundwjhu hhjwunnt-
rinLtuuGph punwdp £, npp hwawpu wpunwhwjnydnd £ Jwuwywl hw-
uwynwd: Un hpdwunnipjniuubph nGwpnid |hgnundutpnid Lywuwn-
dnud E jnipwhwwnnly $EpdGunubph wupwdwpwpneenil, npnup
wUuhpwdtywn GU |hyhnuGph hhnpnihgh hwdwp:

Lhgnunduyghli $EpdEUinlbnh gnpéwnnyph qbuGwnhy puwl-
qunpdwlU nwpnwd wiyntébih hypnubpp Yninwyynid Gu ghgnund-
UGpned, wnnyniupnud npwup gwthbpny JGswlnid Eu, nipgnid U
wuypencd: Lhgnundw| $bpdGunnubpu wugunwd GU ghnnwwqdw, W
peon hupbwpwjpwjynid E: Bwuh np nunGnh hjntujwéputpnid udphu-
gnihyhnUtph pwlwyp 2wwn E, ntunh npwug Ywinwpnihquh fuwl-

quwpnidp hwugbgunwd £ mn&nh pehsliph $ntulghuyh prwlbiqupdwl
U dunwnn hbinwdliwgnipywl:
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Unyniuwy 3.

Uphlgnihyhnnqlbn
hhdwlinnt- PendEliin/ppdtlunh ypuhyuwlywlls wminw-
nLl waqnbnt inknp hwywnnyynlilibnp
rty-Uwpup | N-wugbinh hGpunquuhuh- Uwnwydnp hGunwduw-
hhywlinnt- nwqw  (hGpunqwuhUhnw- gntpnLu, YnLpnienLl,
pyntl qw A)/gwluglhnghn JywlwjhU pninLp)nLl,
sztGaWAC qwuglhnghn Gnmz-D)
UnLinnwyyned £ nunbnnidl
L thwybwnnd, Jwh
Jwn hwuwyntd:
Unwppth hhq quiwuynngbptppnghnw- Uunwynnp hGinwduw-
Juwlbnpnyyml| qu (B-qwiwwnnghnwqu)/ |gniejnil, UpGlhuh |phy
Cer t Gal pwgwywjnipnil, gw-
Lwyingh gGnpwdhnh
YnLinwyneud:
uhdwl-nhiyp ubhugndhthbwqu/ Ljwpnh, thwjbwnh JG-
hhdwlinnt- Cert P-runihu éwgnid, dinwynp hb-
pynLl nwdlwgnipintl, Bdw-
Jwunwgpwywlu £ Jwn]
hwuwyntd, udphugn-
JdhGhuph  ynrnnwyned
nLnGnntd, ywnpnntd,
thwjbwnnid:
In2Gh hhywl- g ntyngbntppnghnwaqu Ljwnnh, thwjéwnh UG-
nnpyntl (B-aunLynghnwqu)/ éwgnid, hunnnywlyw-

Cer t Glc

ynp nuynptph Epnghuw,
GpGhuwlGph 2ppwuncd
dunwdnp  hGunwduwgnt-

pInLtL,  qynLynghgt-
pwuhnh Yninwyned:

1.14. 1. LA INNLNSELLLEr, ONULUYNIRSUL

ULIUrntuLere

Npn Jwpnywug dnwin bywwnydnid GU hwynwpnnGhuutph thn-
fuwlwyntejwl dwnwuqwywu fuwlbgwnpnidubn, npnup hwlbgGgunid
GU wnwbwjhu hhwtp- ywd hhwnihynwpnnbhubdhwjh: “swlghg
Jh pwUhup UEpYwjwgywéd GU unnnple:
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1.14. 1. 1. 2huhwynwynninbhlibdhunh inEuwlilibnn

LhynwypnnthuuGph JGunwpnihqdh puwugqwpnudp Jwpnn E
nLnGUgUGL npuhynwypninEhlbdhuyny ((hynypninbhlblibph hwpwpt-
nnyyywll fuwpninned): Ujn inGuwyh wweninghwih wnwybp |nLpg
dubphg UbUp pliinwlbEhwl hhwbpfuniGunbpnplbdpwl E, npp Skul-h
nGgGwwnnnpnid intnh nlubgwé Untinwghw)h hGunlwup E:

Wjn gtuh jwnnigwépnid Lywpwagnywd Gu wyth pwu 300
dniinwghwubn: Iwnwwbu dwup hGunlwupubph wpnn GU hwu-
qbgub| q&lp nwppbn nbEnwdwubpnid funpnn nGiGghwlbnp, npnup
fuwhuinnud GU nGgGwywnnph uhbpetgp W hwugtgunwd Skul-h Ywwnw-
pnihquh puwugwndwl: Grt nhinynid £ bwl wwn B1ge uyhwnwynigh
dniinwghw, wwyw wrbpnuyltpngh Jwn qupgwgdwl nhuyh wuwnh-
dwUul wénwd £ 10-20 wuqwd: [wbdwfu dGnppbnpnyh 2wwn hhjwunnt-
jnLUlUGNh, ophlwy® 2wpwnpwiht nhwptwnh, hhwnehptnhnhquh,
Gppywdwjhtu  hhdwunnipjniuutph nGwpnwd  |hwynwpnunGhuubph
ywagunid wpnn Gu nhinyt] bWdwlbwunhw wundwhwubp:

hwnihwynwynninEhlEdhw

1. UpLtwnuyhynypninEplbdhwll dwnwugwlwl hhdjwlnnt-
piNtU B ywjdwuwynpwdé wpjwl wwqdwinid B-ihwynwnpnuntGhu-
utph (8hul) pwgwyw)nipjwdp: Mwqdwind [hwyhnutnh (wghiglhgt-
nniutph) Jwywpnwyp gwén £, nnp rupindhypnup W G8kul-h wnw-
swgdwl puwlqwnpdwl hGinlbwlup E: Ugmagihgbpmp Yniinwydnid £
wnhputpnud W gwpnnud, hwhinywé £ wynuwypnwlnig B-h upl-
prkqp:

2. SEGlugbph hhdwlnnyayynmli quwd a-thynwypninEhlup plhunw-
UGywl whpwdwnwpnpynel: Ipdwunh wpjwu wyiwqdwind pwgw-
winud GU PlL-UGpp, huy hjntudwoéplubpnud J66 pwluwynipjwdp
Yntnmwyynd GU fumbuinbpmp Geb&plbp: CL-h pwgwwniejwu
wwjJdwuutpnud pwgwlwinwd £ bwl wwynuwypinwlynig C-ll-p, npp
LhwynwypninGhulhywquwih  wynphdwwnnp £ Upnniupnd - wpjwl
wiwquwjnwd pwpépwlunwd £ bwl ng hwuntb U-UGph W G8luL-UGph
Jwywnnuwyn:
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IhwyEp huynwypnninEhlbuhw

1. LhynwynpninGhlyhwwquyh plinwbbiwl wlhpwywnw-
nnwpynelr (1 wnpwy): Uju ypdwyp punipwanpynid £ wpjwu hnuphg
fuhindhypnuutph 2wwn nwunwn nnipupGpdwdp, wnpnniupnud
npwup Yntinwyynd GU wpjwl JGe: C8uL-h dwlwnnwilp yunpnn
E Uunpdwjhg pwpndp |hub|, huy Skl-p U PRL-h dwlhwpnullbpp'’
gwén: Ipgwlnnipyniip upyned E swpwbpny hwpniun ubinclin
punnibbipu:

2. Llwnwlbhwl hhwybpfuniGunbpmbdhw (11 wnpy): 3p-
Jwunutph 2ppwuncd UWywwdnid £ B-thynynninkplp (8vl) dw-
qwpnwiyp pupdpwgnid, npp Wwjdwuwynpjwdéd £ wywqduwyned
funiGuntGnpnh punhwunp Wwpnibwynipjwlu JGdwgdwdp.: 3nu-
Yywoéplbpnd Ynuinwlydnmd F swpwy (puwliinndwlbn, wpbnndw-
ukp):

3. dAmdwlp hhdwlnnuyayncli’ fumbGuinbpnh Gpbplubph ww-
pnnghly Ununwlynid, qupquinid E hhwbpfuniGuinbnn Guhw,
npp Wwjdwuwynpywé £ thgnundutGpnid funGuintpnih Grtpubnh
hhnpniwqwjih wywnphynipjwl buwqdwdp:

4. Llunwlbhwl hhwybpinphwghiqihgbnmEdhwl Eunngbu
duny wnwowgwd wnphwghigihgbpniubph (G8kul) pwpép Jw-
wpnwyu £ SphwghiglhgGpniutph Jwlywpnwyh pwpapwgdwup
gnigwhtn JdGéwunwd E hunGunbpnih ynugGunnpwghwl, Ujw-
gnud E qyniyngh bywwndwdp wniniGpwuwnnieiniup, Skul-h b Rhul-
h ynugGUinpwghwutpp Unpdwjhg gwén Gu:

Jwngbn «LAhNPRALELP ONLULUYNIHRB3UL
rRULQUIrNIULENLy pEdunh ybEnwpebmuy

Lhwyhnwjphu  thnpuwuwynipjwl puwlugwpdwl p°Uug inGuwyubp

gnjniEjnLu nLuGu:

2. Npn°Up GU nhulhwynwpnintGhuGuhwubph wnwowgdwl wwwndwn-
uGpp:

3. YhuhynwynpnnbGhubdhwutph h°Ug inGuwyutp wu:

4. 3pwyn- W hhwbGphwynwypninGhuGdhwutph h°bg nGuwyubp Gu
hwjwnuh: LGl npwlg wnwowgdwl wywwnbwnutpp W yhupywywl
punLwagnGnQ:
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LUPNPUSNY UChUSULLLE
«LANPILErh ONULUYNIR3NILY PUIUL HELPULEN3UL

Lwipnpuninnn wuuwninuwlip Ne 1
1. YGwinnbuyhli (wgbwinnbiuwghly) dwndhlulibnh nnnoncdn

Ugkwnnluyhl dwpdhlilibn 6l

CH;z;— lC— CH,—COOH CH;3— lCH— CH,—COOH CH;— C—CH3
| |
Q OH Q
wgbwmnpwm- B-hhgpopuhpniphpunn wgtiwnnb
gw juwppnr

Ugtuinnliughlt  dwupdphulibpll wrnwewlmd &L pwpnmd wgk-
infpy~SCoA-hg, nnp unwgynd £ dwpwwpeenlutGph B-opuhnw-gnt-
Jhg: Unpduynid wgbwnmnbiuyghlt dwndpllbph pwlwlyp wpywl Uty 1-
3uUq% E, L nhwup dEgqned s&GU npnpyncd: dhdwyp, npp punpnynid £
wpjwl JGe jwd Jegnd wgbunnUwjhu JwnpuhuuGph pwuwyh pwné-
pwgdwdp, hwdwwwunwuppwlwpwn yngynud bt wgbnnbbdhw (4&-
wnnbbdhw) qwd wgbinnuniphw (GGwnnbmphw): Cunhwuntp wyn yh-
dwyp yngynwd £ Y&Gwng L. wnwewund £ pwpwpwpunnh, ungyh W
wnnpuhy hnhniejwu dwdwlwly: YGwnngh ng hhdJwlunwaghu aubpp
hwunhwntd GU dwpwny hwpniun nhGunwjh nGwpnid, uuntun punnt-
uGintg hGunn, éwup dhghywywlu Swupwptnuwoéniejwl dwdw-
uwy:

B-3hnnopupipniphnuwnh b wgbinnwgbunwmp Gnywpwnle wn-
nwqwunudu wnwowgund £ pnidbpwihu Yuwwnhnuubph Yynpniuwn,
npp hwugbgunid £ hhduwjhU wwhGuwinh hynubdwu W §&wnnwghnngh:
2huyynn 2wpwpwpuinh nbwpnd YGnnwghnngp Ywnpnn £ dwyw-
nwagpwywlu hGinbwupubp nLtuGuwy:

UgEwmnluyhli dwpdpllibpp ' npwbu FubpgGEnply unipumnpunn-
utp, jnipwgdmd U dwpupuyhli dywlbiibph, uminp, wnpnwlgwlwl
hyntugwoph Ynnuhg: Mnbnp ynupwglined F npuwlip undh dwdwlwly:

2. Nnwlhwlwl nEwlghwlbn
w) Lhp&Uuh Udni (innndnpduyhll bdne)
®npédwlneh Ut |gut] 2U] JGq b wybiwgut] 3-4 wrhy 10%-
wung NaOH, wjunthGinl Jh pwuh Ywphy Ljnignih [nwbnype
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(Ywihnidh jnnhnh W jnnh (nénye): @nL)| lmwpwgutihu wnwowluntd
E ynnndnpuh punpny hninny pwg nEnliuynily bunywop:

CHs=C= CH3+ 3 + 4NaOH — CHJ3 L + 3NaJ + 3,0 + CHCOON 3

Il n 1}
5 innndnn

L) Lintgnih Udne

Ipduwjhtu Jhewdwjpnid  Uwwnphnwdh  Uhinpnwpniuhnh'
[Naz(CN)sNO]Jx2H,0  wnywjnipjwdp  wgbunnuwjhu  Jwpdhulbpp
nwihu U qupdpwliwplipwgnyli  gniiwynpned,  npp - fupn
CH3COOH-h wnywjnipjwdp dGpwéynid £ wy Juindpfr.

Ipduwjhu Jhowdwjnnud Uhnpnwypniuhnh hGwn ungyu gnibw-
dnpnudu £ wwihu JbGgh Unpdw| pwnwnpwdwup® YpGwmnplplp,
uwluyl pwgwpuwppdh weluwnyeyniipg wyl nbnbned F U whh&unw-
unid:

Pnpdh plpwgpp: dnpbwunph Jdbe (gub] 2d) JGq, wybiwgub|
3-4 Ywphy Uhnpnwpniuhnh |nwonpE, 3-4 Jwehy 10%-wung NaOH,
wjuncthGunl 5-4 Ywehy uhuin CH3COOH:

Lwpnpnuwiinnn uppiwinwlp Ne 2
Llhnhwlnin lum&Euinb&phlth npnoncdl wpywli 2héntyncd

Elygnqbl funjGunbpplp’ 0,3-0,5q, ubndnidynid £ ulunh hbGun,
huy Eunpng&lp' uhupbqunid E opqwuhqund® 7 opmd’ 0,8-2q:
tnjGumnbpplin hhduwywunwd upupbqynud £ ywpnmd, Gpplwdlb-
nmd, dwlybphlwdluGpnmd, qunybGpwluyhll wwwnned: Unnne Jdwpnnt
dnin wpjwl 2héncynid punhwuncp punGuntGphuh pwuwynieiniup
150-250uq/ny E: funlGunbphuh swpwwerYyw)hlu GrGpubphu pwdhlu £
puyuncd punhwunip punGuintGphuh 60-70%-p, 30-40%-p wqun
funjGuinbnhlls E:

fun GuntGphuh pwuwynipjwl JGéwgnidu wpjwl wjwquwjnid
(hhwbpfuniGuinbnplbdhw) nhindnwd £t wpbpnulybpngh, 2wpwnwiu-
wnp, dGfuwbhlywlwl nEnlwpiinp, UEpninp, deuplighinh nEupnid:
funGuntppup pwlbwynipjwlu UJwagndu wpjwu JGy (hhwynfunib-
unbpplubdhw) nhindnud bt vwlwdwpyniunypywls, undp, innipbplnt-
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ynah, Yciinpnbwlwll ywpnuyhlr hwdwlwngh Juwudwl, hhunihlp
uEpdniodwls, ppnuplywlwl upinughll whpwywpwpnieywl nEwypnid:

tunGuintiphtup pwgwpiwuhhnphnh, 66Upwywl prRYh L pwgw-
fuwprdh puwnunipnh wnwjnipjwdp unwunwd b ywlwyg gniliw-
ynnnd:

Pnpdh plpwgpn: 2,1J] phy 1 nGwlywnhyphu wybwgutp 0,14l
shGunihqywd  2héniy: Chénlyu wybjlwgut] nwunwn, wjuwbu, nn
wju hnuh thnpbdwUnph wwuwny: Pnpbwlnpep pwthwhwnt 10-12
wuqwd W 20n nGnwynpt] prGpdnunwwnnid 37°C-nLu: Npnpnud BU
dEYU-ny 630-690 Ud wihph Gpywnniejwdp (wpdhp (ntuwgqunhg), 0,5
ud hwuwnnipjwdp Ynytnnd phy 1 _REwynhyh nhdwg:

Qnudhlyh Guwnnignidp: lon GuintGphuh unwunwpwn [nLénLrhg
wwwnpwuwnned GU Jh 2wnpp Unupwgnidubn (nG'u wnjntuwy 4):

UnynLuwly 4.
th-ph funjGuwnbphlp phy 1 nbwly- |  funjGuinbphlp
hwdw | uinnwlnwmn [neényph | wnpdh pwlbw- | pwlwlynipgnilp
nn pwlwlnipniip Unipynilip ug-ny| dq%-ny
up-ny
7 0,05 2,15 0,09 90
2 0,1 2,1 0,18 180
3 0,15 2,05 0,27 270
4 0,2 2,0 0,36 360
5 0,25 1,95 0,45 450

lunlGuinGphuh  wpuwwnwlpwiht  unwunwpwu [nwdnLERUGPN
Jowynid GU wjuwbu, huswbu thnpdh udnwubpp:

NGwlywnhyubp’

1. ehy 1 nEwlhwnhy. 1 Jwu vwngupwgwhuweenL, 5 Jwu pw-
gwhuwuhhnphn, 1 Jwu puhwn 66Upwywl prenL:

2. lvmiGuinbpphlp unnwlinwpn (niénype. 100 Jp funGuntGphup
(nténud 6L 100 J| wnwpnnnigjwdp swihhs Ynpwinud |gywéd 2,54
pinpndnpdh UGy W pwgwpdwly uwhpinny hwugunwd Uhphu (14|
(nénLep ywpniuwyned £ 1,8dg funjGuntnhl):
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PCGUSEr «LhNAILENh ONULUYNIRSNILLY PUJULNS

1. N°n Jhwgnipyniuubpp thynwypninthuubph Yuqund 26L
hwunhwntd.

w) funiGuntipng p) nphglhgGphnutn

4) gwuglhnghnutin n) wqww dwnpwweenLutn

2. Npn"Lp BU wwuypbwwnhy phywqwih wgnbgnipjwl Ytpguwlywl
wngwuhpubpp’.

1. mphwghiglhgbinny

2. nhwghiglhgtnni

3. Ununwghiglhgtipny

4. qLhgtipny

5. dwnpwuwpernLubn

w) 1.4.5 p) 2.3.4 q) 3.5 n) 4.5

3. Swpwwppnitutph YELuwupuptqp*

1. wywnhjwunwd £ ghnpwwnny

2. ywhwugnid E phnuinhu

3. ywhwugntd £ NADPH

4. ywhwugnd £ FAD

5. Wwhwugnid £ ATP

w) 1.2.4.5 p) 1.2.3.4 qg) 1.2.3.4.5 n) 1.2.3.5

4. N°nu £ UUL |Gnwppniubph yepwptpjwp hEnlyw wunnwdubphg.

w) Gpypnpnwjpt |Gnwperntutpu wnwywlund GU wnhputph Jhypn-
dInpwjh wanbgnipjwup

p) |Gnwperntutph qawih Jwup yGpwnwnund £ jwpn EbnGpnhGuw-
inhy 2ppwlwnnipjwl Uhgngny

q) |GnwpeenLutph YEuuwuhUupbgh hwdwnp wuhpwdtyn Gu NADPH+H",
O, L wuynppwwn

n) EunGpnhbwywwhy 2ppwlwnniejwt wywwbdwnnd wybjwund E
funiGuintpnh oguwagnnénidp |EnwerenllEnh wnwewgdwl hwdwn

5. hugh® pwluwyu E 2wwnwund thynwpnnbhu thywqujh pwgwlywjnt-
pjwlu wywjdwlutpnd wpjwu wjwqduwynud ubunny dwpw punniubinig
hGwnn.

w) RhulL-h p) StulL-h

q) uhnuhynnuliiph nwipnidhth htwn Yuwyws thwhnutiph

6. Ukwnngbkubkqh YyEpwptpwy n’p wunndp 8hGS QL.

w) wnpgqwuhpltpl GU wgbwnnwgtGwnwwnp W B-hhnpopuhpnihpwunp

p) ynngbul pupwunwd £ ywnpnh dhinnpnunphnidutpnid

q) PB-hhnpopuh-B-uGrhigyntinwnhi-CoA-U wn  wpngGuh  Jhgwlyjuwy
Jdhwgntp)niul £

n) wpngbuhu Jwulwygnwd E B-hhnpopuh-p-uGrhigyntinwnh-CoA-
nGnnLyunwquu
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7. Mpnunwgwunhuutph YyGpwptpuw) hGnlywp wunnwdubphg n’pu E
UluUL.

w) npwug ntnwjhbu wgnuwu hnpdnbubtp Gu

) nhwup dhahninghwwtu wyinhy vhwgnipjntlltn Gu

g) nhwup wnwwluntd GU wpwhuhnnuwerYyhg

n) nhwug wnwewgdwl ntnhu Yngyned £ |hwopuhgtGUwquwjhu

. L26L uniGuinbpnih YEuuwuphuptqh 6h2nn hwpgnpnwwuncp)niup.
1. wgbunnwgbwnh|-CoA

2. Jbwnbwwn

3. uydwtlu

4. B-hhnpoph-B-UGrhignttnwph-CoA

5.

w

©o

[wlunuwinbpng

)1.2.4.3.5 p)1.4.2.35 qg) 1.4.5.2.3 n) 1.4.2.5.3
9. N°p hhjwunnipjwl ywwéawn t a-opuhnugdwl fuwlgwpnidp.
w) NEpuntdh hhjwunniejwu
p) [@6)-Uwpuh hhjwunntejwl
q) UGrhUwnUwwnw]hlU wghnniphwjh
q) Lhdwuh-Mhyh hhjwunniejwu
10. N°n npniypUkpu Bu 6h2wn gyniynynpinhynhnutph yEpwpetpjwy.
1. npwug bwhunpnp funGuntpniu £
2. npwup ywwyned BLU uwybghdhy ghinnwwquwwnhy nGgbwywnnputphu
3. npwup Yuwnpgwynpnid GU qELUWhU EpuwypGuhwl
4.npwlp wywnmhywgunwd Gu gynLynbngtubqp
w) 1.3.4 p) 1.2.4 qg) 1.2.3.4 n) 2.3.4
11. N°n Jhwgnipyntll E ywpnibwynid Gwpuywppniub.
T.inphwghiglhgtpnip
2.$nudwnhnhifunihlp
3.udhugnghup
4.punGuintpnp
w) 1.3.4 p)2.4 q)1.2 n)3.4
12.0°n  thynwypnnbphuubpu b wwpnibwynd  50%-hg  wybih
nphwghigihgGpniutip.
1.ruhnuhypnuGpp
2.C8hL M-l
3. RuLM-u
4. StuLN-u
w) 2.3 p)2.4 q)1.2 n)1.4
13. N°n pLGpdGUnp  wynhynipjwdp B ywydwluwynpjwéd pbunw-
opuhnwgUwl wpwagnipjntup.
w)wgh|-CoA-uhlpwaquw
p)ywnUhwinpb-wghinpwludbpwqu |
g)ywpupinhu-wghpnpwuudpbpwqu
n)hhnnpopuhwgh|-CoA-nthhnpngtlwqu
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14.Cunpbkp Swpwywpepntubph YEUuwuhupbqh JYGpwptpwp 6h2wn
nnniypUGNQ.

wUuhpwdbywn £ Jwinuh-CoA-h uhuptq

wunwnynwd £ ghinnwwqdwnid

wUhpwdtown £ NADPHH"

rhnuhU-Yutujwi wpngtu £

wUuhpwdtywn GuU NAD" U FAD

w) 1.2.3.4 p) 4.5 q) 1.2.4 n) 1.3.5

15.N°n wunnudu £ UUL Swpuwppniutph YEuuwuphupbqh yGpwpbp-
jwy.

w) wynpngtuh $tpdGunutpp UnipinpdtpdGun yndwGpuh Yuagunid Gl

p) wuhpwdtywn £ NADPH+H"

q) Uhpwuyjw ypnnntynutpp ywwyywé Gu CoASH-h htwn

n) Jhowuyjw| wpnnniynubpp yuwwywsé Gu UDU-h hbin

16.Np° hjntujwéputpnid B jnipwgynid YEwnnuwghu Jwpdhuubpp.

1. ydwhupwjhu dywuubpnud

2. Jhnjwpnntd

3. Gphywdubnnud

4. pnptpnid

w) 2.3 p) 3.4 q) 1.3.4 n) 1.2.3.4
17.21-hhnpopuhpwqujh wupwywpwpnipjniup hwuqgbgunid £ hGnbyw
wwpeninghwh qupqugdwl’

w) Unhunuh hhjwunntejwu

p) Uhnhihquh

q) hgtugn-UnLphugh hwdwhuwnwuhph

n) hgtugn-UnLphugh hhjwunnrejwl

&) dwytnhywdutnh Gnynpnpnwjht wupwywpwnpniejwl

18. blswyt’u E Yupquwynpynid OUQ-CoA-ntnniyinwquih wywnhynt-
pjnLup.

1. funiGunbpnp wywnpdwgunid £ OUQ-CoA-nbnniyunnwquwih qbtup
nGwntunputphu

2. punGuntpnp wpgbiwynd £ OUQ-CoA ntnnLywnwaquwjhu

3. ynqwitun dnnhdphywghwih UGhuwluhquny

4. wpgbiwyynud Eqpniywagnuny W wnpGuwihuny

5. wywnhyjwuntd E phUunt huny

w) 1.2.3.4 p) 2.3.4.5 q) 1.2.3.5 n) 1.2.3.4.5

19.0°nu £ punwutywlu hhwbppunGunbpnitdhwh hhduwjwlu wwwn-
dwnp.

w) punwuhpntd ng Ghown uuybip

p) ubunny wybtignLy runGuntpnih punnituncwdp

q) S8luLN nbGgbwwnnph Untinwghwl

n) wwn C-llI-h gGuh UnLinwghwu

&) LN-(hwywquwjh qGUuh UnttnwghwU

O wh =
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20.4ung opqwuhqunid nw2uwlwnwnwphg hGwnn Euwnpngtultph
wnpynep £

w) wypngbuwnbnpnup

p) wpniwywhup

g) wunpnuwntBunhnup

n) lnmGuwnnuwntnpnup

&) nhhhnpnuinGuunnuwintGpnup

Awwnwujuwllkp® 1. g), 2.q), 3.n), 4.n), 5.n), 6.n), 7.n), 8.p), 9.w), 10.q),
11.q), 12.q), 13.p), 14.w), 15.9), 16.n), 17.p), 18.n), 19.q), 20.9):
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bnwyhéwlyuyphll filinhnlibn « LA NP2ALENPP ONRLULUUNIBRSNIL»
pwdlh Yenwpbniuy

1. 3nhphu, npp bwhuyhund niukgt] £ Uh pwUuh hnhnipjwlu punhwwnned,
Uwyyt; £ Jphnnwdhuwjphu pndnd: Cunpbp wju Jhunwdhup, npl
wwwhnynd £ hnhnipjwl Unpdw| quipgwgnidp:

w)Jhuinwdhu D

p)yhwnnwdhu K

g)yhtnwdhu A

n)ypunwidpli E

2. Buwunndwwnngny nmwnwwnn wuswthwhwuh hGnmwgnunnipnituutph
wpnynitupnid  hwynwptpytp £ punwublwlu hhwyGppunGunbphbGdhw:
Gphuwjh wpwu Jdbp n°p thynwpnnbhuh  pwlwlynipyniul E
pwpépwgwb:

w)ShL-U

p)C3hL-Uu

q)RhL-U

n)UkuL-U

3. Gpthuwjh $EpdGunp Pniuyghwih dwnwluquywl puwluqgupdwl
wwwbwnny quugihnghnp (Gyz) Ynnmwlyynid tE griunintnh (hgnund-
utpnud, UWwwnynid £ Jnwynp qupgugdwl hEnwduwgnepnil, Ynipnt-
pjntlu, Ujwlwjhu pnipntpynil: hugwbu £ Yngynd wyn hhwunnip)nilp:
w)Ynpwppth

plret-Uwpuh

q)Lhdwu-Mhyh

n)Nn2Gh

4.hgtuyn-Uniohqg hhjwunnipjudp nwnwwnn hhjwunh wpjuwu JGp
pwpdwpwgwé E gyniyngh b YEnnuwjhu dwpdhuubph pwbwynipynilp:
Uju nbwypnd n’p YEuuwphdhwywlu dGjuwbhquu E hhjwlnnipjul
gLlluwynp ywwnbwnp:

w)aLhynthap

glayntynlibngblbgn

q)B-opuhnwgnLup

maynLtynynpinhynhnutinh uhptgh wywhynipjwu wuynidp
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QLNfv 2

nur2 Unhsuunr8uvGrn
donhvuvuuni@3niue

LUGunwUuh opgqwuhqunid wUhUwpenLUGNh pwgwnhy L wnwy-
Uwjhu Lpwuwynteyntul wju E, np npwughg Gu upbrtqyntd YLLuuw-
pwlwlwl Ywuph hhduwywu gnpdhputpp® uwyhwwynigubnn:

Uyhwnwlyngubpp pwpépwdniGyniywun phnynihdtpubn Gu,
npnlg dnundGpubpp wdhbwppniubn &Gu: Uwpnnt opgwlhquh
pninn uwyhwnwynigubpp uhtuptqynid Gu 20 a-wUhUwperNLUGphg W
Jhdjwughg wnwpptpynid U nndjw uyhwnwynight punpn? wdhlbw-
rrYywhU hwonpnwywunipjwdp: Upnniupnd uhuptqwéd uwyhunw-
UniguGpp  Jhdjwlughg wwpptpynd GUu  Jwnenigwépwihu L
dnruyghnw hwwnyntentuutpny: Uwhwnwynigubpp Guuwpwlw-
wl wywnphy dJhwgnientultp Gu, npnup hphduwywunid nLuBu
Jwnnignnuwlwl, Juwwwihwnhly, thnfuwnphs, wwrwnwwunnulywl
(UGluwUupywlywl W hdncl), wnpndply, Yoéynnwlwl, pnrdbpwypl,
puywyswyhlu, wqnwlpwbuyhl, wuinhq&uwyhlu, hnpndnuwy b qEUEwnhYy
(Ewyhqb&Uund) dnLuyghwlbp:

Uwyhwwynigutpp pwlwwwbu gEpwyonnid Gu yGunwuh peeh
pninp  Jjnwu JwypndniGyniuGpphu W dwpnne  opgwuhquh  ¢nn
quwugwéh hwdwpjw yLul Gu:

UdhUwprentutph nGpp yGunwuh opqwuhgqunid sh uwhdwlw-
thwyynd uyhwmwynigh upbetght Jwultwygnipjwdp: “Ypwlughg Gu
wnwewund Jh 2wpp YGUuwpwlwlywlu wywnhy dhwgnipjniuutbp®
Uywpnwuhsunpnwujnietn (UG NNdGnhwwnnputn) (op.' AUuUr3), wuh-
Uwpreniubph wéwugjw| hwunhuwgnn hnpdnuubp (op.” wnpGuwhl),
wagnwun  wwnpntbwynn ng uwyhwnwynigwihu punyph Unietn (on.’
uncyGnuinhnutn, hGd, punihu, YpGwwnphu W wjb): Npn2 nGwpbnpnud
wuUhUwppentutpp Ywpnn GU ntuGUw] bwl ELGpgGwnhYy pnluyghw:
Uwulwynpwwbu dwup tubGpgnntdhghinh nbwpnid (op.” Gpywpw-
il pwng, ppnupywywl hpdwunnipyniuutn) Jwd uwyhwwynigwjhu
ubbnwywnpgphb wuguthu wdphbwpeernUGph Jwwmwpnhqdh wpgw-
uhputpp Ywpnn GU nwnUw| untpuinpwwn ATP-h uhbrbgh hwdwn:
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Wugwéhg hGnlnwd E, np yGunwuh opqwlhgunid wdhUweenL-
utph thnpuwlwynipintup wpsétu Ywdnipe £ untnénud W UhJjwlg

Jwwnid phdhwywl nwpptp hnpuwytpwnedubp:

2.1. UUbhuluf@NILEGrh UNL3NIPLENL NI
oasuanrsuul nrMhuere

Opqwuhguntd gnjniejntu ntbh wqww wJdhUwerenlutGph $nun,
npp Unin 100g E: Uw pwdwywuhl phs E, Geb hwyh wnubup, nn
unpdw| Ywqudwépny swihwhwu dwpnne (70 g pwony) yYonh 12
Ya-p uyhwnwyntg t: Pehoubpnd wqwwn wdhbwerNLUGNU wnwow-
unwd GU uGthwywl hyjncujwépltph (Unwin 400q) W ubuunhg utnwgywé
uwhwnwynigubph (Unin 100q) pwjpwjnidhg, hUuswbu Uwl wéhuw-
ontphg uhupbtqwé wuhbwrrenLuGphg (Unwnn 30q): Cwwn pohsubpnid,
pwgwnnipjwdp fuhun Jwulbwghunwgywdutph (op.' Epprepnghun-
utp), wnwewgwdé wdhlbwpepnlutphg uhuetuqynid GU Unp hjnLu-
Jwdpwjhu uyhwnwynigutp, huswtu bwl mwpptp YELuWpwlLwywu
wywnhy Jphwgniejniuubp® ywwnbGhuniwdhuubn, h6d W wju (inG'u
uy.2.1):

b wwppGpnipint gynyngh (gthyngbl) L dwpwwperenLUtnh
(npphwghralhgtpniubn)”  wdhuwpepniubpu opgqwlhqunud  sGU
npulinpynid npuE hwwnniy Yninmwynedubph duny: Wn £ wwwdwnp,
nn wpunwywng (EpunpGdw]) hpwyhdwyubpnud (op.' Gpuwpwnl
pwng, pnnupywywu hhjwunnipjntuutn) npwbu wJlhUwpeenluGph
«ywhbGuwn» hwuntbu GUu qwihu hjnudwépubph (Jwubwynpwwbu
Jywuwjpl) uyhwnwynigutpp, npnbp opngwuhqunid wdGUwwwnl Gu:

Rwnpy £ upb, np swhwhwu Jdwpnnt opquwuhgunid opwlwu
thnpuwuwyynid £ dnun 400g uwyhwnwynig, pun npnud, wunwnUwih
pwjpwjyncd £ npwug vhwju 1/4-p (Unn 100q), npp yGpwywuguynid
E hhduwywunwd uulnh uwhwnwynigubpp bW opgqwuhqunid Jwulw-
Yhnptu uhbprtgynn Eunngtu wJdhbwprnLUGph hwyhu:

Wjuwhuny, JdGp opqwuhqunud wJhUwpprenilGph hhduwlwl
wnpjnLpp ubunh uyhwnwynigubpl Gu:
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(V101081 o}
UmhsSuunks

(100g)

nfuwphub
hjntujwépwjhlu mdrljwngrantlr:bnh
uwhwnwlynig uplphq

(400q/onp)

uUuhLu@EdU3bL ALY

~30qfopp

Uhupbqynd U™

- wynpdpphppulubp

» YpGwuwnpl

- UG pnupwuudh-
wmbkpukn

« wnLphuukp

- whphJdhnhUubn

« wgnun

wuwpnibwlynn wjp

dhwgnipjnituubn:

hjntujwépuwjhu
uy hnwlnLg
(400q/0pp)

gquntyng, yGunnuwjhu
q1hyngkl JwnpdJpulbn,
Swpuwwpeenlubp,
umbkpnhnubknp

N

UdpLuwpeniukp, npnup stu
Juwulwlgnid phnupbpbunply
nGwlyghwukphlu:

UYy.2. 1. Udhuwppencubph wnpnipubpp W
npwlg hEunwquw <Swlhwwnwqghpp»:
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Jwnpgbp UUPLURRNFLENP UNL3NFPLENL NFOQASUANNPOUUL
NFPLENL» pEJuh YEpwpknjuyg

1.0pnUp  GU uwyhwwynigubph W wdhbweentlGpnh  hhduwywl

dnLuyghwubpn:
2. bUs E wquuwn wdhbwpprnubph $nunp b nppwu £ wju Yuquned:
3. hUg pwnwnnhsubphg £ ywquwé wqwun wdhuwerywiht $nunp

U hush® ypw £ wju Swpuuynrd:
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2.2. UMbhSUUN8LGErh YGLUURULUYUL UrdGeL

2.2.1. U2NSU3PL 3USUEUSPN (FULULU)

Uwhwwynigwihu thnpuwlbwyniejwlu yhdwyp dhon qguwhw-
nGnt gwihwup? £ wgnunwjhtu hwadtyzhnp: Ugnunnuyhlu hwipd&lyrhn
ubunny ongwuhgu LuGpudntéywé wgnunh pwuwyh b wgnunwjhu thn-
huwlwyniejwu yGppbwywl wpqwuhputbph' glluwynpwwtbu Jhqu-
Ujnteh b wdnUphwywiht wntph Ywgunud wpunwqwwnynn wqgnunh
pwlwyubph nmwppGpnie)nLul E:

Unpdw uudGint nbwypnid swihwhwu wnnne Jdwnpnnt opgwuhg-
dnud wwhwwuynid £ wgnunnuyght hwjwuwnpwlpencpyni, wjuhuplu®
uGpuntbywéd wagnunh pwlwyp hwydwuwnynd E wpunwquunynn
wqgnwunh pwlwyhu:

Mwlywl wgnunuyhlu hwpyblrnh ntwpnid uulunny ongqwuhqu
uGpunitbywéd wgnunh pwlwyu wytbh £ wpmnmwqwunynnh pwuwyhg,
npp punpn? £ Gphunwuwpn, wénn opngqwuhquphl, hnh Jwuwug W
hynLénn hhywunnientuubphg wwywphuynnutphu, Gpp uwyhwnwynig-
ubpph upbprtgh wypngtultpp gbpwy2nnid GU pwjpwjdwl wpngbu-
utphu:

Pwgwuwlwl wqnunuyhl hwpyblrnh ntwypnid wpunwquwn-
gnn wgnunh pwuwyp gbpwyrnnid £ ubpdniéynnh pwuwyhu: Fugw-
uwywl wgnunwjhu hwoytyohn nhingnid £ tmwptg dwpnywug 2now-
unwd, Gpywpwwnl pwngh, uwyhwnwynigwhu wupwywnpwnniejwl,
hyjnLénn hhywunniejntlubnh nEwpnid W wjju:

2.2.2. ULLMNrU UmbhSUunk8h LNruuL

«Ugnunwjhu hwodtyohn» hwulywgniejwup uGpunnptGlu wnpus-
Jnud £ utunnid uyhwnwynigh unpdwjh (fwhwpwduh) puunhpp:

®dnpaétph oquniejwdp NnLpuGpp hwynuwpbpt) Euyhwnwynigh
wju pwlwyp (23,29), npp wnwwbu pwjpwjynid £ ny uyhwnw-
ynrgwjhu nhGwnwjih nGwpnid (8-10 on nnnnnipjwdp): WU yngyned E
NnLpubph «dwwoénipjwl gnpéwyhg»: Ugnunwiht hwyjwuwpw-
Uonnipntup wwhwwubnt hwdwp pwywywu £ 30-50g uyhwinwyntg
punntuGip, npp Yngynid £ phghninghwywli bjuwquignyl (dhuhdned):
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Uwluwju Jwpnnt wnnnentejniup bW whuwnnibwyneeintup wwwhn-
JGint hwdwn uyhwnwynigh win pwuwyp pwdwnpwn s£: Iwunwun-
Jwé E, np uwyhwnwynigh Unpdwl swihwhwuh ulUnwywpgnid
(nwghnuntd) Uhghu dinwynp b $hghywlywl swupwptnujwénipjwl
nGwpnud Jwaqund £ opwywl 100-120¢g (YGLUUwpwUwywU Uhuh-
Jdniwd), phuntuuhy dunwygnp b $hghyjwlywlu dwupwptnujwdnipjwl
nGwpnd® 130-150¢, Uhusl 12 nmwpblywu GpGhuwutph 2pswlnud wju
50-70q E: Swulbpyn. wnwptywuhg pwpép GpGhuwubpp wbwp E
punntuGU swihwhwupU hwdwpdbp uyhwnwynig:

UoGUp, np utunnud uyhwnwynigh Unpdwtu hwdwnythu wu-
hpwdbywn £ hwyyh wnut wuhwwh pw)p, Lnwnphpp, utnp, Jwuliw-
ghwunnieiniup, whuwwnwuph wwjdwulutpp, Yhdwjwlywlu gnpénl-
utpp:

Uwyhwwynigwihu thnpuwuwyniejwu yhtwyp wwjdwlwynp-
Jwé E ng Jhwju utunny punntudnn uyhwmwynigh pwbwyny, wjl
JGpehuhu npwywywtu Yuaguny:

2.2.3. UNhSUUNFSU3hL ULLYP LhUrgGRLNHB3NFLL

Ednynighwjh pupwgpnid dwpnnt opqwuhqup gnpébwywuncd
Unpgntl £ Up 2wpp wdhbwppepnilutp uhuptqbint huwpwynpnie)nLup:
“Nwlg uhbpetqu pupwuntd £ swhwqwlug nwunwn, W wuhpwdtywn £
pwqUwehy Gpdeunutbph dwulwygnipinil, npnup Ynnwynpynid
Gu wnwpptp gtubph Yynnuhg: UWyuhwjnn E, np wnwhuh wdhUw-
rrNLUGNh uhUptqp YGUuwpwUunpbU wllwywwwywhwpdwnp E L
onqwlhquu wybh «aGnunnw» £ yGpehUUGpu unnwlw| uuunh Jhen-
gny: Ujn wdhuwppentutpp yngynid U wlbthnfuwphubih (Eubughwy):
“Ywlp GUY $GUhwwuhlup, dGphnUhlup, ppGnupUup, nphwywnndwlp,
ywihlp, thqhup, [Ejghup, hqni&jghup:

Upghup W hhunhnpi wdhUwepenlutpp  swihwhwulbph
2npwund upbpetgqynud GU pwywpwp pwlbwyutpny, vwywju Gpt-
huwutph Unpdw| wéh LW qupgwgdwu hwdwn wuhpwdbwn £ JGp-
shuutphu |pwgnighs punnituncd ubunh Jhengny: Wjn huy wywuwndw-
nny nphwup Ynsdnud GU dwulbiwlyh thnfuwphUbip:
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Gyu Gpynt wdhuwprnLutp® phpnghup W ghuwnbGhlp, Ynsynid
GU wuydwlwlwl thnpuwphlbih, pwuh np upupbqynid GU wuthn-
huwphuth wdhuwpepnlutphg: Fhpnghup uhupbqynwd £ $GUH W W-
Uhuhg, huy ghuwnthup® Utrhnuhuhg:

Ulwgwé nie wdhUwprenubpp hGonniejwdp uhbuptqynid Gu
pehoubnpnud W Yngynwd GU thnpuwphubip (ng Eubughwy): Ypwup GU°
wuwwnunuwnp, wuwywpwaqghup, wwuplp, gynunwdwwnp, qynLnw-
dpup, qihghup, ubphup b wypniplp:

Rwny £ UpGEL, np gnjnip)ntu ntuh JGY wj nwuwlwnpgnud Wu,
pun  nph' wnwpptpnud  GU wlthnpuwphubih, thnpuwpphlubih W
Yhuwhnpuwphubph wdhbwppeniubp: Cun  wjn nwuwywpgdwl®
ghun&hlu wdhbuwppnity nwuynid £ thnpuwphbth wdhbwpprenLubph
2wpphu, huy YhuwihnpuwphUbih U wpghupl, hhunphnhl b phpnghl
wdhbwppnLutpp:

Y puphwlhwl wuwblywnlubn: Nowgpwy £, np wuthnpuwphUbh
wuhlbwpprnluGph UG6 wwhwlUp nluh wénn opgwuhqup. nplhgb
tuGughw] wJdhlwprdh pwgwywnipintt Ywpnn £ hwuqbgub] wéh
ywugh, nput uvwbghdpy UNLpwhnpuwuwlywipu nnnt puwuguwn-
dwu:

Jdunwuqwynp £ bwl wju ywd wju wdpbwperyph wybgnLyp,
opnhuwy® uwhwnwynigutph uhurtghlu sgdwutwygnn wdhbwpperenLUGph
pwluwyh wybiwgnidp hwlugtgunwd £ whunpdwyh Ynpuwnh: ULrehn-
upu W rhpnghb wdhbwpentutph wybigniyp wpjwu JGe upwunid E
dwyGphywdubnh gnpéwnnypep (dniuyghwt): NpEt JGYy wdphlw-
rrYh ynugtUnpwghwih JGéwgnudp Ywd thnppwgnudp Ywnpnn E
thnpub] UGy wj] wdhtweryh jnipwgnudp, ophuwy® (Gjght wdhuw-
rrUh wytigntyp Upgwlgwjhu dGhuwuhquny puydnid £ hp Yunnig-
Jwépwjhu wlwinqutph® hgniGighu L Jwihu wJdhbwpprnlutph
jnLpwgniup pghgutinh Ynnuhg:

UJGh Jwupwdwul wju puunpplu ywunpwnwnuwup jnLpw-
pwugjnip wuhuwperyh Untpwihnpuwlwynie)ntul ntuntdbwupnbipu:

2.2.4. UnhSUUuNk8Sh UELUURLULUYUL UrdERL

Uwpnywug ubunh uwyhwnwynigh hhdbwwl wnpjniputpp yGu-
nwuwywu b pniuwywU dwanid nlutgnn ubunwujnietpu Gu:
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Cunn YEUuwpwlwlwu wpdtph' uwyhwnwynigutpp |hunwd Gu
[hwndte W ng [hwndbp. Lhupdte wju uyhnwynigu £, npp hwdw-
wwuwnwupiwuntd £ hGinlyw| wwhwusubppu®

I. wl wbwe E wwnniuwlyh pninn wuthnfuwphubh wdhuwypeenL-
LEn owwhdw; hwnwpbnnipintub&nny,

2. |huh nynLpwdwnu, hE&punnipwdp Gupwnlyyh wypninGwqulbnph
wqnbgnLpywln:

Lhwpdbp uyhnwynigh Ehuwpwlwlwl wpdtep wyywjdwlw-
ywunpGUu punniuynwd £ 100: Wnwhuphp GU ddh U Ywpreh uwhunw-
ynrgutpp, huy, opphuwy, nwydwph duph uyhwnwyntgubpp YGuuwpw-
Lwywl wpdtpp 98 E: AnLuwywl dwagdwl uyhwnwynigutphg wsph £
puyund unjwjh uwhwnwynigp, npnud pwnpép £ W uwyhwnwynigh
innynup, W wuthnpuwphutbh wdhbwereniubnh wwpnibwynep)niun:

UyGh pwpép YGUUWpwWUwWywU wnpdbp nluBU yEunWLwywu
Swaqdwl uyhwnwynigutbpp: Antuwywl Swagdwl uwhwnwynigubpp
ghenud Gu JGpehuutphu, pwuh np wybh nddwp Gu Jwpudnud W
hhduwwunwtd wnpwwn GU [hghUu, JGehnuphU W wphywnndwl
wuhUwpprnlutphg (hpptlue, nn npwue EuGUughw; Gu): Uwlwju Grb
ubunwywnagnd  oguwagnpdytl  pnuwywtu  Swqgdwl  wnwppbp
uwyhwnwynigutp, www opgwlhqdp YwpGlh E hwdwipty pninnp
wupwdtin wdhbwpepeniutnnd, ophuwy' [npwgghutph uwyhww-
ynigubpp (YGUUWpwlUwywU wnpdbpp 36 E) wnpww GU [hghlu
wJuhlwprprYyny, pwjg hwpniun GU mphwywnndwuny, Gghwunwgnptup,
punhwywnwyp® hwpniunn £ hghund U wnpwwn nphwywunndwlny:
UyUhwjwn E, np Gt ulunwywnpgnwd |hutGu W Gghwwwgnptuh, W n-
pwqqghutph uyhwnwynigubpp, wwyw dwpnnt opgqwlhqup Yuunwuw
pwywpwp pwlwynipjwdp wuthnpuwphuGh wJdhbwrerenilubn:

2.2.5. UnhSUUNF8U3hL ULAUHUrUrnHe3NkL

Uwhwunwynigwihu wupwywpwpnipjwl nwuwlwu ophuwyubp
Gu «yyquphnpynpy L «whdGUunwn dwpwqd» hhjwunnienLulGpp:
UJwohnpynpu hp wudwunwdp unwgb] £ YGLpNUWYwU UdHphyw-
jntd b pwnwghnptl pwpgdwuynd £ npwbu «nuyt Ywd Juwpdhp
innwy: Iwunhwnud £ bwl pupgdwlntpjwl « pjw» lnwnppGpwyn:
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Ltannhn wnwnijjwghwjh Utpywjwgnighsuinh 2npwuncd dw-
qbpp nwnunwd GU wpdpw-2wgwluwywagntu, wjuintnhg £ «nuyb
ywd wpdhp wnnw» wudwlunwdp: Ipdwunnieintup hhduwywuncd
quwpgwuntd £ wnpww Gpypubpnud, npinbn GpGhuwubpp s6U unw-
unwd Jwpe jwd J6y wy yeunwuwywl uyhwnwyntg. Upwlp hhduw-
wunwd vudnd U pwlbwlnyg b Gghwywwgnpbuny: Ipjwlnniejwlp
punpn? £t wéh Ywugp, wubdhwlu, hhwnwpnunthuGdhwl, pwpnh
dwnpwwihu nhunpndhwl: Mwuyptwuh ppheutph wnpndhwlu hwu-
gbGgunid £ ypnunbnhnhy $tpdEunuGph wpnmwquwundwlu puwugwn-
dwlup: dbGpghuu Ef hwlgtgunud E wnGunwdnpuwjhu unpwynnid
uwyhwnwynigutph Jwpunnniejwl, hGunbwpwp W jnipwgdwl juwu-
quwnpdwup: Upunwhwpynd GU bwl Gpphywdubpp: Anddwl pwugw-
Ywjnipjwl ntwpnid Gpnthuwutph Jwhwgnieniup hwuunid £ 90%-h:
Grt unyuhuy GpGhuwutpp s6U Jwhwunwd, www Upwlug 2pswlnid
quwpgwuntd £ dinwynp wunwnuwih ntgtuGpwghw: Ipwlnnte)nt-
up pnudbint bLywwnwynd wuhpwdbyn £ hhjuwunhu wuhwwwn nw)
J66 pwlwynipgjwdp yGunwluwywlu ocwagdwl uwhwnwynigubn:
Ogunwywn E Uwl uuunh JdGe wybwgut| thghup wpGwwpwwnubp:

LU huhynptU Yywohnpynphg dninn 100 wuqwd wybh hwdwfu
hwunhwyntd £ wpGywohnpynpp® uwyhwnwynigwjhu wupwywnpw-
pnipjwl uwhdwlwihu dhéwy, npnd wjdd wdpnng Gpypwagunnid
tnwnwuwned £ 1 Jhhwpn dwnpn:

Rwpy £ UGl Uwl, np h wnwppGpnientt  «yjw2hnpynpph»’
«whdGUnwnp Jwpwaqup» punipwagpynd £ W uyhwnwynigwpt, W
winpphwwlu wupwywpwnnipjwdp:

Jwnpgbn «UNhSUUNFSLENrh YWELUULULUYUL UNrdGLLy
ptUwh ytpwpbnjuwy

1. P°Us E wgnunwihu hwadtyohnp: Ugnunwihu hwpybyonh huswhup®
nwnpwwnbuwyubp ywu:
2. hUs E uyhwnwynigwjhu unpdwl W nppwU £ wjl Yuquned:

3. huswhuph®u wbwp £ (huh [hwpdbp uwyhwnwynLgp:
4. Npn°Up GU uyhwnwynigwht wupwywnpwpniejwl dUtnn:
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2.3. UmbhSUuunisuerh vurunant@sniue

Uwhwwynigutph dwpunwdp yuwunwpyned £ wnBunmwdnpuwjhlu
inpwynnud ywEwywnhnhhnpniwgqw (ypnunGwquw) $tpdGunubph Jwu-
bwygnrpjwdp, nph wqnbgnipjwdp uwhwnwynigubpp pwjpwjynid Gu
wuUhUwpprnLutph (nE'u LY.2.2):

Cuinn wagnbgnipjwl JGhuwuhquh® ypninGwquwutpp pwdwl-
Jgnud GU 2 rudph.

1. Eunnybwywhnwqubp, npnup wnhwybwwhnwiht 2newh
UGnunud hhnpnihgnud BU wEwwnhnwihu Yuwwtpp (nnwughg B wGw-
uhup, mnphwuhup, phdninphwuhup, Efwumnwaquw):

—Nutunp
uwhwnwynigubn

_ unwudnpu / ynhuGyuhnubp,
olhgnwbwwhnubn GL
— npn2 wJdhbwpenLubp

nEwh wnpn

nppuyupl,
phdnunppuyupl,

Ljwuwnw g,
GUupwunwUnpuwjhl lpuppopup-
gtind whwywmpnuwqw

olhgnybwwhnubp GL
wuUhbwppnLukn

wUhbwuy Gwuwh-
wquwlbp,
Pwpwy ?m_qm f

wnhp wnnhw by wnp-
nuquwukp

{———[wmuwppniutn

-

UYy.2.2. UnGunnwdnpuwyhli mpwlywnncd ypninknihinply $Epdtlwn-
uGpny ublunp uyhwnwlynigubph puypuyncdp:
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2. Eygnuybwywhnwqlubp, npnup hhnpnihgnud GU  Swjpwjhu
wwbpp: Swppbpwynid GUY Ywppopuhwbwywnhnwquwutp (GGnpnud
U C-6wjphg) L wdhuwwbGwwnmhnwquwutn (GGnpnwd GU N-6w)jnhg):

2.3.1. UNhSUUNFSLErh UUrunN1nNHe3NkLL USUUNRUNFY

Uwyhwwynigutph Jdwpunnnieyntup uyudnud £ unwdnpuncd
unwunpuwhjnieh wqnbgnipjwdp: Unwdnpuwhjniep dlwynpyned
E Jh pwUuh pphoutGph hwdwwnbn whuwwnmwluph wprynitupntd:

Uwnwdnpuntd wnyw U hGinlyw| pphoutpn.

w) Iwpwywuwnwihb (WwnphGunw)) peheutn, npnup wpunwnpnid
EU wnwpprrNt W Ywuwnhh UGpphU gnpénl:

p) G ruwdnp pohoubin, npnup wpunwnpnid U WEwuhunqbu:

g) Iwybywy pehgutn, npnup wpunwnpnd G Unighu wywnnt-
uwynn [nné:

n) LGnnuGYpGwnnp peheubp, npnup wpunwnpnud Gu YGuuw-
pwunptU wywhy Jhwgntpjntuutp, hhduwywunid hnpdnultn:

G) Snnnituwjhu pehoutp, npnup wwwhnynd GU uwnwdnpuh
pehoutinh Unpwgntdp:

Unwppryh nbpp: Unwdnpunwd uyhwnwynigubph dwpunnnt-
rjwl UGy UG6 nbp E ywwnwpnud wnwerenllu: Unwdnpu wugwd uwh-
wnwynigubpnp, gpgrbind unwdnpuwwwwnnh ECI-pphoutpp (entero-
chromaffin-like cells' UGjpnubyptuinnp peheutn), bwwuwnnwd Gu hhu-
nmwdhuh L uwyhwnwynigwihlt punieh hnpunuutph® gwuwmphuubpp
wnpumwqwwundwup: “Ywlp hptug hGpehu pupwunwd Gu HCI-h L
wbGwuhungbu wpndbpdbunh ubyptghwl: HCI-U wnwewUunwd E
unwdnpuh  wwphGww| pehgubpnd Jh  2wpp nGwyghwubph
hGunlwupny, npnup UEpYwjwgywd Gu LY. 2.3-nLU:
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k LNHIULSR

UY.2.3. Unwppyh wpunwquwnncdp unwdnguncd’
1.Quppnwuhhnpwqu, 2. H+/K+-ATP-wqu, 3.wdhUwppenLubn

thnhuwnpnn uwhnwlynigubn, 4.ginphnwhl wugninh:

HCI-h ynugGUuinpwghwl uwnwdunpuwhjniend 0,16U E, nph
2unphhy E| pH-h wpdtpp 2-h Unwn E:

UwhwwyniguGph  Jdwpunnnipjwu  JbGy  wnwperyh nbpp
hGunljwl k.

1. Unwowgluntd E uyhwnwynigutph nGlwnnipwghw:

2. Ntup pwywintphghn (Jwuptwuwwl) wgnbgnip)nil:

3. Uwwhnyntd E unnwdnpuwhjnieh pH-p:

4. Uyinhdwgunud £ ywGwuphungtun:

NEwuhuh nbpp: Unwdnpunwd uwhwnwynigubph Jdwpunwdp
wwjJdwlwynpywé £ ybwuhu dtpdtunnd, npp quuwnphuh waqnt-
gnipjwdp ng wywnhy (ghungbl) &duny’ wbGwuhUungbuh wnbGupny,
wnpunwnpynud £ unwdnpuh gluwygnp peheutbnnud: Unwdnpuwhjnt-
rnid HCI-h waqnbgnipjwdp wtwuhungbuh N-Swiphg wynyynid £ 42-
wuhtwprywjhl Jduwgnpnutphg Ywquywsd wbwwinhnuwiht $pwg-
JdGuwnp: MnihwyGwwnhnwihu 2npwjh Juwgwdé dwuh Yynupnpdwghnlu
JGpwywnnigdwl hGnuwlpny duwynpynd £ wybwuhu dEpdGLUnh
wywnhy Yyunpnup: HCI-h wagnbgniejwdp wnwowgwd wbwuhlUl
wybh  wywhy £ thnpuwpybpwynid  wbwuhungblp  wGwuhup.
wuwwnpynid E wniinnuwnwihg: MGyuhul oywnhdw| wywnhynip)ntu
E gnigwpbpnud pH-p 1,0-2,0 uwhdwuubnned, npp hwdwwwwnwupuw-
unwd £ dwpnip unwdnpuwhjnieh pH-hu: MGwuhup hhnpnihgnud E
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wnpndwwnhy wdhbwpepnutph® $Guhjwiwlhuh, chpnghuh, nphwwnn-
Swlh wdhuwhudptpny wnwewgwd wtwwunhnwhu Yuwbnp:

[wny £ U2EL, np unwdnpunid wtwuphungbuhg wnwewuntd E
wEwuhbwudwl $EpUEUN’ quuwnphpuhl, (owyuihdwy pH-p* 3,0-4,0),
npp [pwgunwd £ wyBwuhUh wantgnieniup whinphy hwwnywénid:

Swpphpuypli  wnwluduwhwwnlynipyntbutpp:  Ynéph YJwpeny
ubynn GpEhuwutph unwunpunwd JG6 pwuwynipjwdp wpunwnnpyned
E ntUphUu (phunghlU) $GpdGUnp, nph wywhyniejntup 2wwn gwoén t
(Unyupuy Ywpnn E pwgwywjt) JGSwhwuwyubph 2npeswlncd:
nGuhup Yweh Yuwqbht uwyhwnwynighg wnynd £ glhynwpnnth-
nwjhu Jh hwunydwé' ywagbhup yGpwédtbind wwpwlwaqbhuh: Mwnw-
wagbhup hp hGprehu Ca2+—h hnuutph wnywjnipjwdp Jwywpnnud E
Ywpep' npwuny huy wwhbind wju unnwdnpuntd® uyhwmwynigubpp
Jdwpubnt hwdwnp: LnpwoéhulGph unwdnpuwhjniph pH-p 3,0-5,0 L,
npp oywnhdw] wwjdwl E hwwnjwwbu nBupuh wqnbgnipjwl
hwdwnp:

RGnwppppwywl E, np jwreh winwhuh Jdwywpnndp hwjnuh £
npwbtu pwngn dwhwpnnid, nph pupwgpnid jwrlwwpwpp wwh-
wwudnwd E, L Jwywpnwé quwugwédp nltup pwngn hwd: “w og-
tnwagnpénd GU wwuph nGhuuninghwynid, Gpp wtwuhu $EpdGunny
Jwpe GU Jwwnpnnid:

Y huphwhwl wuybwnubnp: UnGunwdnpuwht tinpwynh nwn-
pGp hphdwunniejniuubph nbwpnid unwdnpunid puwbgqwpynud E
wnuwprryh W ywtwupunqbuph ubyptGghwl, npp hwugbgunwd £ uwh-
tnwynitgutph Jwpunnnipjwl fuhun puwbgwpdwup: UJGh hwbawju
YJuwuyned E HCI-h uGyptghwl, huy wtwuhuph uhupetgh uwEwnNNLUp
hwunhwntd £ unwdnpuh nLpg whunnwhwpniduGph nGwpntd:

Lhupywlywl wpwynhywind J6é nbp £ hwwnwgynid unw-
Udnpuwhjnieh rrywjuntpintup npn2Gintu, npp uwplnp whuwnnpn2hg
Upwlwynrejnitu nLtup (int'u wn. 4):

Unwdnpuwhjnieh prywjunientup Ywpnn £ |hubp pwpép,
gwép wd punhwlupwwbu pwgwyw)bi:

Uunwdnpuwhiniph pprpyujuncpyjul  pwpénwgnedp punpn) E
unwdnpuh Ywd 12-dwwnbjw wnhph funghtu, huswybu bwl hhwbp-
wghn gwuwnphwnhu: WU ninGygdnid £ wjpngny, (nLény:
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Unwdnpuwhiniph prpyuwuncpjul hgbgnidp punpn) £ hhwn-
wghn, wnpndhy W Jh pwuh wj; qwunnphnutppu: Uinpndphy quuwn-
nhnutph ntGwpnud pwgwywinud Gu W HCl-p, W wGwupup: Wju
Jhdwyp yngynd £ bwle unwdnpuwjhb whuhhw: Unwdnpuwwwuwnh
wwnpndhwih wwwdwnny puwuqupynd £ bwle Ywuwnhph UGpphlu
gnpénuh uplupbtqp, nph Wwwéwnny £ qupgwunwd £ wtpuhghng
(swpnpwy) wubdhw:

Ultwghn yYpawlyp (unwdnpuwhjniph pH-p>6,0) Jywjnud E
wwphtwnw| pgheutiph quugywoéwjhu Ynpuwnh dwuhl, npp punpny £
unwunpuph pwngytnpu:

Upuinnnpn2hg Ywplnp Lpwlwynientu nluh  uwnwdnpuwhynt-
rnid quplwppryh weiwyncpyniup: Lnpdwjntd wjlu pwgwuwynd E:
Uunwdnpuwhjnienid juprlweentu wnwowlund £ Juwprlwreryw)hu
pwywntphwubph pwgdwgdwl hGunlbwupny wqwu wnwpperh pw-
gwywjnipjwu Ywd ynugGuinpwghwih udwgdwlu nGwpnid: UWju
Gpwniep Uywwynud £ Lbwl unwdnpuh pwngytnh nGwpentd, Gpp
pwngytnwjphu pgheubpnd qyniynqu opuhnwunid £ wuwbtpnp 6w-
Uwwwphny' jwynwunh wnwewgdwup:

Rwny £ upb, np wnGunwdnpuwjhu npwynnh hhjwunnieniu-
ubpu whunnpn2Gint hwdwp, pwgh yGuuwphdhwwl wuwihqutphg,
wuhpwdbywn £ wugywgut| Eunnuynwhy, nGungbUwpwluwywlu ht-
tnwqgnuntpjnLuutn, huy npn nGwptpnud ywpwnwnhn £ phnwuhwjh
wuwnwpndp:

2.3.2. UnNhSUUNFSLErP UUrUNINHBSNFLL UNPRLErNFY

Unwdnpunid wnwewgwé ullnwhujniup (phuniup) wnbnw-
thnpunud £ 12-dwwnbjw wnhp (duodenum), nninbn W pwpniuwyyned
E uyhwnwynigubph dwpunnnieyniup:

Ullnwfujniuh gwén pH-p, gpgntin wnphph wwwh |npdw-
rwnwuprh pphoutpp, fupwunid £ uwyhwnwynigwihb punteh hnpdn-
uh' ubypbwnmpuph wpnwqwunndp: dGpghuu pupwund £ Gupwuwnw-
dnpuwjhb qtnédhg phywppnuwwnutph bW wwuypGwwnhy hynieh uby-
nGghwu: Unphputp wugwé HCOsn thpuptgunid E ulUnwhujniup W
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sGgnpwglunitd HCI-p* wnhputph pH-p nwpdutiny hhduwjhu* dnwnn 7,0,
npp owywnhdw] wwjdwl £ ywuypGwunhy tpdGunbtph hwdwp:

Unwdnpunud wnwowgwd wbwunhnubpp, wugubind pwpwy
wnhp, fupwlund U JGY wj uwyhwnwynigwihu punyreh hnpdnup®
funiGghuinnyhupup upupbtqp, npp hwugbgunwd E wwuypGwwnhy
dLpuEUnUEPh wpunwquundwup, npnug wagnbgniejwUp £ wnhpub-
pnid uwnwpyned Euwyhunwynigubph dwpunnnie)nLu:

12-dwwnujw wnhpnwd uyhwnwynigutpp Jwpuynud G inphw-
uhlu, phdninphwuhl, Ejwunwquw, Jwppopuhwybtwwnmhnwqw A U B
dLtputunutpny (int'u Uy.2.4):
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UYy.2.4. Uulunph uyhwnwynigutinh dwpunnncpynLlp

Gupwuwnwdnpuwihl qtnéh Ynnuhg wnpunwquwnynn ypninbwquubpnny
(hnwpnud’ EunEpnyEwywnpnwqul wpnwnpyned E pwpwly wnphencd):
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w) NMwluypbwwnply $EpdGunubph wlymhydwgnidp: dStpdtunutpu
wpunwnnpynud BU wwuypbwuh ynnuhg ng wywnhy' ghdngbl dlny
(nphwyuhungtl, phunnphwyupungtbl, wpntjwunwqw, wpnywn-
popuhwyGwywnhnwqw A W B), npnup, wlugubiny wnhputp, wynhyw-
unwd GU Jwubwyh wypnwntnhgnd' yGpwédbind wnphwyuhuh, phdn-
nphwuhUp, flwuwnwquih, jwppopuhwtwwnhnwqw A-h U B-h:

Spnhwuhunqtuph wlywmhyduwgnidp: SphyuhungGUu wynhywunwd
E wnhpwjhu $GpdGun EunmbGpnybwywnhnwquyh (EunbGpnihuwquyh)
wqnbgniLpywdp: Ybtpehuu nphwuhuh N-6wjphg wugwwnnud £ hGpuw-
wtwwhn, npp hwugbgunwd £ dniGynth ynupnpdwghwih thnihnfu-
dwup W wntnh £ ntuGuncd wywnhy yGuinpnup dlwynnpned:

EunGpnwGwwhnwaqwih $niiyghwl npnzhg £, pwlh np npw
wantgnipjwdp wnwewgwd inphwuhUlu hpwywlbwgunwd £ Juwgwé
pninp ng wywinhy ghdnqgtuubph wynhyjwgnudp:

Sphwupup gnigwptbpnud £ hwpwpGpwywl untpunpwwnw)hu
uwtghdhynteinitl® hhnpnthqbiny hhuuwjht wJdhbwpeenLutph (thgh-
Uh, wpghUhuh, hhuinhnhuh) Ywppopuh| fudptiph dwulwygnipjwdp
wnwowgwd wtwywnhnwihu ywwbpn:

Lhdninppwyuphuli wnwyt; wynhy hhnpnihgnud £ wpndwwnhy
wuhbwpernLutph (PGUhWWURL, hpnghl, nphwwnndwl) Ywnppop-
uh| hudptpny wnwowgwd wawwnhnwihtu Yuwtpp:

Ejwuwnwqul hhnpnihgnud £ Efwunhup, odndwé £ (wju untp-
unpwwnwihb jncpwhwnynipjwdp, pwjg hwnwwtu wagnnwd £ qLh-
ghl, wiwuphtu W uGppu wdhbwernLutGph Ywppopuhy pudptpny wnw-
pwgwé whwwnhnwjht ywwbnh Yypw:

bwppopuhybwywmhnwquw A-u ghuy wwnpnituwynn $GpdGun E,
wnpwg wlupwwnnd £ C-6wjpwjhu wpndwwhy Ywd wihdwwnhy
wuhtwprywjhl duwgnpnutpp, huYy Yuppopupybwwphnwqu B-U
wnghUhup Ywd hghuh C-6wjpwjhl duwgnpnutpp:

Uwhwwynigubph dwpudwUu yGpouwlywl thnipnid wnwewgwd
thnpn wEGwwnhnubpu wnhpUutph |hpdwewnwuph Ynnuhg wnwnwnpp-
Jynn wJuhtwwbtwwnhnwqw W nhytwunhnwqw dLpdGinuGph wanb-
gnLRjwUp pwjpwjynid GU wdhUwernLutph:

Udplwwbwwnpnwqultpp Zn**-, Mn?*-, Co? hnuubp wwpnilw-
ynn dtpdGuwnlbn Gu, npnup N-6wjphg dGnpnud GU wWGwwnhnwhu
wwbpp: Wu dpEpdGunubppg Gu  |GightwdhlwwGwunhnwaquwl,
wjwUhtwJhtwwbwunhnwqwl W wju:
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Thybwwhnwqulbpp hhnpnihgnod BU Uhwju nhwGwwnhnutnp,
pwjg ng nphwGwwinhnutnp:

Wjuwhuny, Jwpunnuywl wpnunbwqwutph hwenpnwywl
wqnbgnipntt wwywhnynd £ uyhwnwynigubph |phy pwjpwjnidp
JhUsl. wdhUwppnLut:

P) Pghgubiph wwwwwunipniip wypninbwquubph pwjpwjhs
waqnbgncpynLlhg: Gupwunwdnpuwjhu gbndh pehoubpp Wwonwwu-
Jwé GU dwpunnuywl dEpdGunubph pwjpwjhs wagnbgnie)nilhg,
pwuh np’

1. wju dtpdGunubpt wnwewuntd GU GUpwuwnwUdnpuwhl
gbnénwd ng wywnhy (qhdnqbl) dltpny,

2. wwuyptnghnutpnud wnyw t wppwyupl $EpdEluinh wnqk-
[wyhs uyhwnwlynigp, npp Ptpdtunh Junwdwd wlynhjwgdwl nbw-
pnid yGpehuphu hGn wnwyewgunwd £ wdnip Yndw Gpu:

Uwinwdnpuh W wnhputiph pghoutnp [npéh 26nniny ww2nwwu-
Jwd BU wpninGwagqwubph wagnbgnientuhg: Mw2wnwwuhs $nLulyghw
GU Jwuwnwpnud bwl ypnunnwawunhuutpp (PG), nnnup pwpGiwynid
GU wmGnwjhu Jhypnghpynijwghwt® npwunyd huy bwwuwnbny unw-
dnpuh W wnhputph peheoutph nGgtUGpwghw)hu: Mpnunwagwunhu-
ubpp qwuwnpnwpnnGyuinnp nGnwdhgngutphg Gu, npnughg wjdJ [wj-
unptU Yhpwndnid £ hgnypnuinninip' PGE ;-h upuptwnply wlwingp:

q) UdhuwppnLutph UGnéénidp: Uqwun wdhUwpepnlutpp, n-
pnup wnwewuntd GU uubnwjphb uwyhwwynigutph L wEwwmhnutph
hhnpnithghg, wpwgqg UGpééynd GU pwpwly wnhpUbpnd: Fwpwy
wnhputphg wJhbwperentubpp Yw'd nnutbpwyny (v.portae) wugunid
Gu wudhpwwbu gwpn, ywd nGnwihu wypwjhu wunputphg wug-
unwd GU punhwunip Ypdpwjhu thddwwnhy énpwu (ductus thoracicus
communis), nninbnhg E£° punhwuntp wpjwu hniu: 15 pnwt hGnn w-
Jhbwpreniubpp hwjnudnd GU wpjwu JGe: “Hwlg wnwybiwaneju
funncentul wpjwl JGe npnadnid £ uluntunp punncutintg 30-50 pn-
wb hGwnn: LyGBup, np gyntyngh b qujwywnngh wnwjnieintlu wnhp-
ubpph wwpniwynipjwlu Jdte nwlunwnbgunid £ wdhUwpenlUGph
utpéénLdp:

Fwpwy wnhputph |ntuwugphg nbwh EuntGpnghinutbp wdhuw-
rrRNLUGPD UGp&6YnLU GU Gpynt JGluwUhquny®

e hGunwgywé nhdnighwiny,
e GpYpnpnwihb wywhy nmpwiuwynpunny:
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RGnwgnunincpyntbutpp gniyg Gu G, np wdphbwpeenLubpp
utpé6dwl hwdwp wuhpwdb)n U wnujwql hhug jnipwhwwnnty
thnhuwnnpnn hwdwywnagbp®

1. ywpd onpwiny sGgnp wdhbwpenilGph hwdwp (ophuwy’
wjwuhu, uGphl, rpGnuhl),

2. Gpywn o2nrwiny sGgnp wdhuwperniutph hwdwn (ophuwy’
Jwihu, |G)ghl, han|Gjghl, UGehnuhl),

3. hhduwjhU wJhuwpenlutph hwdwn (ophuwy® |hghu, hhuwnh-
nhu, wnghUhu),

4. prYywhu wdhUwrrnluGph hwdwn (ophbwy’ gnLnwdwn,
wuwwnunww),

5. wynpnhu wdhbwpperyYyh hwdwn:

Cun npnd, wnwehU W Gpypnpn fudptpp Na*-Ywujwy Gu:

WJdhUwprrnlutpp Upgwygnid GU JGYp Jjncup hGn® win hwdw-
Ywpgbph hGn uwwyGint hwdwn: Opphuwy® |Gighuh JG6 pwluwynt-
rInLUUGNp nwunwntgunwd GU hgniGighuh W Jwihuh thnpuwnpndp:

Unwyt] (wy E nuntdUwuhpdwdé Jh 2wpp wdhbwpperniubph
utpéédwl b npwug thnpuwnpdwl JGhuwUhqup wnheubpned, Gpp-
Jwdubpncd, ninbnned: “Yw Uwjuptph (Meister, 1973) JwJ y-gnLunwi-
Jdhiwyhu ghyiu £, nnpu Jwultwygnid GU inphwyGwwnhn gintinwhnlp
(v -gntinwdhighuntGhuphigihght, GSH) b wnujwql hhug $EpULLUN-
utp (nEu LY.2.5).
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whUwppnL

R
"HH —r;i—::m' Wy
NWWSHLE R

g Inununh) R pequ ) i PR

o o oo
Y HE A chocoo -"""; T HE - NH,
tH, dH, ghuwnhy g hgh .
&Hz EIH l CIH' q
HG-HH] O=C-N-C-COo
door ghuwmGhu H H
ginunwphnl, &%H T-qInunwihwahuwppnL
T-qnununihyghunthif - .
ll +
o 2 H:N—ﬁ'-ccm pazh
. ¢ hghu uGpunLd
H:IFLrF'lj *“‘/ wuhuwppnL
coor oo H
ETF' D 4 HI:#-HH; 3
H H CHy e T H
i]__'”_;mﬁ insie LY il;; ADFHR ATP
H H
in +EIH Q[Illll'll?l-ll'l.lll.l'l S-opunujpnpfu
HE~ N
coo

¥ -g nunwidh) ghunGhu

UY. 2.5.Udhbuwppniutph thnfuwnpdwl y-ginunwdhjughl ghlyp'
1. y -qinLinwdhyjinpwludbpuqu, 2. y-gnuinwdhighyininpuiudt-
pwqu, 3. opunypnihlwqu, 4. y-qininwdhighunbhl upuptnwqu,
5. ginLinnwphnl upuptunwqu:

Q nLnwpphnuhg y-g nttnwdhiwipht  puncdpp  thnpuwnpynud £
utpééynn wdhtwperyh ypw y-gintinwdhiinpwuudbpuqu ptpdtu-
nny: Aninp wdhbweeniubnp, pwgwnniejwdp wpnihuh, Ywnpnn Gu
wwwnbl y-gintinwdhy fjudph wygGwnnph nbp’
guninwphnl + wlphlwppn ——= gnLnwdhjwdhuwppne +ghunbkhuppghghu

¥ - o L w g -
{GSH) n puwluhEnugm

NGwyghwih hGnbwupny wnwewgwd y-ginLnwdhiwdhbw-
prRNLU U ghunbhuglhght nhwbwwhnp thnpuwnpynid GU pghe: Iw-
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gnpn thnened  y-gneinwdhiwdhbwepniu y-gintinwdhighynuinpwlu-
dbpwqw dGpdGunny dGnpynd B wnwewgubiny wqwwu wdhUw-
rrNL W 5-opunwypnihUu’

T -qLnunwuhyghly n-

- uJ Jhu =2 =
Y-g nunwdpjuwdpuwppn P wJUphuwppnL + S-opunuypnphl

Uhwdwdwlwly wnwehU thninitd wnwewgwd ghunbhigihghup
wGwwnhnwquwiny dtnpyntd £ ghunthuh W qlhghuh: Loywé nbwy-
ghwutph 2unphhy wJhUwprrdJyh dniGynp hwjnuynwd £ ppond’ h
hw2hy gintinwphnuph wtwwnhnwihu wwtph hhnpnithgh Eukpghwih:
Shyh hGimwaqw gnpénilubnipjwl hwdwn wwhwusynd E gininw-
rhnuh nGuhUptq, npp ywwnwpynwd £ hwenpnwpwnp pupwgnn Gptp
nGwyghwutph Jdhengny. 5-opunwpnipup S-opunwpnihtwqw $bp-
JdGunnny JGpwédnd £ gineinwdwwmh (1) ogunwgnnétiny ATP-h
EuGpghwl.

S-opunupnihl +ATP +H,0 =  L-g nuunwdwin + ADP + Pi (1)
S- Dpurwy pur] falaw qw

Rwennn ntwyghwjnud (2) L-gintinwdwwnp W L-ghunBhup y-
gLnLnwdhighunthu upubunwquw)ny Jhwunwd GU hpwn ATP-ph Eutp-
ghwjh hwyphu* wnwewgubiny y-gntinwdhighuinthlu®

L-gnuunwdwwn + ghuwnbkhl + ATP y=-qninwdhighunihu +ADP + Pi (2)
¥- 0 new w Uk ghun Gl
il G g w

G4 ghyh wywpundwl thnnd (3) gnenwhnlu uhbrtunwqw
dtputuinny upupbqynid £ gntinwhnu’

Y-qintnwdppghunbhl + gihghl + ATP —————3 qnunnwphnl + ADP + Pi (3)
qpnLnw phnl
uhlpbnwgm

Ypuphwhwl  wuwblunlbp: Uwyhwnwlynigubnh dJwpudwl,

UGpéédwll b wmpwlbuwynpnp pnwbqupnidubpp: Upunwpwlwlwl
nnpn2 yhdwyutpnid, pwgh wdhtweentutphg b ywpqwanyu wbw-
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inhnutphg, wnhpubphg wpjwu JGe Ywpnn U uGpé6yt] bwl puw-
ywu uwyhwnwynigubp (nGnlu wuhwjn wwwndwnubnny JGéwunwd E
EwhrGlhnghwnutph pwithwugtbihnie)niup), npnup Ywpnn Gu opgw-
uhquh uGUuhphihqughwjh wwwndwn nwnuw]: Ophuwy’ Uywwnynid
GU ulUnwjhU uyhwwyntgutph, Ywreh, 4yh uuwndwdp hnhnuhUy-
pwghwjh (wunwubhnipjwl) nGwpbn: Npn2 pnLuwlwlu nnpuphllutn
(wpphu, nrhght), huswBu Uwl pnnnthquh, funiGpuwih, nhdwntphwih
unnpuhbutpu wudhowwbu ubpééynid BU wpywlu JGe: HthPpwnbphwih
wnnpuhup (U2 63000) ywquwé E Gpyne niuyghnuw| wynihwbw-
inhnutphg, npnughg Jbyp peeh Jwytptuphu Jhwunwd E nbGgbwunn-
nhu, huy Jjnwup UGppwthwugnid £ pohe' ppwthwlGiny uwyhwnwynig-
utiph Utppgow)hu uhlpbtiqp: @6 huswtu GU win Gpynt wEwwnhnutpp
hwnrwhwnpnd pgeh hwhnwjhlu GpLGpwp, dunud £ spugwhwjn-
Jwo:

Swny E U261, np |phyY dwpuwd uyhwnwynigh wpnnntyunutpp’
wuUhUwprnlutpp, witpghy nbwyghw wnwywgut] s6U Yuwpnn, pwuhp
nn gnLpy GU wbunhgGuwjhu hwwnynipyntbutphg:

Uwhwwynigubph dwpunnnipjwu b uGpéddwl huwlqunniu-
uGp wnwywuntd GU EunGphinutGph nGwpnid: dGpghu tmwphutphlu
ghinuwywuutph W pdhyutph nLwnpniejntup pubnwé £ gbhw-
Yhw Ywd ng mpnyphly uypne hhjwunnipjwup, nph nGwypnwd Juwu-
Unud GU pwpwy wnhputph [npdwpwnwluprh pgheltpp: Ewhpeb-
Lhnghinutbpp ubunwd GU wpunwnptp hwwdwpuhuubp hwgwaqagh-
uGpnud wwpnibwyynn gyneint&l ulyhnwynigh Lywwndwdp: Unwow-
gwé hwlywdwpdhuutpp wnhph Ewhprblh ypw pnnunid GU wninpuhy
wqnbgnipyntu, npp hwuqgbgund £ JGpghUuphu whpunwpwlwywl
thnthnfunieyniulbph W uGpé6UwU uwugwnpuwl: IGnwppppwywu k,
nn gGihwyphwl 2wwn hwdwhu hwunhwynwd £ wniinhquny hhywun
GpGhuwlbph ppswunid: UdhUwpprniuGph npwbuwynpunnyg wywjdw-
bwynpywé wdGUwunwnwdjwsd hhjwunnipinitlutphg Gu ghuwnpl-
nippwl b Iwpnluniyh hhdwunnieintup (nBu Uy.2.6.): dbpehuhu
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punpn? £ lnphwyunndwlt wdhtwppryh LGpdéddwl huwugwnpnidp: Wju
hhqwunntenitup puntpwanynid £ Jnwynp hGunwdlbwgnipjwdp:

wpnpuhdwi
hwjwpnn

funnnyuwy

ShunhUuniphwl wnwewunwd £ Epplywdh
wnpnpupdw] hwyjuwpnn nnnjwyned
ghuwnhuh b Gpyhhdu wdhuwpeniutph (h=
qhu, wpghuhl, opuhwnhl) nGwpunppghwih
hnwlqupJwl wwundwnny:

ghuwnhu

uhl
onlhunhl Ty
wnghuhu o
Lhghu onlpwp

Lhahlu

Shuwnhlh nEwpunppghwjh
fuwGquwndwl hGwnLwbGpny
dhgninhOtpnid ghuwnhOwjhG
pwnbph wpwywgnLd:

UY.2.6.8humnpuniphwyp d6uwupqudp’ wuydwbwynpyjwd
qtlubtwnhly nEHLEHwnny:

Rwunhwnud £ bwl Uwjuptph ghyh 5-opunwypnihtwqw $btp-
JGUinh dwnwuqwlwlu pwgwlywjntentu, nph nGwpnid S-opunwnnih-
up hGnwunwd £ JGgh Jdhgngny:
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Wjuwhuny, uGpésywé wdhbwpereniutGpp hwjnudnd GU wpjwl
JdtGye, subpééjwdlubnu wugunid GU hwuwnn wnhp W Gupwnyynid UG-
dwu, huy subnééywséd uyhwnwynigubpp nnipu U qwihu Ynwupny®
wnwwgutiny ynGwwnnpbw (uwyhwnwynig® Ynwuph dbty): dbpghuu
wplnp whuwnnpn2hs dwplybp E (gnighg) uiyyhnwyniguGph Jwpudwl
L uGpé6dwl uwlugwnpdwl nGwpnd:

Swpgbp «UNhSUUNFSLENP UUNPrUNTNFR3NIFLLY
pr&Uwh ypwpbnjwj

1. h%Ug qgnpénulGp GU wqgnnd unwdnpuntd uwyhwnwynigubph
Jdwpunnniejwl ypw: N°nu £ wnwperyh b wGwuhUh nGpp:

2. b%Ug qgnpénuutbp GU  wagnnud wnhpuGpnud uwhwwynigutph
dwpunnntejwl ypw:

3. PUswE°u BU wynhdwund Wwuypbwwnhy tpdGunutpp:

4. N°n hnpunuutpu GU Ywpqwynpnd uyhwmwynigubph Jwpunnnt-
rINLUU wnhputpnud (PYwpytp) W huswbou:

5. NpnLUp GU wJhUwpenLutph pwjpwjdwl JGuwuhquutpp wnhp-
ubnpnid:

6. hUswG°u £t pupwUuntd uwhwnwynigutph uGpéédwu gnpépuwgl
wnhputpnid: N°n thnpuwnpnn hwdwywnpgbpu G gnpénid:

7. [FJwnyb] uywhwnwynigutph Jwpunnnipjwu, utpdéé6dwu W tnpwlu-
wnpunh pjuwbgwnpnedutpn:
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2.4. UUhuLUuMENILG P dNULUYNIE3NILL
uaheuvGrh Uhu/rndLNruU3k UD1G63NE3UURL

2.4.1. UUublumprNrLErh LENMNFUL, YLUUU2ErONFUL &4
ENFLUYNr UrQUUPLLErh MNFPURLELrNFUL OrauULh2UPS

WJdhUwprnLutpp, npnup s6U UGp&6UnLd pwpwly wnhputpned,
wugunwd U hwuwn wnhp, npintn ogunwagnpdynid GU Uhynpndnpwjh
ynnuhg' npwbu utbnwujniptp: Fwyntphw $GpdGunutph wanb-
gniejwUp wdhUwpentubphg wnwewuntd GU pUsgwyGu EpntLwynp
(hunny, $GUNn[, uywuwng, Ypbgn|, 66upwepwdhl, UbGphdGpywuwwnwu
L wjl), wuwbu E ng wnnpuphy UnLetn (uwhpwnubp, dwpww-
rrNLUGP, yGunnppnilp W wju): Wu wpngbul wudwunid Gu
uyhwnwyngubph UGuncd wnhpubpnLd:

LUbGhudwUu wpngGuh hhdpnud wJhUbwppniuGph n&wppopuh-
[wgdwl . nGqudplwgdwl ntwyghwuGnplutGu:

w) Yhwdhuubph wrwpwgnidp: Yhwdhuwereniubnhg nGYwnp-
opuhjwgdwlu Uhgngny wnwowuntd U nhwJhuutp® wnuinpbugh,
wnwytphu, npnup unwgtb| GU bwl «nhwlwjhu pnLUGp» wuyjw-
uncdp: “hwdhuutbph pwlwyp Jeéwunwd £ puniGpwjh W untp wnhpwi-
Jhu wyl Jwpwyutph nGwpnid: Ybpebpu pwgwhwjnyb) £, np wyniwn-
nGughul nu ywnwytGphulu odinywd GU Lwl huntbwdnnnijwwmnnp W
hwywninnigpwiht hwwnyniejniuutpny: Unnple UGpJuwjwgywé Gu
wniinpGughuph W jwnwybphuh wnwewgdwl nGwyghwubnp.

H H H -CC2 H H H o
HC = —C —& —COOH————» HC —£ —C —CH

| | b - |
MH MHz Eh?ﬂ:‘fﬂ MH; NHz
opuhunpl wnLunpugpl
H H -C02  H
H?—CHE—CHE—CHE—? —COOH — - HC —(H; —c:HE—.::Hg—EH
MH2 MHz 3:?&"&'&“9_ I|-|2 hlJHz
thghu Ywnuwybphl
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Muwjdwluwlywunptl wju nhwdhuutpp Ynsb GU nhwywjhu Eeni)-
utp: MYuwup ubpééynd G L Juwuwgbpéynud jwpnnud hGnljwi
JGhuwuhquny®

I

H H H H H H
L1 +FAD L0 1 4P
H—C—C—C—C—NH~—> H—C—C—C—C¢ —>
| II-I I!I [ EE;“N‘:"L‘J‘SJN | | | N
NH, H (W) NH, H H H
wnLnpbughl —NH3 Ununwdhl
o H H O H H
wap . N1 1 X T TP s
—_— C—C—C—C —mm» C—C—C—C — hy
dnunwdpu- [ [ N\ opupnugmu [ [ A AL
D?E}Il::ﬁ]qm H H H H HO H H OH
“NHs nhwinthhn UWEWREENL

p) Upndwwnhly wdhbwppeniubph UGfuncdp: Upndwunhly wdh-
Uwpeniutnphg (PEUhLwiwUhL, phpnghl, wphwwnndwl) nGlwnppop-
upjwguwl hGnuwupny wnwwlund U hwdwwwwnwuppwlu wdhu-
utn® peuhikphiwdhl, wwpw-hhnpopuhdbuhitehiwdhl (Rhpwdhl),
hunniErphlwdhl (nphwwwdhu):

Unhputtpnd wpndwwnhly wdhbwepniubph
Ubfudwl wypngbuh JEjuwlhqup

R=CH;=GH—COOH — R=CH,—CH—MNH, +*Ch+H; O

NH; Wwiih G -NH;
- _Cf:'-D H0O -C0
L —12 o Ry, —fcoo—
winthhn M RNt
120, H np O

—R—CH; — 22 @ R—C—0 R—H=0—a.

“H, O

— R—COOH—=2 R H

Unnpl UGpYwjwgywéd Gu wpndwunnhy wdhbwperenlutph UG-
Jwl nGwyghwubnp:
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1) @Bhpnghup UGudwl nEwlghwlbnp.

OH OH
—_ —_—
H
1

CHo— (IE—COOH CHy— CHy—NH7  CHo— COOH dbLung
NH- hpwdhl wwpwopuh$tlhy- lmbqnl
rhpnghl PwgwhwpRnL

2) dGupjwjwupup UGuntdhg wnwewlunid b $EUpIPWgwWuw-
rrnL L pElugnyulwl prnL.

@ _ _,@ @COOH

CH, — COOH ~EuqnupEnL
HC NH, S EUh pwgwhiwpenL

I
COOH
S EUhjwwupl

3) Sphywnndwuh UGdwl wpngbunid wnrwewlunid U hEwnlyw)
wnquuhpl&pp.

- C~ 1

! | CHg |

| CHz—(I?—cooH—-—l | |

NH, |

N ) /u ! |

g wnhwundpwl &1 H ]
U|.|LLILI']H|_

»

»~
|
: M
)

hunnp
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q) ©Ybwuwqbnénedp W pnLtuwynp wpquwupplubph nnipupbpnudp
onquuhquphg: UdhUwppenlutph® wnhputpnud JwuptuGph wqnbgnt-
rjwdp pwjpwjdwl wnpgwuhputpp (enyutpp) Ywpnn Gu hGnwlwg
ynwupny, huy npn2 dwup® uGpééyt W unnphu uhuGpwyny (v. cava
inferior) wugut| ywpn, npnbn Juwuwqbpéynid GU (nGunnpuhyuw-
ghw) Uph 2wpp ntwyghwlbn: Ljwpnnid JuwuwqbpédwUu nGwlyghw-
ubph gwuyp pwquwquwu E, wju htwpwynpneentl ntuph yuwuwqbn-
66GInL ny Uhwju Eunngtu, wjl EYgqnqbl pnyutpp' puGunphnuinhyubp,
nGnwuJhengubp W wj| pnyutp: Swpptpnud GU UyneEph Juwuwqbns-
Jdwl Gpynt thny®

1. dnnhphljuwghuw,

2. ynlynLqughw:

Unnhdpywghuyh thnend cytPsse-h W NADPHH'-h Jwulwy-
gniejwdp Ywuwnwnpdnwd £ Uniptph hhnpopuphiwgnud Jhypnundwi
onrwiny, nnh hGinlwupny hhnpndnp UjnLetpp nwnunwd Gu nwdth:
Enypnpn thnyned Ywunwnynud U Ynlyniqugdwli nEwlyghwlubpp
quntynipnuwperyh, 66upwywu prrYyh, wdhlwpeprniutph W gnLnw-
rhnuh htwn ng tnnpuhy, qnijg JhwgniejntubGph wnwewgdwl Uhgn-
gny, npnup htnwgynitd GU opqwuhquhg: LpEBUp, np Ynuyntqugdwlp
dwulwygnn gyntynipnbwpenit W 66Upwywl prnLl UGpHwjwgywod
GU niphnhinhdnudnqyniynipnuwperdh (UDP-qpyniynipnuwwn) b 3’-
dnudnwntbunghu-5-pnudnunt pwnh (SUDU) wywmhy dubph nbu-
pny:

Unnpl UEpYuwjwgywé Bu Juwuwagbpédwl nGwyghwutpp.

NH COOH
N
0 0 g7 5 6\]N
[ S oH ) o
HO—§—0—P—g_ & s AL sz HO I 0
I T Sew, s N 0—P—0OH
0O  OH 0 OH |
H H 0 HN
3I
H 4 I J\ |
O=P-gH OH HO—P—op, 5 o
I T A
OH OH 0
H, H
3'-pnupnwnbunghu-5'-phupnuntppuin (SUBU) HNS 4
OH OH

UDP-qniynipnliwin (M d413)
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Ophuwyutp®

0
0- S—OH
+-'f|:-u-be
I“" Paso 0
Ii‘l |i‘l l.unmumlq:nuun I
H mnpwlud Epwqu
hunng hUﬂUEUhl hhnuguh[ﬁﬁUmemh RRNL
I
KClI 0— 58— (0K —» hGnwlinud £
— | Il Utqny
0
N
[
H
hunplywl

Ldwlwwnnhy Gnwlwyny Juwuwagbpéynd £ bwl nnphwwnn-
$wlh UGudwU Jjnwu wpgwuhpp® ujwwnnin.

CHy — CHs—OH Juwuwqgbnpénid
| | ¥ HUdU-ny
cyt Pysp
~
N N

H
uljwinng ulwinopuhg
OH CDDH
+UDP- q|_|n|.l.|n|.nnhu1m
+ uDpP
UDP- q|_|n|.l.|n|.r|nhh|_
npwlhubEpwguw

$EUhqnLynLpnuwmn

Juwuwqbpédwlu wpgwuhputpp® gyniynipnupnubpp W uneg-
dwwnltpp, opquwuhquhg hGnwunwd Bu Jbgh Jhgngny: bunhywlh
(hunopuhpuntpdpwinh K-wlywl wnp) 2wwnwgnidp degnid Jywnid E
gwnpnh yuwuwagbpédwlu niuyghwjh huinGuuhywgdwlu dwuhpl:

Uh 2wpp wpndwwnhy ujniptp, npnup dhugl YyGpp ¢GU pwjpw)-
gnd opgqwuhgunid W hptug $hahywlywl hwwinynipjntuutpny (s nLd-
ynn W nddwnp (néynn Ujnietp) ndjwn Gu hGnwunwd opgwuhquhg,
unyjuwbu Gupwpyynid GU ywpnnd Ynuniqugdwl nbwlyghwubnp:
wug ynujniqugnidt pupwunwd £ wdhuweeniubnh (g hghtu, gnt-
tnwdhu) uhgngny®
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O

o
CHC Ne)
OH  + HoN=CH,—C¥ ——— >
~OH - H20
qLhghu

$EUh pwguiwpRNL
Pe

o
N @—GW—G—H—%—CDDH

PLEUhjwgbunniLpwEREnL

2 0
oy (= MH=CH — COOH
O OH + HoN—CH,=COOH ——
qLhghl e

phUgnwpen hhu nLpw ppn

U pupuwlwl wuwbywnlubpp: Ljwupnh Juwuwqbpédwu $niLly-
ghwUu npn2nn (wywagntu ptuntphg tE pGugnjwperywihtu dwlpw-
pGnujwoénie)niup® Yyhyh thnpbéwldnt) (ypnpw): Per os dwlwwwp-
hnd hhjwunhU wnwihu GU pGugnjwperNt W opwlywu JGgnd npnpnud
GU hhwnipwereyh (Ahwrereyh) pwlwyp: Gihghup W gintnwdhup wju Gw-
LUwwwphny opquwuhguhg hGnwguntd GU bwl wuhbwperYwhu wgnwp:

Wjuwhuny, Jwpunnniejwl hGunbwupny uyhwwynigutph hhn-
nnihgh wpqwuhputpp® wgqww wJlhUwpeentUGpp L wwpqwagnyu
wGwuwnhnutpp, ubpééynd GU opqwuhqunid, huy npwug npn Jwup
Gupwpyynd £ Jwuptutph pwjpwjhs wagnbgnipejwup: Ugwwn wdh-
Uwprnitutpp, hwynudGind wpjwu JGe, wnwehUu hGprphl dninp Gu
gnnpénwd ywnpn, npnbn b npwup thnpuwbwyyned Gu:

Jwngbip «UUPLURRNILENP ®NULUUNHB3NILL UNhRLENh
ubhurndLnrudk U2168NH33UUP» ptdwih yenwpetnjw

1. Npn°Up GU wJhUwpprnLUEnh UGRudwU hhduwlywU nuinhuGpp wnhp-
uGpnd:

2. huswE°u £ ywwnwpynd nhwdhuutph UGpunwdp wnhputpned:

3. huswybGu £ ywwnwpynd wpndwwnhy wdhbwpprniutph UGunwdp
wnhpubnpntd:

4. N\nn°Up GU wUhbwernLUGph Juwuwqbtpédwu hhduwywUu nunhubpp:
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2.5. UUhLUfENILE P dNkULUUNIE3UL
cuA3uLNHEe NMPLENLL

uubrlupeerNrLErk YUSULNLP2UL

Uwhwmwynigutph Jdwpunnnigjwl hGnbwlpnd wnwewgwd
wuhUwppentutpp, wugutind pghe, Gupwnpyynid BU Ywwnwpnhy W
wlwpnhy thnpuwytbpwndubph: Udhbwperniutph qbpwyohn Jwuhp
Jwuwwpnhgdp uyuynd £ wdhuwpudph wuswwndwdp: UdhUwpent-
utpp Ynpgunid GU wdhbwpnwdpp 2 Gnwuwyny’

1. wpwlhuwdhuwgdwl,
2. ntqudhuwgdwl:

2.5.1. SruvvuurLusnry

Spwuuwdhbwgndu  wnweht  wuqwd hwjnbwptpdbp E
1937-hU PpwnLownbjuh bW Yphgdwuh Ynnuhg: Spwlbuwdplwgnidp a-
wdhuwpudph dhpdniGynyjuypli inEnuithnpudwli nEwlyghwt £ wdplw-
rrYhg a-Ytwnnppryh yYnw, nph hGunlwlpny wnwewluntd E Unp
wuplbwppne W unp YEwnnppne: NEwlyghwih pupwgpntd wdnuhwy'
npwtu dhpwlyjw| wypnnniywn, sh wnwewlunid: Spwlbuwdhbwgdwu
nGwyghwubtpp nwpdth Gu (K, Unin 1,0 £) bW hwdpunhwunwtp pninp
yGunwuh opgqwuhqUutph hwdwp: SGuwlywunptlu npwluwdhbwg-
Jwu nGwyghwutpp htwpwynp U gwlywgwdé wdhuw- L YyGunn-
rrRUh Uhgl, pwjg wnwybl hUunbuhy GU pUpwUntd, Gpp npwughg
JGyp nphywppnuwpepnt t: Wu nGwyghwubpp ywunwihgynd Gu
wUhtwwpwludbbpwqw (npwlbuwdhtwqw) $tpdEunutpny, npnlg
YndtpdGuwinu £ yhphnopuwnudwwinp (Md): EnLywnphninutph pohe-
utpnud npwluwdhbwquwubpp hwjnuwptpnwéd G hugwtu ghuinngn-
(ned, wjbwbu £ Jhuinnpnunphnudnud W Jhdjwughg tnnwppGpdnud Gu
dhahywphdhwwl hwwnynientbubpny: Uwpnne pghoutpnid hwjun-
bwptpdwdéd G 10-hg wybih wdhuwwnpwuudtbpwqwubn, npnup gnt-
gwptpnuwd GU untpunnpwnwihu Lwpptp wnwbdbwhwunynip)nilu-
ubn:

Spwluwdhtwgdwl Ywpnn GU Gupwpydt qpbet pninp
wuhUwpenLUGND, pwgwnnipjwUp thqhUh, pp&nbhUh L wypnhUp:
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Spwluuwdhtwgdwl nGwyghwjh upubdwu UGpYwjwgywéd E

unnnpl’
A i I
R1—(|3;COOH + R C-COOH=—= Ri—C-COOH + Rz—(ﬁ—COOH
NH, —-——" 9 oL NH,

Unwyt] hwéwh npwluwdhbwgdwlu nBwyghwutppu Gu Jwu-
Lbwygnud wju wdhbwpeenlUGpp, npnug pwuwynp peentd gtGpwly2nnn
E' quninwdwwnp, wjwupup, wuwywpunwwnp U hptug hwdwwwwnwu-
huwl o-yGinnprniubnp’ a-fGwnngnuinwpwwnp, yhpniwwnp UL opuw-
[nwgbwnwwp: Udhuwpudptph hhduwlwu nnunpp gyniwnnwdwnl E,
huly wlygbwuwnp' a-f&nngninnwpwuwp, nph hGnlwlpny ghwn-
gnintd wnwywunwd £ gintinwdhbwpeent, npp Ywnpnn £ wdJdhUw-
funtdplu nunnbp yw'd nGwyh npnwyh phnuhuptwnhy ninputp, Yw'd
wwwpnihgdh ynnup' wgnunwjht thnpuwlwyniejwlu yGpouwlwu
wnnnntyn® wdnupwyh wnwewgdwdp, npp nnipu £ pGpydnd opqu-
Uhquhg:

1-pu thnepned® 2-nn thnipned®
R=C=0  + NH,— CH,«E)

Ri—CH—NH, + O=C—® | ShipUbln-

COOH I COOH whhnopuwuhb-

H a-YGwnnprnL P$nudwn Ynduy bpu
o-wuhUwRRNL M- phpubln- (untpunnpun 2)
(unLpuwnWn 1)1[ Ynuuy Lpu \‘-H 0O
" 2
—CH—N — Ch$$h hhdp | R:—C =N—CH Ch3ph hhdp 11

RimCH—-N = f‘@ (wynhuh) Eooh ¢ ~© (4ywnhuhl)

COOH g

y
R—CH—N = Chpdph hhdp |
1: 7= CH-=N ‘f'® (winhuhL)

Ri—C =N — CH,~(E) Shbbh hhu 11 COOH H

' (ytwnhudhl)

COOH 1 ngo ‘”
NH,— CH,~E) + RImG=COOH  Re=GH-NH, + O=(|3-®
blipublin- O COOH H
u&ﬂ:ﬁgsuel::ﬁ:]&:[bpu a-Ybunnpen a-wuhlwpRnL M b-phpublin-

{(wpnnniiywn 1) (unLpuwnpuwn 2) ynuJuy Gpu
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Rhduwywl npwlbuwdhbwqwutpu Gu.

1. YUS (wjwuhtwdphwwnmpwbudbpwqu). Jwwnwihgnd E
wjwuhup b a-yYGwnngneinwpwmnp Jhol pupwgnn nbwyghwu: Wu
dGpdGunp  |njwihqugywsd £ wwpptp  opqwlUbph  pghoUbiph
ghwnngnyncd, pwjg wdtUwowwnp ywpnh L upnwduwuh ppholGpnid:

U us, b
CHy + COOH&Z=—= CH, + COOH
| | qmus, 7o | I
CH—NH, eH, C=0 CH,
COOH (|3H2 COOH CH,
wwlhl C=0 whpniywun | s
| CH=NH,
COOH COOH
o - EunnngnLuinwpwn g nLunwdwn

2. UulS (wuwywpunwunwdhbwwnpwbudpbpwqu). Yuinwhgnod
E wuywpunwwnmp L a-gGnngpyninwpwnnh Jhol  pupwgnn
nGwyghwl: Wju dEpdGuinp |njwihqugywé £ nmwpptp opgwultph
ppholtnh W ghwingninid, W dhwnnnpnunphnidubpnid, hhduwwuncd
hwunhwnud £ upnnwdywuh U ywpnph pphoutpnid:

UuUS, Md
COOH ?OOH -— (|3OOH -+ (I;OOH

| qQous, Mb

CH, +  §H CH, CH;
GH—NH, CH, C=0 CH,
COOH C=0 COOH CH—NH,
wutjuinuiin (IZOO H opuw| nwgbnwn (I300 H
o - yGunnngnLinwnwn qnLuinwdwn

Snwlhuwdhbwgdwl YEUuwpwbhwlywl UpwlwlnLpinLun

Spwluwdhtwgdwu ntwyghwutpp wplnp nbp GU Juwnw-
pnud wdhUwpernlutGph phnupuptgh W pwjpwjdwlu Jdte: Uh ynnuhg
npwluwdhbwgnudp thnfuwphubh wdhbwppenLubph YEUuwuhlupbgh
ypguwlwl thny E, dyntu Yynnuhg' wdplwppniubph juwwpenihquh
ulqpuwlwl thneyp: Ywinwpnhquh wpnjniupnid wnwewgwé YGwnn-
rrRNLUGPU opuhnwuntd GU UpGpuh ghyintd b Ywpnn Gu ogunwanpé-
JGp quyntyngh ywd yGwnnuwjhu dwpdhUutph uhUpbqnid: Spwuu-
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wuhtwgdwl nbwpnud wdhbwppniubnh pwlwlyn pgonid sh thnfu-
ynid:

U puhhwlhwl wuwbhywnubp: Spwhuwdhlwquubtph nhwqlnu-
wnhly Lpwlbwlynepyniup: Npn hhjwunnipntbutp whunnpn2tine bww-
tnwyny Y phupywywu ypwynhywjned wjunptu yhpwndnud £ wpjwl
2héniyncd WulS W U US EpdGuinutph wynhyniejwu npn2nudp:

Unpdwjnd yGpnhhpjw) $EpdGunutph wynhynipjntul wpjwu
JdGe 2w gwép £ W 5-40 Jhwynp/| E: Swdwwywwnwuhuwl opqwlh
pohouGph Juwudwlu nGwpnd dLGpdGunbbGpp nnipu U quwhu
wnyntt, npintn npwug wywnhynieniup dGéwunwd E: WulS W YUS
dtpubunutpUu wydbh wynpy G gwpnh nL upinph pehgutbpnud, wybh
eyt wjl hjnudwépubpnd (ophtwly’ Ydwpupwihu Jywuubnpnid),
hGnbwpwn wju $EpdEunubpp Upwd opquuutph hhywunnip)niu-
ubph whunnpnpdwl dwplybnubn (gnighgsubp) &u: LoGup, np upunw-
dywund WulUS-h wywmhynieyntup gGpwquugnud £ UUS-p wywnp-
Jnipjwln, huy ywpnnd® hwywnwyn:

WUS-h b WulS-h wywnhyniejnibutpp JGéwunwd GU upunw-
dywlh pudwplyunh, hGywwnhwnltph U ywnpnh ghnngh nGupnid:

Uhupywjnd whuinnpn2Gint bywwnwynd yhpwnyned £ «nt Nh-
inhuh» gnpéwyhgp, npu WulUS/UUS hwpptpnieginlut E: Lnpdwjnwd
wju hwdwuwn £ 1,33+20,42-h: Upnnwdywuh hudwpywnh nbwpnid
«nG Nhinhuh» gnpéwyhgp Ywnpniy Jedwunwd £ (Unpdwjh hwdGdwwn
4-5 wuquwd), pwuh np WuUS-h wywnhyniejntup pwpépwunwd £ 8-10
wugquwd, huy Y US-hup* 1,5-2 wbgqwd:

RGwwwnhwnubph nGwpnud gnpéwyhgp ujwand E (Unpdwjh
hwJuGdwuwn 2-4 wlugqwd), pwuh np Y US-h wywnhynipjntup JGdwuncd
E 8-10 wuquwd, huy WuUS-hup® 2-4 wluqwd: Uwywju wnnh ghnngh
nGwpntd gnpéwyhgp JGéwunid £, pwUuh np hyntujwdputph uypngh
nGwpnid wpntu GU nnipu quihu WulS-h W ghinnngniwjhu, W dhwnn-
pnunphw| $pwyghwutpp, npp Lywwnynid £ rE Jwnpnh ghnngh, Rt
upnnwdywuph hudwnpyunh nGwypned:
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2.5.2. 162Uuphlusnru

MWqwuhuwgnudu  wdhuwpudph  wlbpwwnnudu £ wdnUhwyh
duny: Udhuwpeeniubpnh nGquwuhbwgdwl punhwuntp upuGdwl Utp-

Yuwjwgdwé Euy.2.7-nLU:
H2N—?H-CODH

R
T\
wudnbpuwly 0O=C—COOH c-yEnnpReNL
I
R R
opuhnugnud

glniyng thnfuwnphutGh
YEwnbwhl| JwJdhbwrRenluEph
JwpJUhUlkp uhlupkq

|tEUL|r‘b8hu|

UYy. 2.7. Udhuwppniubph nEqudhbwgdwl wpquuhpubnh
«dwlhwwnwqghpp» :

Swpptpnwd GU nGquUhbwgdwu Jh pwlh wnGuwlubp (nbG'u
uy.2.8)*
1. ntnnwyh, npp |hunwd £

e opupnughnt,
e s opuhnuwghnl, nnu £ hn hbprehl ntup hbwnlyw; éutpp’
» hhnpnihwihy,
» ubpuniGynLwjpl,
» JGpwywugqunnwyuwl,
2. wuntnnwyh (npwuuntqwdhuwgntd):
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1EAMURLUSNIY

/ T~

nradyh uLnMauyh

(mnu.lljunhql.u-
/\ Llhl.ll.ugnl.d)
opuhnughnl| [ns opuhruughnl
(uykghdhl,

YnpLnpUtuwnp
Mdb-U L)

Juwgwd pnpnp wdhlUw -
pRNLULND, pwgh thghuhg,
wnnihuhg, ppEnuhUhg

1) qniunwJdwn (NAD+, NADPH)
2) glhghu (FAD) 1) ubphUu (nEhhnpwunwqujhl)

2) ppGnuhU (nEhhnpwwnwqujhl)
3) ghuntpu (nGuntpdbhhnpuquihlu)
4) hhumhnhu (UGpJdnGYnoywn)

UY.2.8.Udhuwpppniubph nEqudhuwgdwl
punhwlncp upubdwl (nLnhutpp) dwpnnt onquupquncd:

UoGUp, np Jwpnnt opqwuhgqunid pUpwuntd Gu wnpwlunbq-
wuhUwgnudp, opuhnwghnu ntqwuhuwgnudp b uwytghdbhy nbqudh-
bwgdwl wnwpptp wmGuwyubpp, huy hhnpnihwnpy L yGpwywugun-
nwywu nGquuhbwgnwdutpp® pnyjubpnud W Jhypnopqwuhquutpnid:

1. NLnnwiyh nGquwdhbwagnLd

w) Nnnwyph opuhnwghnl ntqudphbwgnid: YqwdhUwgdwU
wnwehU thnintd Ywwnwnynid £ nGhhnpnod: NGwyghwu pupwuncd £
L- b D-wJdhUwpprywihtu opuhnwqw dtGpdGunltph vhgngny, npnug
yndtpdbunnutGpp hwdwwywunwuppwluwpwn FMN-p W FAD-U Gu:

L-wdhuwppniutpnh opuphnwquwl: Ljwpnnud W Gphywdubpnud
wnyw b L-wdhuwppniubnh opuphnwqu dtnpdtuwnp, nnp ntqwuh-
Lbwgunwd £ L-wdhUwpentutpp, yndtpdGunnu £ FMN-p: Uwywju L-
wJUhUwpernLutph opuhnwquwjh nGpu wdhtwreenlutph nGqudhuwg-
dwl Jdbe sushu E, pwuh np dGpdGUnh owywnmhdw| pH-p 10 E, huy
unpdw| wwjdwuutpnid peheutph pH-p UG6 Jwuwdp sGqnp E:
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R

I 02 H202 I
H N-— CH OL.L’puhquw C NHA—’ C O 4+ NH3
coon "™ &oom COOH
L- a- wlhlwppent a-huhlwpRNL a-ybLwnnppnL

D-wdhuwppniubnh  opupnwquwl: dtpdtunp  hwjnuw-
pGpdwd £ jwpnnud W Gphywdutnnud: Wu FAD-Ywhujw £, owyuinhdw
pH-p sGgnp uwhdwlutpnud £, hGinbLwpwp wju wybh wynpy £, pwl
L-wJhbUwprniutph opuhnwqwl: Uwlwju dwpnnt opgwuhgunid
wUuhwJutdwwn wybh phs U wdhUwperenuGph D-dUWGpp, pwUh np
ubunh uyhwwynigubpp L-4Wh Gu:

UJGLUwjU hwwlwywunipjwdp D-wJdhbwerenLubnh opuhnw-
qujh w2huwwmwupp Ywupuwngbihs Upwuwynepintl ntuh D-wdhbw-
rrRNALUGND uwhunwynigh Yuagunid upuwdwdp UGpgpwytbint gnpénud
(nt'u uy. 2.9):

?OOH
H_(I:_NHz

R
D-u-l.udhlll.up[anl.1

Juwunwpwqu

FAD H O,————H,0+1/20,
OEUhmuq
FADH2

u-ubmnmanu

L-wUhlbwpepeni,
wuUhbwwnpwliu=
PEpwgqu

a-YGuinnppent »

(IEOOH
NH, - (|3 —H

R
L- c-wUhbwppn ,

U.2.9. D-opuphnuquiyh YEUuwpwlwlwl nkpp:

151



Qnuinwdwwnp ninnuiyh opuhnwghnl ntqudhuwgnid: Opuh-
nwghnu nGqwJphbwgdwu wpngtbuh nwuwywlu ophtwy E gnLnw-
dwwnh nGquuhbwgnudp: YGUnwluwlwlu hjncujwépubpnd JG6 nw-
pwéntd ntuh NAD' ywd NADP -Ywhujw| g ntinwdwn nthhnpnatuw-
qw dtpdEuwnp: dtpdEunu olhgndtp uyhwnwynig £, wwpnibwyned
E JGg GUpwJUhwynp: NGwyghwih JGhuwuhqup UbGpYwjwgywdéd E
unnpl’

COoH COoH

o HAD* NADH+HE T2 Hy0 L

' N i L

'?HE -‘ﬂ CHz ||:H2 +MH3

[ .=I?-

H-C-NH:  HADP MADPH+H™  ~_nH C=0

) T TEN T T ] 7 I

Co0H nshhnng Suwguw C00H CiooH
O LML — - hdphlbw— @ -YEwnn -
JhhwppnL QLALUWfWRRNL gLnLnUnWERnL

Qi ntinwdwwnh nGqudplwgdwl wpnyniupnid wnwwunwd E
o-yGnngntinwpwwn, huy dppwulyjw; wypnnniyuinp a-pdpbuwgninw-
pwwnlu E: NGwlyghwl nwpdbh E: Cun npnud, ninhn nGwyghw)h
yndtputuwn £ NAD*-p, huy hwywnwpéhup® NADPH-:

Jbpwywuguywéd NADH+H'-p wugunid E QUswnwlwl onpw’
Jwulwygtiny ATP-h upurtqhu:

Qi ntinwdwwn nthhnpngGuwgqwU winuntphy $tpdtun E: ATP-L,
GTP-u, NADH-p $tpuGunnh winuntphy huhhphuinnputp Gu: “Ywlp
wnwewgund GU dLGpdGUnnh GupwUhwynputGph nhunghwghw, nph
hGnbwupny dLpdELUnU phLwyunhyjwunwd E: ADP-U, hwlwnwynp,
hwuqgbgunid £ $GpdGUnh wunghwghwhU® wynhdwgdwup: Wuwh-
uny, tuGpgwntdhghnp nGwpnid JGdwunid £ gintinwdwwn nGhhnnpn-
qgGUwqwjhu nEwyghwjh wpwagniejnitup, L wpnntupnid wnwewgwod
YGnnppniutpp UGpgpwyynid Gu UEGS-h ntwlyghwubph JGg: Qnt-
nwdwwn nthhnpngGUwquwjh uphbuptqp fupwuynd £ bwl untpnhn
hnpdnuutpny:

p) Mnnuyh ng  opupnwghnl nEquuplwgnd  (uwbghdhl
ntquwdhuwgned): “YoquuhuwgdwUu wju wnbGuwyh dpGpdGUnlLEph
yndtpdtuwnn £ whphnopuw| $nudwwinp® Md-p (Jhwn. Be):
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> ehhnpwwnwglnn nEqudphluwgnid: IhnpopuhwUhlwEeNL-
ubpp (uGphu, pptnupl, hndnutphu) wuhbwperywhu nthhnpwwunw-
qw)ny nGhhnpwwnwgynid U W tnwnuinndGphqughw)ny yGpwéynid
huphuwperyh: PdhuwpepeniutGpp onp Jwuliwlgnipjwdp hupbwpnifu
pwjpwjynd GU wdnupwyph W a-yGnnpryp®

H b T
HO—HEC—C—-CDOH Sr H2C=C—GDOH-—F
| nEhpnpuwungqw I
MHE = HED MH2
ukphlu Jhewlulyjw) UynLpE
(wdpbwwyphpwun)
+ H,0
]
NH O
hJhbUwwpnuhnlbwun whpneguiun

Wjuwhund, hhnpopupwdhtwpepentutph  nGqudhbwgdwl
wnpnjntupnid wnwewunwd U wdnuhwyy, a-YGwnnppnLutn e gnip:
> uncy$hpnpuquipl nEqudhbwgnid: Sé6ndp ywpnLuw-
ynn wdhuwpeprnlutph (ghunthlu, hndnghuwnthl) nGqwUhuwgnidp
Jwuwnwpynd £ nGunyydhhnpwqu tpdtunnd: Upnyntupnid wnwow-
unwd Bu H,S U hdhUwpeent, npp oph Jwulwygniejwdp pwjpwjynid
E NHs-h W YGunnpryh:
H

Tb
HS—CHy —C - COOH » H,C=C—COOH —=
| nEunL phhnpugqu |
NH2 — HyS NH2
R Uhgwllju
wnquuhp
_— il H,C— C - COOH
—= H,C—-C-COOH > H,C—C-
] ~NH3 I
NH O
huhbwpenL Whpnowwn

Wjuwhund, nGuni hhnpwquwjpht ntquupbwgdwl wpqwuphp-
utpu GU NH;-p, a-4&wnnppnLl W H,S-p:
>  UbndniGynyywpl nEquidhuwgned, nph hGinlewupny wnw-
swuntd b shwgbgwé pene:  Uwpnne opgwuhqunid hhuwnhnhlp
Jhwly wdphbwpepnil £, npp Gupwpyyned £ UGpdnGYnLwhu nGqwuh-
LUwgdwl: dGpdGuinp hhunmhnwquwu E (hhuinhnhu nGquJhbwquw):
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H H H

N—GC—CH.,— C— COOH ——2 > N—GC—C=C— COOH
i T e [
NHZ 4 ':I_MH3 * HG CH
Mf \Mf
H H
hhuwnhnhl nLpniuwbhbwpeRnL
(hJhnwqnwlyphpuwun)

U phuhhwlhwl wuwblywnlbpp: Ljwpnh $niuyghnuw| yhdwyp
npn2Gint hwdwnp Yhupywywu wypwynmhywined hwwp npnanud Gu
hhunmpnwqw UL nipnjwuhbwquw (nipnwuhbwperdh pwjpwjdwl
dtpubuwn) pEpdGunnutbph wynpynipjntbutpp, npnup hGwywwnnghwn-
utbph pwjpwjdwl JwpyGpubp (gnighsutp) Gu:

2. UunLnnwyh nGqudhlwgnid (inpwbunbqudhbwgnid)

UdhUwpreniutph ntquuhuwgdwl hhdbwywlu dwuwwwnphp
wnpwlunbqudhuwgnidu E, nphu Gupwnpyynd GU Juwgwd pninn
wuhluwpeenLutnp, pwgh (hghUhg, rptnuhuhg W wnpnihuhg: Mpngtul
pupwuntd £ 2 thnyny®

1. wdhlwppniubph npwbuwdhlwgnid a-fEwnngnuinwpuwinp
h&wn' qynunwdwmnp wnwpwgdwdp,
2. qyneinwdwinp opu/mwghnu nGqudpuwgnid’

a~-lGwnngynt- a~-YGwnngnt- C:)
-wdhlw-  \pnieEn unp o= wuhlw-
pRNL NUIRR RRNL NWNWRRNL
\ / \ /NADH \/ \N;\DPH
6hG Gu- | amnnwiwm wihGwwnpwlu- qLnunwdwn
?aﬁmﬁﬂfﬁnﬂ’n ’ nkhhnpnqtiliuqu bhpwquilitin X“hhh“""qhu"’qm
‘I‘llhlﬂn-/ \ g{nLuW- + o-lkinn '/ \QLnlU‘W NADP'
RRNL Uhlwppnt NAD pROL UhLwpepent
w)whbwppnLubph Yuwnwpnihg p)uuhlwppntUbph uhbpbq

UY.2.10.Uuntnnuiyh nEqudplwgdwl jEhuwpwlwlwl nkpp:

w) Ywwnwpnihquh dwdwlwl hwdwpw pninp wdhbwppnLubpp
npwbuwdhbwgdwl  nEwlyghuyny thnfuwnpnud  &GU wdhbwpuncdpp
a-yYtwnngnunwpwwnh Jpw wnwpwglbing gnunwdwwn L YGwnnppnL:
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Unwpwgwé qinunwdwwnp qnunwdun nGhhnpnqtUwqugh wqnbgnt-
pywdp Gupwplyynid E ninnuyp opuhnwghnl nEqudhbwgdwl, nph
hEwnbwlpny wnwpwlnitd EU a-YEwnnginLnwpwwn b wdnbhwly:

p) Udhuwppniutph uhlptqgh wluhpwdbrwnnipywl nbwypnid hw-
dwywwnwupuwl a-Y&wnnppniubph wriuwynLpyudp wuninnuyh nGquidh-
bwgdwl Gpyne thnyGpu k) pupwuncd U hwhwnwly ninnnipywdp: a-
YGwnnginunwpwwnp  JGpwwuqups  wdhbwgdwdp wnwpwlnid E
gnLinwdwwn, npp, hwdwwwwnwufuwl YEwnnppyh htn npwluwdhlwg-
ybGiny, hwugbtguncd E unp wdhuwppyh uhupbqhl:

Jwnpgbp «UUPLURRFRNFLENP OPNRLULUYNFER3UL
LLIULNF NFAPLENLY pEUuyh YEpnwpEnjuy

1. Npn°Up GU wJhUwppenLUEph thnpuwlbwyniejwlu hhduwywu ninp-
uGpp:

2. hUg E nmpwluwdhbwgnidp:

3. N°n nmpwuudwdhbwgdwlu ntwyghwutpu U wdbUwwwnl plupw-
untd opqwuhquntd:

4. h°Us E nGquudhuwgnup:

5. YGquuhbwgdwl hUg Gnwuwyubn Ywu:
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2.6. Uunuhuuh L3NEFUPNRULUUNIE3NILL
2.6.1. UunuhUubh UNURUSUUL ULL3NFPLENrL

Onpqwuhqunitd opwywu pwjpwjynitd £ dnwnn 100 uyhwnwynig:
Cun npnud, wdhbwppeniutph nGquuhbwgdwl nGwyghwubph wnpn-
jntupnid wnwewunwd £ JG6 pwlwynipjwdp wdnuhwy (NHs), npp
innpuhy Jphwgnipjntb £, hwwnlywwbu yGunpnuwywu LUjwpnwihu
hwdwywnpgh hwdwnp (YUI): Unjntuwy 1-nd gnug GU inpwé peoncd
wunupwyh wnpjntputpn:

UnynLuwy 1.
Udnuphwlyp hhduwlwl wnpynpubpp
wnpjnLn- wpngbup pLpdtlnltpp wpngbuh
utpp wnbnwlw-
Juynidp
wdhbw- | npwuuntquuplw- | wdhtwwnpwudt- pniNn
prrnLutn | gnud (wdhlUwppeent- | puquwutp (M), hynLujw ép-
utph nGquuhbwg- glnLinwdwin uGnpnud
JwUu hhdbwywu nGhhnpngbuwqu,
nLnhl) (NAD"
glnLinwdhbwpryh glnLinwdwin pninp
opuhnwghnlu nthhnpngtuwaquw hyjnLujwép-
ntquuhUwgnid (NAD" utpnid
ng opuhnwghnu hhuinhnwaquw,utphu-,| wnwybjw-
nGquuhuwgnid rnGnuphunGhhnpw- wbGu gwnnnud
(3pu, Utn, ek, nwquwutp, nGunt -
3hu) hhnpwquw (Md)
wuUhUwpenLutnh L-wdhUwpryh opup-| ywpn
opuhnwghnlu nwaqw (FMN) Gnhywdutn
nGquuhuwgniu
(nGquuhlbwgdwl
phs Upwuwynirp)nLu
nLutgnn nLnhubn):
phnq&lu opuhnwghnu wuUhUwopuhnwquw- | pninn
wdhulbp | nGquuhuwgniu utp (MU0, UUO), hyjnLujwép-
(rhngtU wdhuutph | (FAD) utpnid
huwyunhjwgdwu
nLnhutn)
AMP hhnpnihinhy AMP-nGquuphluwquw | hunntGuuhy
nGquuhuwgntu: w2huwwnnn
dywultpnid
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Udnuhwyh npn2 Jwup uyhwmwynigutph ubpudwu wypngtunid
wnwewuntd £ bwl wnhputpnd pwywntphwy Jhypndnpwih wqnb-
gnijwdp: Unwewgwéd wdnuhwyp v. portae-ny wugunud E pgwpn,
npntn npw hhdbwywu Jwup Juwuwqbpéynwd E: Lnpdwynd wdn-
Uhwyh ynugGinpwghwu 25-40 Jyuni/| £ Ywu 0,4-0,7 Jq/[: dDhqghnin-
ghwywu pH-h wwjdwuubpnd puswbu wpjwu JGe, wjuwbu £ pohe-
utph ghningnind wdnuhwyp wryw £ wdnuhndh hnup® NH, -h ntu-
pnd, huy wqwu wdnuhwyh ynugbunpwghwtu swihwquwug thnpnp E°

Unun 1% (NH3+ H" - NH,"):

2.6.2. Uunuvhuubk SNLULUNHR3NFLL

Udnupwlyp swhwqwug wnnpuhy Jhwgnipintu E, JyGpghuhu
ynugbunpwghwjh untjuhuy sushu pwpépwgnidu wpjwlu Jte Juw-
uwlwp wqgnbgnipinitu ntuh, npu wnwehu htEpphu wunpwnwnunwd £
UL3-hu: 3pwEpwdnutdhwiplu punpny EU nnnp (npGunn), hnnwpwfu
funuph fuwlquwnnudp, hhonnniejwU npwughwnnp (wugnnhy) puwl-
qwnpnidubpp, gnwydyndubpp (wunuhwyh YnugbUnnpwghwlu ninb-
nntd 0,6 Udn| W wybh nGwpnwd), ghnnwygniejwlu Yynpniuwnp, grjuw-
wuwnnuwnp, upnpuwnungp, thupunwdutGpp: Swupwanyu nbwptpnid
hhwyGpwdnutdphwUu hwugtgunwd £ nuintnh wjwnnigh W yndwjh qun-
gwgdwup: pwybGpwdnubdhwih hhduwywl wwwmbdwnp ywpnh
n&wnnpuplughnl $nLuljghuyh fuwpwpnidu E:

YU hupywywl ypwywnhywnud hhwytpwdnubdhwubpu wnwew-
unwd GU pgwpnh wpnwhwpdwl, hhdbwywunwd wnwpptp Ehnin-
ghwjh hGywwhwutph W ghnnqutGph nGwpenud: IpwEpwdnuGdhw)h
nGU ninnyuwé wwjpwpp wunuhwyh Juwwnudu £ W dhquujniph ghyth
(opqwuhgunid wunuhwyh Juwuwqgbtpédwlu hhdbwywl dwlwwwn-
hp) wynhyjwgnudp: cwdwluwywyhg pdo2yniejwl wdbUwwpnynituw-
Join nbnwdhgngutphg E L-opuphunhUwuwywpunwwnp (ppGunwjpu
wunitup® Hepamerz), nnp wnwohU hGpphu Ywwnd E wdnuhwyp,
huswtu bwl wynhdwgunid Jhqwujniph uhlbretqn:
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2.6.3. Uunuvhuupb SNRULY U2168NHI3UL UEvULL2UL

Udnuhwyh wnnpupy wqnbgnipjwl JGhuwuhqup hhduwywunid
hGunljwl E.

1. UdnUhwyp hGownnipjwdp rpwihwugnid £ pohoubn: Wn huy
wwuwnbwnny, wugutiny Jhnnpnunphnid, wdnuphwyp 26nnwd £ gpnt-
nwdwwn nthpnpngtUwquwipt nGwyghwl gntnnwdwnh wnwowg-
JdwU ynndp' npwuny huy thnppwglubiny o-yGuinngnttnwpwnh ynu-
gGunpwghwlu®

a-Ywnngniinwpwn + NADPH+H" + NH; — gintinnwdwwn + NADP*:

bnp hGprehu o-yYGnngntinwpwnp ynugtunpwghwh ujwagnedp
hwugtguntJ E.

w) Udhbwprniubph thnpuwluwyniejwl puyddwlp, Jwulbwyn-
pwwbu' nmpwluuwdhuwgdwl nGwyghwutph, nph hGwnmlwupny fuw-
rwpynd £ UbpndGnhwinnputph  uplptqp (nndwdhlu, wgbwnpi-
hun hu, gintinwdwwn, QUG W wjlu):

p) Unptpuh ghyh wpwagnipjwl Ujwquwlu wwwmdwnny'
EuGpqunbphghwh:

a) YpGpuh ghUih dewmwpenipinbGph nugblbnpwghwih Ujwq-
dwlp, npp hwlugbgunud Et  whpnijuinpg opuwnwgbunwnh
wnrwpwgdwlp:

2. UdnUhwyh ynugtuinpwghwjh dGéwgnidu wpjwu JGe wnw-
swaunwd £ wiywing, htnbwpwn dGéwunid E h&dngnphuh fuliw-
dwlygnrpyniup ppywéduh Uywndwdp, L qupgwunid U hynLugwé-
pwjhlu hhuyopuhw, hhybpywwlhw, hhwyntubpgbwnhly Jhawly:

3. UWdnupwyh Jté ynugbuinpwghwl Lywpnwjihu hyntujwdpnid
hupwunLd £ ginuinwidwinpg ginunwdhlp uplupbqp

ginttnwdwin + NH; + ATP = gintitnwdhu + ADP + H3POy:

Qnuinwdhup pwlbwlyh 2wwnwgnedp glhwih pgheubpnud hwu-
qbgunwd £ oudninhy dUpdwl pwpdpwgdwl, wuwnmpnghwnubph nLngbg-
dwup, huy dwup nGwptnpnid® Unuhuy qquncntnh wywnnigh:

Qnuinwdwwnp  Ynugbunmpwghwyp Udwgnidp hwuqbgunwd E
wUhbwperntutpph W uGjpndGnhwwnnputph hnpuwbwynipjwu puwl-
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guwpdwl, Jwulwynpwwbu® QUYMe-h uhbptqp: NunGnnud wpgbw-
Yhs Jtnhwuwinnp QUUE-h, huswybu bwl Jh 2wpp wj UG pndGRhwwnnp-
ubph wupwywpwpnipntp bwwunnwd E Wwpnuyht  hdyncjuh
nwpwédwl pwlqupdwlp L pnwlyéyncdubph wnwewgdwln:

4. NH4" hnup gnpdlwlwunid wlupwthwlugth £ ghnnwwq-
dwwnhy W Jhnnpnunphw| pwnwuputnph hwdwn, uwluwju wpjwu JGe
wdnuhntd hnuh pwlwyh 2wwnwgnidp unpnn £ fungpunnint; Na*™- W
K*-hnultph® pwnwupeny wugubip (wdnuhwyp Upgwygned £ hnultph
hGun wugninphuGph hwdwn)' npwuny huy huwpwntind Lywpnwhu
hdwntuh wnwewgniup:

2.6.4. UUnuhUyh HLUUVU2ErOUUL NFIPLELL

Udnuhwyp® npwybu wagnun wwpniwynn Uniebph wwmwpn-
(hguh wpgwuhp W pntuwynp Ujnip, wyGwnp £ npnpwyh nunhuGpny
Juwuwqtpdyh L htnwgyh opgqwuhquhg: tynynighwjh purewgpntd,
wWwjdwlwynpywé Yybunwuh opgwlhgquubph gnnigjwlu adubpnd,
yGunwluwywlu wouwnhp pwdwuyt] £ wgnunwjhb thnjuwbwyntpjwu
wwpptn whwbph® wdnbpnpbihy, nipEnpbihy W nippynpEhy YGEU-
nwuputnh:

Udnupnpbihly yGunwuhutph nGwpnid wgnunwjhtu thnpuwlw-
Untpjwu gliuwynp yepguwlwl wpgwuhpp wdnbhwll £, npp Jupnn
E opqwuhquhg hGnwuw] Jwpyny nhdniqytiny (hwhjwdwpdhu-
utn, wnthunpowynnputn, dyutp):

NipEnptiply YGunwuhutph nGwpnd wgnunwjhtu thnpuwlw-
ynipjwu 4Gppbwwl hpduwlywu wpqwuhpp dpquilyncpl E (urea),
nnpu opqwuhquhg hGnwunwd £ JGgh Jdhgngny: Wju wmhwp punpny t
Jwpnywlg b ywrlbwuntbutphu:

Nphynpbihy yEunwuhutbph nGwpnd wagnwunwjhu thnpuwlw-
ynipjwlu yGppuwwu wngwuhpp dpquppencl E (uric acid): Ynwlghg
GU pnsnLUUGpp, GpyytugwnuGpp, npnug EdpphnUw] qwpgqugnidp
Ywuwnwnpyned £ ddnud: Uwpnywlg, pun Gpuniphtu bwl Jwpnwudwl

wwhyutph W wy; wprlUwuntuuGph ntwpnid, Jhquweentu wniph-
Uwjhu thnpuwuwyniejwu yGppuwwl wpquwuhpl E:
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Ugnunwjhb thnpuwuwynipjwu JGppuwywtu b hpduwywlu wn-
gwuhplutpp hGnwunwd GU UGgh Uhgngny:

Opw pupwgpnid dheohl pw nitutgnn Jwpnnt opgwuhquhg
Jtqny Ywnpnn t htnwuw| 30q uvhqulyntp, 0,7 wdnupwly (NH,
wnbkph élny), 1,0-1,8q UYnLwwmplupl, 0,5-1,0¢ dhquppnt, 0,04q
hunhyuwu:

Uwhwwynigutph thnpuwlwyniejwu ybGppbwwl ypnnniywn-
utbphg £ bwl hhwynepwpencl: LoGup, np JGgnud hwjnmuwptpynid Gu
Lwl wdhUwprnLUG:

Udnuhwlyp Juwuwqbnénidp Entyuwnphninutph nGwpnid hpw-
ywuwgynid E hGinlyw| dswlwwwphutpny®

1. dhqulynrph uplptqny,

2. a-YtwnnppnLubph (a-YEnngnLinwpwwn) Jepwlwuqups wdh-
LUwgntdny,

3. wdhlbwppniubpnh wdhnubph uplpbtgny (qinLinnwdhlh,
wuwwnwaghuh wdhnwgncdny),

4. wdnuhwluyhtu wnbph wnwwgnidny,

5. uyhnwlynigh wquun Juppopuph; udptph wdhnwgnidny:

2.6.4.1. Uhqulinrph upluptq wd opuhunhUwihlu ghly

Opqwuhquntd wdnuhwyh yuwuwqgbpédwu hhduwlywu dw-
Uwwwnphp gpwpnnd Jhqwujniph wnwwgnidu £, nph Jwagdnwd op-
qwuhquhg nnipu £ pGpdnid thnpuwlwydwU pupwgpnid wnwewgwd
wanwuh Udnwin 90%-n:

Shyp hwjnuwptnyt] £ funpnpwagniyu YEGuuwphuhynu Yptpuhp
L Upw wpwybpun 3GLLGIGIRH Yynnudhg no wudwlyb] Ypbpu-
3GUqLLG)Rh Ywu opUhwnhlbwihu ghyp: Shylt wupnngnipjwUp pupw-
unwd £t dpwyl gwpnned: Uwlwju ghyih npny $EpdGunutpn hwjnuw-
pGnyLbp 6U bwl wy hyneujwépubpnud, ophtwy' nunGnnid, Gphywd-
uGpnd:
Swpptpnwd GU ghyh Jhnnpnunphwi W ghnngniwjhu thnt-
LGpp: Opuphinhuwjhb ghyu wdpnngnipjwdp int’u LY.2.11-nLU:
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[uuruueent 1 |

npuwlbuwdhbwgned
c-jGunngpne-
nwpwrrRYny

gqninwulhlwpenL

ahsnanL

Udhqulynip NHg—ﬁ— NH-

qninwuUhlwpEpnL
g wn
nthhnpngb-

a-jbunn- Lwquw

nLUWpW -
opLhwnhl a [a[am" NH,
GO,y 2ATP
Juppwynh)Pnudpwn

\ uhplpbnwquw 1
2ZADP+PI

wnghuwqu

opbhwnhlp

hwuwniLly pwruwl-
wngnuh pughl thnfjuwnpdwl

hwJdwluwng onlhwhl
Pndwpuwn
wpghuhbu- Juwppwdnhppnupwun
unLljghuwn
Lhwgqu oruvhshLUu- opUpwnpl
3hL 8hYyL Yuppwdnhp
wnghUhUwuncyghlwun npwlupbpuqu
i
ghupnthb
AMP+PPI wpghuplw-
untijghluwnn
uhUpbunwgw

ursnenuwrnry

ATP
ghwipni hl

)l
WU W W

unpwbuwdhbwgned
opuwnugunwunny

gnrunwuUhbweenL

unpwbuwdhbwgned
a-jmnngninwpupryny

[ uurvueent: |

UL.2.11. UpEpup-3kUqE keh ophUpinhUughl ghlyp:

Uhquluniph uhupbtgh nwlghwlbpn

1. Uhquuntp wéliwppyh [hwupdte wdhn E, npu niLup
wagnwunh 2 wwinnd: Uinndutphg JGyh wnpjnipp hGug hupp® wdnuhwlyl
E, npp, ATP-h Jdwultwygniejwdp, jwwytiny CO, (HCO3)-h hbGuwn,
uhupbgnud E dJwypntpghy dJhwgnientt® Jwppwdnhnudpwin:
NEwyghwl ywwnwihgnud £ uppwdnhy$nudpwnn upupbnwqu I-pf
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2ATP  2ADP+Pj 'i‘HE

NH 4 GO+ HpO — e o C -
ywppwunp pnupun |

upupbunwqu | OPO5;H,
Mg " ywppwunh-
Jbnupuin

Wju nGwyghwjh pupwgpnid npwlwlu winuntphy EEYnnph
nGpnid hwunbu £ quihu N-wgbunhi-L-g ntinwdwwnp:
2. 3wenpn thnitph nGwyghwutpu nuinnywéd Gu wpghuhup
uhupbtqhl:
Lwh Yuwppwdnhpbnudbwinp Jhwund E opuhinhupl’ wnw-
swglubny ghinpnipb: NGwyghwu Ywwnwihqynid £ opupinpuywppw-
Unhjinpwbudbpwqu dtpdtunny®

|
C=0
|
|i,“_|2 NH
NH» (CHa)s H3P04 (CH2) 4
| I -,
C=0 + CH—NH, opupnpuywppuunp;- CH=NH,
| | npubuPpLpwgu |
OP O,H, COOH COOH
Jwppwdnhp- opUhwhpl ghupnihl
$nudpwn (ybwnn abi)

1-hu W 2-pn nBwyghwutpl pupwunitd GU dhwnnpnunphnidnLd:

3. Unwewgwéd ghwpnyplup uwbghdhly wnpwluinwqulbpp
ogunrpjwdp dhuninpnunphnidhg nbnwihnfuynd £ ghwingng, yGnwé-
Jnud &uny 4up L Jhwunud wuwwpumwwmpl, npp Swnwjnd £ npwbu
dhquppyh wqnunh Gpypnpn wnndh wnpynip: NEwyghwih pupwg-
pnuid Swhuudnd £ ATP, L uhUptqynid wpghUhbwuntyghbwuwn:
NGwyghwlu Ywuwwihgynd £ wpghupbwuncyghwnn uplupbunwqu
dbndtuwnny, Mg”-h wnywjnLpjwdp:
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NH COOH NH COOH
1 | 1] |

C=OH H,N—CH ATP  AMP+H,P,0, C—NH=—CH
2 4 777
NH + CH,  wpghupUwunLyghuwn NH CH,
| | upupnwquw | |
(CH,), GOOH (CH,), COOH
CH— Ny, MR CH=— NH,
COOH COOH
ghunpnehl (Bunp dbi) wnghUhbwunLyghUwuwn

4. Unwowgwd wpghupwuncyghbwwnn wpghuplwuncyghlw-
qu $tpdEuwnnny dtnpynid £ wnwowgubind wpghupl . $nidwpuwin:
UpghUuhbwuntyghtwqwu JGé wywnhdnie)niu ntuh Gpplwdned, ywn-
nnd W nnGnned: Unwowgwd dnidwpwinp thnfuwwyynid £ Uptp-
uh Gnywppnlwperywjhb ghyined:

I'iIIH COOH I'iIH
I
C==NH=—-CH [:—HH.2 COOH
| I = |
NH CH» l?'ll"ilhuhllmu"l'{!]huwm NH + CH
Lmurqw | | |
— LGS

(szls COOH (CH,), CH
'ZIZH—MH2 CH—MH? COOH

J
COOH GHply  Prtpiun
wnqghUhbwuncyghUwuwn wnaghlhpl

Wjuwhund, $ntdwpwnp UGS3-U nL opnuhinhuwjhu ghyip ywwnn
JhoUwljnip E:

5. Swgnpn  thnynd wpghupul  wpghbwquw $EpdEUnny
(Undwlywnputp® Ca?* L Mn?*) hhnpnithqyned £ UGpwéytiny oplipunp-
up . dhquyynrph: LoGup, nn wpghlwqwl wnyw t dvhwyl yupnned:
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NH
1

S NH

G=—NH, | 2 NH,

NH H?D I:CHE:IS + l —

I A—’ '!:H_NH ?_D —3»Ukq
[(I:Hz:ls wnghluwqui | z NH

2

GH_MH? ?)ﬁl?hHmhl.l Uhquwujnip
COOH
wnghUhl

Opupwpl L jhght wuhUwpepenLutpp, |hutiny wpghUhUuh Yuw-
nnLgywoépwihu wuwingutp, pwpén ynugtUnpwghwutbph nGwpnud
pulyéncd U wpghlwqu $EpdGUnh wynhynipeniun:

Jdbpehtu  nbwyghwynid  wnwewgwéd opuhwinhup uwbghdhy
inpwuunwquwutnpny ghwnngnhg mbnwhnpudnd £ Jhinnpnunphnid
b thnpuwagnnid Juppwdnhpdnudwwnnh unp dniGynch htwn, nL ghyip
thwyyned E:

Wjuwhuny, 1 dni&yn dhqulyniph uhuptgh hwdwp Swhuu-
dnud £ 3 UniElync; ATP:

Y puphwhwl wuwblywnubp: Uhqulnipeh uplpbgh fiwlbquw-
pnedubpp: Swdwwwwnwuppwl tpdGunbbph pwgwyw)nieywl Ywd
wlpwywpwpnijwlu nbwpnid Jwpnn £ ghyh wnwldhU pwnw-
npphsuGph pwlwyp Jwwnwuw|® hhwybpwdnubdhw (dwnwuquluwl
wlupwdwnpwpnipynel), wpghuhlwunctyghbwn wghnniphw, hphwk-
pwpghupubdphw (nG'u wn.2):

Bwuh np wgnunwjhb thnpuwlwyniejwu ybGppbwlwl wpgw-
uhputph JGe Jhqwujniph wqgnup punhwunwp Juunwpnhy wgnunh
2/3-hg wybhu E, ntunh npw pwlwlwywlu npn2nidu wpjwu JGe W
dGgnid Juwplnp whuinnpn2hs Lpwuwynientlu nLtup, hwnwwbu Gph-
wdwjhu hhwunnipjntuubph W wgnunwjhu hwpytbyonh nituntdbw-
uhpnipjwl, Gphywdh dhinpdwl wwywpwnh pnppnpwjhl hhywu-
nniLjnLulph (UGdnphwinutnh) nGwpnd:

Uhqwujniteh pwlbwyh wybiwgnudu wpjwu Jbe nuntygynid E
hhybtpwgnunbEdhuyny: Unpdwj nitd JuwgnpnwihU wagnup (wpjwu ng
uwyhwnwynigwihu wqgnwnp) 25-30 Uq% E, huy hhwybpwagnuntdhwih
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nGwpntd Ywpnn £ pwnwuw] 2-3 wuqwd: dYwwnpwpwagnylu nGwpb-
pnid ypw £ hwuunwd nupGdhwh whunwuhn:

Wnwhuh éwjpwhtn wwjdwulubpnid wnwewlunid £ wphGuwnw-
ywu Gpphywdh Ywd hwéwh Ypyudnn wwgdwdptbptgh wuhpwat)-
nncpintt, nhwybugh wpjwlu Jhohg htnwgytbu wjn pwjwuwmwihlu (ng
wEGunpwywl) UnLetpp:

UnynLuwy 2.
3hjwl- | dEpdElL-| dwnwl- UGwnwpnihuin-
nncpynLup | wnp nk- quljw- wnunwhuwyun- Ukpp
$thywnp | UnLpywl JwoéntpynLlp wpuwl | deqnud
whuwp Utp
hhwbp- | Ywppw-| wninn- | éuybinig 24-28 gL, onn-
wunl- JUnhiupu- und dwd hGwnn wjw, tnuwin
Guhuw, pGnw- | ntgbuhy Yndw, dwh NH;
wnhuy | qu |
hhwybtp- |opuhwnpu| X-ppnun- hhwynunuhw, all, onn-
wunl- Jwppw-| ununy uwyhwnwyniguph| wjw, tnuwin
tupuw, dnhi- | 2npwjw- jncpwgdwl ujw-|  NHj
wnhuy Il inpwlu- | Yygywod gnuu
dLpwqu
ghwpnt- wnagh- wnLwnn- Unpwéhultnh ghwn- ghwn-
(hubdhw | UupUw- und 2nowunid dwup pnihu, | npnihu
untygh- | ntgtuhy inGuwyh NH;
Lwn hhwGpwJunutUuphw,
uhupt- tnwnhpny
tnwquw Jwpnywlg
2npswuncd uniup®
uwyhwnwynigwjhu
Swupwpbnujw-
onLpnLUhg hGwnn
wnqghup- wngh- | wnwnn- (hhwyGpwdnutdhw, | wpgh- | wnpgh-
Uwuncy- UhUw- und wwnwpuhuw, UphUw- | UpLw-
ghuwuwn- untygh-| nbgtuhy gugnruutn, untygh-| unLy-
nLphw Lwin rwhynid Gu LUww, | ghUwuw,
Lhwquw dwaqbipp NH; aLu,
wiw,
Llhq
hhytp- wpgh- | wnwnn- | hhybpwpghupu- | wpa,
wnghupl-| Lwquw und Guhw NH;
Luhw ntgtbuhy
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2.6.4.2. a-YEwnngynLunwpwinh ypwlwlquhs wdhbwgnid

Wju wypngbul pUupwuntd E nuntnnud W wjp opgwulbtpnid,
uwlwju wyn hjncujwéplubpnud wdnuhwyh yuwuwgbpddwl nyjuwy
nLnhu 2wwn phs £ oginwagnnpéynid, nnnyhGnl gintinwdwwn nGhhnpn-
gGUwqwl hhduwywunwd ywwnwhgnid £ gntinwdwnh nGquudhluw-
gnudp, W ng eG wnwowgnidp (UY.2.12):

¢ -YGSNGLNFSUr UGN % qinLnwJUhUwRRenL % [aLnisuury|

NADPH+H* MNADP* ATP ADP+Pi
gniunwdwn gnunwdpli-
nthhpngEuwgw uplp U w

UY. 2.12. a-4Ewnnqgyniinwpwwnp Jepwlwlqlhg
wdhbwgdwl d&luwlupqup:

2.6.4.3. UdhUwppnLubph wdhnuEnph upupkqgn (qinLinwdhl,
wuwwnpwaqhl), Yyepwlwlqlhs wdhnwgnidp

Wdnuhwyh yuwuwqgbpédwl hwdpunhwunwtp JGuwuhqup, npu
pupwuntd £t pninp opgqwuubpnud, ginttnwdhuh wrwpwgnidl E gint-
nwdhuuphupbunwquih wgntgnipjwdp’

COOH GCO=— NH,

I I
CH, CH,

| ATP  ADP+Pi
CH = NH, g nLnwdhl- CH— NH,
upupbnwqu

COOH COOH
gunenwJdhbweenL gnrunwudhl

Q nLinwdpluuplptunnwqul dhnngnunphnidubpnid £ U npwbu
YUndwywnp oguwagnnpénid E M92+: WU wdhUweenlutph thnpuw-
bwynrpjwl hwugnigwjhu $GpdGunbtphg JGUU E, nph winunbGphy
huhhphunnnputpu Gu* AMP-U, gnLtyng-6-dnudwwnp, g hghu, wiwuhu
U hhuinhnht wdhbwpeenLubpp:

Unwewgwd qrniinwdhup, h wnwpptpnipintu giniinwdwnh,
hGonwgywd nhdnighwih dGpuwluhqund wnwug pungpunnunh wlg-
unwd £ pwnwuprlutpnd: Qnennwdhup, npp hhdbwywunwd wnww-
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unwd £ JywuutGpnid, nunGnnud W gywpnned, wpjwl hntund wbgunid E
wnhputp b Gphywdutp:

Unppubpnd qinuinwdphlwquyh wantbgnipjwdp qununwdhlp
JGpwoéyniwd £ gnunwdwmnp, npu wjunthGunle inpwluwdhbwgyned E
whpnijwinh hGn' wnwewgubiny wjwupl b e-YGwnngyniinwpwn
(nt'u Uy.2.13): Ywuphuh gbpwyrhn Jwup nnutpwyny wuglunid E
gwnpn: Udnuhwyh dnwin 5%-p nnipu £ quihu ynwupny, sushb pwliw-
ynreyntu JGpwnwnunwd £ pwpn, huy Juwgwéd 90%-p° hGnwunwd
Gpnhywdutnny:

GO NH, COOH

CH,

2
I |
CH, Hp0 CH,
I I

CH=— NH, ainunwdhuwqu CH— NH,

COOH COOH
ginunwudpl ginunwdhbwRpREnL
aLNrsUuUrL
H,O
gnunwdhbwqu
guninwdhbweenL
U s, b whpnojwun
(s ARLE T
ULULPL

UY.2.13. Qi ncinwudhup wgninp thnfuwbwYynipyniup wnhplubpnid:

Enhywdubpnid qiniinwdplp qininwdplwquyny dtnpynwd E
gnLinwdwnh i wdnupwlyph, npu wnbpp dleny (Uninwdnpwwbu 0,5q)
nnipu £ quihu JGgnyd (inG'u uy. 2.14): Gphywdubph qpninwdhlUw-
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quwl pwgwnhy LpwlUwyntentl ntuh opqwuhquh prrYywhhdbuwhl
hwywuwnpwynnieintup b oudnnhly dupnudp ywhwwubGint gnpénid:
Wju punniygynid £ wghnngh dwdwlwy, W wnwewgwd wdnuhwyp
sGqnpwglnud £ Ujntpwihnpuwlwynipjwl prent JGunwpnhnubpp W
wunupnidh wnbpph wmGupny nnipu £ quihu opgwuhquhg:

aLnNrsuuPL
+
H
H,O
gninwdhliugu %—. MH4A ——= tpuljpbghuw
e {wdnupnud-
@ wupnuutp PY wakn)
- ?-
qninwdhlUwpRenL (CI5504%7)

UY.2.14. Qincinwdhup wdhnuyhl wgnunp
thnfuwlwlnrpynLup Gppliudubnncd:

Wjuwhund, qnuinwdhuli opqwuhqudnid wqnunh hhduwlwl
nnunpl E, huy Upw wdhnwjhb puntdpp Jwulbwygnud £ Jh 2wpp
phnuhUprtunhy nGwyghwutph, npnup UGpywjwgywé GU uinnpl’

1. uyhwnwynigh uphuptq,
wnLphUlUGnh uhupetaq,
whnphuhnhUUtnh uhlpRtq,
wuwwpwaghuh uhuptq,
wuhUwwpwnubph wnwewgntd,

. gyntyngh wnwowgntd:

Wuwwpwaghuh wnwewgdwl wpngbulu pUpwlunwd £ gnnw-
Jhuh wnwewgdwl wuwinghwjny, uwlwju dwpnnt opgwuhqunid
gnpébwywunptBu sh pupwuntd®

QRGN

COOH CO=—= NH

| (I gqhghu) | 2
I I
CH— CH=—

NH2 atP  ampepri NH,
GOOH GOOH
LU ULy L - wuwwpwaghl
ghUwpEL
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2.6.4.4. UwhwnwlynLgh wquwn uppopuh; fudptpnh wdhnwgnidp

Qnpéplpwgn Ywpwnp Lpwlwyniejntu ntbh nuntnh $nLuy-
ghnuw ypdwyh hwdwnp. npndwl dwdwlwl Ywwwpyned £ nGquuh-
Lwgntd, huy wpgblwydwl dwdwuwy' wdhnwgntu:

Jwpgbp «<UUNLLUYP UL3NFRUPNRULUYNFB3NFLY pEUwWh
YyEpwpbnjwy

1. Npn°Up GU wdnuhwyh wnwewgdwl hhduwlywU wnpjnLpubnp:

2. Pusn°J £ ywjdwlwynpwé wdnuhwyh innpupynipnLun:

3. Npn°Up GU wUnuhwyh yuwuwqgbtpédwu ninhubtpp:

4. hush® wnpnn G hwugbgut, wdnuhwyh Juwuwqbpédwl JdGhuw-
Uhgquutph puwprwnnLdutnp:
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2.7. UUbhLURMENILG P dNvULUUNIE3UL
cuA3uLNE® IPUNILELENE

UORUDLUSPL YUUNEL ONULUYNIRINILL

Grt wUhUwppenluGpp Uninp G gnpénud gwpn wybh JGé
pwlwyubpny, pwl opqwuhgquh $hghninghwwl wywhwlsl £, wwyw
nnwug wytigntyp, h nmwpptpnieintl wstuwentnh W thwhnutnh, ¢h
wpnn Yyntnwyytbp opgwuhgunid uwyhwnwynigubph éwny: Opqu-
Uhqulu wJhbwperniUGpp wyGigntyp sh hGnwgunid, W npwlup GU-
rwnpyynid GU Yuwwnwpnhquh: Udhbwpreniubph Juwwmwpnhqdh pu-
rwgpntd wdhbwpnudpp wuswwnynid £t widnbpwlyh wrwewgdwde.
AWqwuhuwgdwl Ujntu wpgwuhpn wdpliwppnilubpnh wéfuwdliuyhl
Yuwpupl F' o-yGinnpeniubph wmtupny, npnup thnpuwtwyynid W yb-
pwéynd GU wyhpnijwwnh wd wgbwnh-CoA-h' dninp qnpébiny
Ujntpwhnpuwuwynipjwl punhwuncp nLnh:

2.7.1. LAYNQELUBIL &G4 4ESNQEGLUSHAL UULLURRNILEN

Opqwuhgunid wdhbwpperntuGph Ywwmwpnihqdh wpnniupnid
hhduwywunwd wnwewlnid GU hGnlyw| JhwgnipjntuuGpp® wpyne-
Yuwn, wgbwinpy-CoA, opuwynwgbunwn, untlghlif-CoA, dnidwnunn,
a-lywnngnuinwpuwin, nnnup Unwinp GU gnpénid Uyntpwthnpuwluwynt-
pjwU punhwuntp nunh (inG'u uy. 2.195):

Cuin  thnfuwlbwynigjwl wpryniupnid wnwowgwd Ybnpeluw-
Ujnieh’ wdhbwpeniutpp pwdwuynid GU Gpynt fudph® g hyngGUw)hu
b yGinngBuwjhu:

WU wdhbwppentutpp, npnug thnpuwluwynipjwu pupwgpnid
wnwewuntd GU whpntjwwn Ywd YUpGpuh Enywppnuwerywihtu ghyih
dhewulyjw| wypnnniywnutn (untyghuh-CoA, dndwpwn, a-ybinngne-
mwnpww), npnup, yGpwoédbin opuwynwgbunwmnp, wuywhnynid Gl
wUhUwpernlutphg wéhuwentnh uhUprtqn, Yngynid GU ghyngb&lLwyhl
widhlwppnbbn, huy wju wdpbwpepnubpp, npnug thnpuwlwynt-
rJwU pupwgpnid wnwowunwd £ wgbwnfy-CoA wd wgbnnwgbunuwn,
wjuhupU® Y&wnngbl dhwgniypymlibn, wuJwunwd GU YEwnmngb&luuyhl
wihlwyppnubn.
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wwlpl
ubkphl

qLhghu
ghuwnkhlu
aL3nryng inphwunndpwl
3
t L& ghl
PrNFUS L .
t co Lthaghl
Q) 2 |hanibghu PpLLUh wwUhUp
©% LE)ghl ehpnghl
DEM l 1
\@ ybs Iwghmhl-COAl wgbnnwgbunh-CoA
WU L WU =
—3 opuLwLN Wwgknum ‘Rh__ﬂ,a*"
wuwjwnwaghl puwinwg Sliiririwin L
P umbpl _,@) qnunwdwn | [AESALUBRL
rhnnghl q’"m{"‘"m hanghtnnuwwn it UuPUPLLEP
wnghUhl
ppGnuhl | __o uniyghlhi-CoA a-yEnngninwpuwmn
wnnthu
JtphnUpu @T e © AL
bl Lo wipnujhnlhp-CoA

hqn|bjghl|

UY.2. 15. Udhlwppnibbpnh wéfuwéluwypll Ydwuph
thnfuwliwwlyniynilip
(oquwgnnéncdp Grljwuppnliwppduyhl ghlynid):

Uh 2wpp wJhUwppnlutp ogunnwagnpéynid GU W qyniyngh, W
yGnnuwjhu Jwpduphyutph upUpbgh hwdwp, wjuhupu' npwlug Yuw-
wnwpnhgudh hGnbwupny wnwewunwd E W UpGpuh ghyh npuk
hwlwwwwnwupuwl JGnwpnhn, W wgbnh-CoA Jwd wgbunnwghb-
nwuwn: Yyuwhuh wdhbwppentubpp Yngdnd GU gupaynlybinngELuuyhlr.

Unyniuwly 3.

Udpluwppniubnh wbwqnun duwgnpnlbnh JeGpgslwlwl
wnquwuhplibnh nwuwlwnpgnid

QhlyngEluyhls Qhln- YGwnnqELuyhls
wihliwppnilbn YGwnngEUuuyhl widhlnuppnilbn
wihliwyapnitlbn
wiwuhu ghuwnthu rrhnnghl 1GIght
wuwwpwaghl | wpghUpl dGUp W wlpl Lhghu
wuwwnpwnwwn | hhunhnhu nphwunndwl
alhghu Jwiphu hqn|Gjghu
gintinwdwwn | UGhnuhU
g nLinwdhu rpGnuhl
wpnihu
ubphlu

171



Juwipngbn «UUPLURRNAILEP ONRLULUYNIHERB3UL
LU2IULNIN NIPLENLy pEdunh dEpnwpbniuy

1. h°Us uyqpniupnyd BU nwppGpwyynid gihyngtuwhtu W YGinngEuw-
Jhu wdhbwprnLUtnp:

2. N°n wdhbwppnutpu U nwuynd ghynqbUwjht wUhUwpEENL-
utiph 2wnpht W npn”Up® YGinngGuw)huh (RYwpyti):

3. Npn°Up GU g hynyGinngtLUwhu wUhbwerenLUEnNp (PYwnyb)):
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2.8. oNUrhLGLL UUBLURENILEG D
uGLuuuhuEG2L

Uwpnnt opgqwuhqund hbwpwdnp £ 8 thnpuwphubh wdhuw-
rrNUGPh  YGUuwuhUpetq' wywlpl, wuwwmnwwn, wuwwmughl,
ubphl, qihghl, qynunwduwn, qynuanwdhl, wypnpl: LoJwéd wdhUw-
rrNALUGNH wéhuwdlwjhu Ydwhupl wnwwunitd £ gnLynghg, huy a-
wuhbwpunidpp® hwdwwwunwupuiwl wdhtwepryhg tnpwluwdhbwg-
Jwl wpryniupnud: 3wpy £ UG, np a-wdhbwpudpGph nluhdGpuw
nnunn £ @/nuinwdwngr.

LY.2.16-ntd L 2.17-nuid UuGpyuwjwgdwéd EBU  thnpuwphUbih
wUhbwperntubtph YGUuuwuhUprtgh nunpubpp:

aL3nrund

—— —

[bnudnbuniyhpniwin | —pe —pw

|

-— —

whpniqun |== Lu[LUUhIJ

l qunLnwdhl
wuwwpwqghl /
; - utmnqlmmmnmm — —h lunghlpl
nnihu

UY.2. 16. @nfuwunhlbyih wdhlwppniubnh YEUuwuhlpbgh ninhlubnp:
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1.ULuLhu CH 4
?H 3 i e-ua |
QUNLYNG —tr — G =y HC=— NH2
wid plinpuiliu- |
COOH PLEpwqw, ML COOH
whnpnidwwn wwlpl
2. UUTUNrSUS
e COOH
a—yq |
GH, 4 GH,

QUNLYNG —r —e | P
C=0 wdptwnpuliu- - HG=— NH5

PEpwgquw, b
COOH COOH
opul N ghbuwmn WUWW WD
3.9LNFsUULS
(IIOOH Wit ®— YEnn- (IIOOH
(CHp), PRI - (CHy),

QUNLYNG i e | g
C=0 wUptwnpuwliu- - HG=— NH5
PEpwquw, b

COOH COOH
G —ljEwnngpnLunwpuumn giniunwdwn

UY.2. 17. Ujwbpup, wuwwmnuwiinp, qinunwdwianp
wnrwewgdwl nEwlhghwlbpp:

qnunwdhll W wuwwmwaghll wdhuwerenlutph wnwewgdwl

nGwyghwutpp®
gininwJdwm + NHg + ATP + Hy O ——23 qinuinwdphlb+ ADP + Pi
gnrinwdplu=—
uphbpbunwqu
wuwwpunwwn + G (ud NH3) +ATP + Hy O = luuywipighl + Q{nL+ AMP + PPi
wuwywpwqghlu—
uhbpbunwqu
Ubtpplr wdhbwprryh wnwowgdwl ntwyghwutpp®
+
(iO(_)H Napt MNADH+H COOH gLt a—uq
QUNLYNQ e e — _\—4 |
H(I3 OH nGhpnpngEUWqW C=0 w huunnpuwliu=
| PpLpwqu, Md
HEC_ OPO3H2 H'EC_ 0P03H2
3-pnudnglhgkpwn 3-pnupnwhpniryuwn
(IIOOH Hs0 Pi (fOOH
HC=— NH A—A HC=— NH5
_ PnuPunnuiqu |
H-;_C—OF"OSHE HyC— OH
uknphu

3-bnupnutphl
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N hlr wdhlwprYh wnwewgdwlu nGwyghwu®

H-;_(Il—i:l:H2 H,0 H,C CH,
| |
0=C¢C CH= COOH e C=0 CH= GOOH —» —»
OH NH NH NH
?  NADH+H' NAD' &
ginirunwduwin gniunwdwmnh wnniphl
Yhuwinkhhn

hghli wdhuwprJh wnwowgdwl ntwyghwubpp®
w) wnwewgnidp ubphuhg*

5 10
Ha= pnjwwn N ,N— UGehGU-Hy— pnpuin

ubphl . » qLhghl
ubGphUopuhdbphjnpuwlbupbEpuqu

p) wnwowgnidp wdhuweent guwghg L wdnuhwyhg'
Hyq= $npwn NﬁsNE UbehGU-Hi= Hnjwwn

COz + NH4 ~— T + qlhghu
gqlhghUupupwqu /'-\
+ +
NADH+H  NAD

Uwuliulih thnfuwphllih wdpliwppnibbnp’ wpghplp b hhu-
wnpnplp, Unyuwybu Ywpnn GU uplupbqyb), uwlywjlt 2wwnm pwnn
Gnwuwyny nL sushu pwlwyutpny: Uwulbwdnpwwbu wpghuplu
wnwwunwd £ oplpunpliuyhli ghlyned, huy hhuinhnhup' ATP-hg L
nfipnghg:

Nuydwlhwlwlnp&l thnfuwphlbh wdhliwppniubn phnnghln
U ghuwnEplip Yywnnn GU uhuptqyt] hwdwwwwunwupuwl wuthnpuwnhp-
UGh wdhuwpernubphg: hpnghup uhurtqunwd £ $EUpwwwlh-
Ufg, huy ghuinthun® d&phnlfbihg:

SGuwywunptlu htwpwynp £ bwl wj wdhbwpenubnh upu-
rtq, npnup hwdwwwwnwupuwl o-yYGinnpreniubtpnh  wnwnipjwu
nGwpnitd npwluuwdhbwgynwd Gu gpenwdwunmh hGn: Wuwhund,
wuthnpuwphutbh £ wdhtwppeniubph wéhuwédbwjhu Ydwhupp, huly
wuthnfuwphUbh a-yGnnppniutph  wnpnp Yupnn Gu Swnw)b)
Jhwju ullnh uwyhwnwynigutpp: FPwgwnnieintt U Yywagdnd Jhwju
1hahl W pn&nlpli wdhUwprnLutpp, npnup s6U GupwnpyyYnd tnpwlu-
wJdhbwgdwl, npwlg yGunnwlwingutpp utunny gnpéUwywunptlu
s6U wnwywuntd, huly opqwuhqunud $6U uhuptgynid: Wju wdhUw-
rrNLUGNN Jhwl wnpjnipp ubunh uyhwnwyniguGpl Gu:
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Jwngbn « ®NRUrhLELP UUPLURRNILE P
ELUUUPLRE2LY pEunh YEnwpbniuy

1. Npn°up GU thnpuwphubh wdhbwpprnuGph uphupbgh nunhubpp

(U261 pnLNND):
2. Npn°Up GU Jwulwyh thnpuwphutGih wdhbwprenLutph uhuptqh

nLnhutnpp:
3. NpnUp GU wwjdwluwywunptUu thnpuwphbth wJdhUwprenLutph

uhurtgh nunhutpp:

176



2.9. UnuLahL UUhLUMRENILEG h
onhuvuunkE@3NtLL

Fwgh punhwuntp thnpuwlwyniejwl ninphubphg, wnwudhu
wuUhUwperntutpu ntutu hptug jntpwhwwmniy hnpuwuwywjpu nnp-
utpp, npnug pupwgpnid wnwewgwd wnpgwuhputpp hhdbwywuntd
YGUuwpwlwywl wynhy Jhwgniejniulubp GU L 2wwn nGwptpnud
wwjdwuwynpnid U opqwuhquh $hghninghwywlu ypdwyn:

2.9.1. QLAS8HL 64 UErhL UUBLURRNILEH
onkuuanie3NILL

2.9.1. 1. yhghlih thnfuwlnulnypintlin

hghlp hnpuwphuth wdhbwpepent £, nph hhduwywUu wnpjnt-
np uGphut E: YU opquwuhqunid vhwy wdhbwpeenil £, npu owywnhluw-
wbu wywnnhy gk, sbwjwd nlup ywpqwagnyu Ywnnigywép: Ghghup
wplnp Lpwluwynientl nLuh wgnunwjhu thnpuwlbwyniEjwu wnwn-
pGnp onwyutpnud: Wu Jwulwygnd £ uyhwmwynigutph, nphwbw-
inhn glninwehnlh, YpGwnhuh, wnpdhphulbph, wniphuutnph uhu-
rGahu, ynujntgugdwl nGwlyghwubphu (Juwuwqbpénid, [GnweeNL-
ubph ynuntqughw): G hght wdhtwpprentu nwuynd £ UG pnwynhy
wuUhUwpprntutph 2wppht L yGunpnuwywl Uywpnwihb hwdwywn-
gnud wpabiwyhs Jenhwwnnnp E:

Qhghtip nEqudhliwgmdp Ywunwnynwd £ gihghl opupnuqu-
/ny, npp FAD-ywhujw| dGpdGun E: Wu nbwlyghwih hGunlbwupny
wnwwlntd £ ghopuwwwn, nnph nGlywppopuhjwgnidhg unwgywéd
dnpuhy punudpp inGnwithnpudnd £ inGinpwhhnpndniwerdyh (THF)
Ypw: dnpuhiintnpwhhnpndniwinp NADPH+H-Ywhujw| nthhnpnab-
bwquwjnd yGpwywuquyned E N5,N1°-dl:|ah[bh-THF-h L Jwulwygnid
JGY wéhuwdlwhu hudptph thnpuwluwynipjwln:
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0
FAD  FADH, \'1 ‘ﬁ'

H,C —COO0™ e | > HC — GOOH
2 glthghu-  —NHj5 .
NH; opuhnuquw —H,0, ginopulu]
gqLhghu
0
I . ]
HC— COOH + NADPH+H" + THF ———=N" N'L ybph(bU - THF
qlhopuwwLn —NADP*
—H,0
- CO,

jntujwéputbpnd ghopuwijwnnp Ywpnn £ opuhnwuw| Uhusl
opuw|ww, npp, ywwybiny Ca2+-h hGwn, Gphywdubnpnid opuwjwwnuw-
Jhu pwptph wnwowgdwl wywwdwn £ nwnunwd: Opqwuhqdp npw
nGd wwjpwnpnid £ g hopuwjwwnh ywwdwl ninhny. wnwelbwjhU op-
uwiwwunnippwl pupwunwd £ ghinnwwqdwjht a-yGunngniinwnpwun-
glhopuwwwn wppnihqwquwihb wywmhynipjntup, nph hGinmlwupny
glhopuwwwnp vhwunwd £ a-yGnng ntinwpwunhl® wnwwgubiny o-
hhnpopuh-3-Ytwnnwnhwhtwpent: vepghuu, Ynpgutiiny CO2-p, Ynyhu
JGpwéynud £ a-yGnng ntinwpwunht

0 COy
H . I Mg+ i
O=C—COOH + "00C—CH, —CH,— C-CO0~ >
OpULU| WL o -1y 5L n G L U LU ug U a —jEwnngnLmnwpw =
alhopuw) Y al n it Rl
Lhququ, Nd
O OH 0

_ I Il
—* "00C—CH, —CH,- C - EI— (:00‘7 "00C—CHy —CH,— C-C00~— 4bS8

a-yEunngninwpuwm
- hhpopuh-pg-YGumnnwnhwyhbwwn €Oy

Qhghuh thnpuwlbwynipjwlu hpduwywlu ninpu pupwunwd E
THF-h Jwulwygnipjwdp: WU Jwwwihgynwd E gwpnh peheubnp
dhinnpnunphnudnud [njuihqugywé gihght uhUpwquiht Yyndwbp-
uny: Wju yndwtpup bdwu £ yhpnijwwn nGhhnpngbuwquwhu yndw-
|lGpupl W Ywwnwhgnid £ nwpdGh nGwyghw: bp hGpehu Uhinnpnun-
nhwy glhghu 6tnpnn Uniinhtughdwjht hwdwywnpgp npn2 gwihny
nwnpptpynud £ glhghuupbupwquwihtu YndwGpuhg: WU ywpnibwyned
E4 uyhwnwynrg, hwdwwywwnwuppwlwpwp* P, H, T L L, npnnughg P
uwyhwnwynigp ywpnibwynwd £ yhphnopuwdnudwwn, L hwlntu
qwlhu npwbu gqihghtu nGlwppopuhjwqw: H-uwyhwnwynigp wwnnt-
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uwynwd £ [hwynjwpeent, T-uwyhwnwynigp® THF W L-uyhwwynigp, npu
nLuh |hwynwdhn nGhhnpngGuwquwjhu wywnhynipjniu®
NH — CH ,—GOOH + Hy4- dnjwwin+ NAD = -
qLhghu o - glhghUuhUpwqw
L]
== CO; + NH3+ N’ N— ubphibl-Hy= njwwn + NADH + H'

2.9.1.2. Uphluh thnpuwliwlyneentlin

Ubphlp \hnpuwphuth wdhbwpent £, npu wnwewuntd £ gL hyn-
Lhah Uphgwuyjw| wpnnniywn 3-dnudnghgbipwinhg: Ubphuh hhnpop-
uh funtdpp wplwnp ntp £ ywwnwpnud uGphuwjhbu wynhynipjwdp
odnjwd pLtpdbunutph (Eupbpwquwutp, hhnpnuquwutp) wywnhy
ysuwnpnuh dbwynpdwu gnpénid: UGphup $nudwuinhnhuGphuph pw-
nwnphs dwul E: Wu wdhbweryh ntwppopuhiwgnidhg wnwsow-
unwd £ EpwUniwdhl, npp dinunwd £ JdGY wy ywplnp $nudwwnpnp’
dnudwunhnhiEpwuniwdhup Ywaguh Jbe:

Qhghuh W uGphuh thnpuwuwynipjntbutpp ubpwnnpbl Yuww-
Jwé GU Jhdjwug htwnn (LY. 2.18)°

(|3H-Z—'OH NH,

5 10
CH—NH, + Hs= bnjwin e=—————= CHy? N',N— utph|bU-H4= pnjwwn 4 H,0

utphuopuputppy |

COOH npwbupbpuwqu COOH
uknphl qLhghl
UY.2.18. Qhghl b ubphl wdhlwyppnilbph
thnfuwlybnwdwl ninphlbnp:
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QL3NF4YN2
A

Y
[3-bnuPnqihgbpwin | —— qLhgbpuwn

A

opuhuwhpnLywun
\ v /"

ghunbhl ~=——/ uUsrplL p—— udbhlgnhwhnubp

. pauenhanien
Hyq= Jpnpwun

[uwhunwynigukp |

UGph|GU-H4= njpwwn
[aninwhnl|
\ > Lhujhnutp

Gntwahfe— [arreny | —== [hty]

whpnijwn

\L wniphUwihl
|hhu4nLnu,|[a[anL| / \mulhnmhrﬂlhn
npLEpdEbmlEp
nujnLqugluo Hg= njwn (NADT, FAD)
lGnueepnLlEn
H,0

UbphEU-Hy= $pnpwn

CO,+ NH
UL 2. 19.UEppUp U qipghlif YELuwpwlwlwl nbpp:

Qihghuh W uGphuh thnpuwlbwyniejwlU pupwgpnid wnwowgwd

JGrhGU nEnpwhhnpndniwpeenitl ntup hp nipnyu nGpp twpptn
thnpuwlbwywihu wypngbuubpnud (LY. 2.20):
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NH
(|3H 92— OH ubphuopupuGRhy | 2

npwludpbpuqu
n Pbpwg CHg

'i|3H—I'tIH2 |
COOH Hg= Pnpwn COOH
ubkphl gLhghl

5 10

N ,N=|CH

o~ Ha= Hnjunn ~~a. [WhnhuhnhUltp
(rhUhnhlwpeenL)

ol !

N =|CH =Hy= bnjwuwn 5 Jo
3 bny N",NECH]-Ha= pnjuwwn T |u|mnhlllll?n(01
g

l I

JGehnUhUh

5 10
JEnwlwlquncd N" (yuid N ) CHOJ=Ha= i e

wniphuubp (Cy)

UY.2.20. & njuninph wowlgyuylibph wewpwgnidl nt
oquiwgnnpénudp:

Y huphwlywl wuwElinlbitn: Yhghlih thnfuwliwlnceiwl
fhrwliquinniduEnn:

Upnh pd2yniejwlp hwjwnuh Bu glhghtp thnpjuwlwyniejwl Uh
pwuh huwlbgwpnidutp, npnug hhdpnud Ywd thnpuwlbwyniejwup
Jwulwygnn dtpdGunph wupwydwpwnpniejniul £, jw'd wdhuweryh
npwluwnpunwiht hwdwywngh nEdLtHwnp:

hwybnqihghlibdhw: cdwnwuqwlwl hhdwunnipintu £, nph
wwuwbdwn Ywnpnn £ hub] glhghU uhupwqwht hwdwlywnpgnid P Jwd
T uwhwnwynigubph  pwgwywinipiniup: Upnyniupnid  glhghup  ¢h
dGnpynid, L npw ynugbunpwghwl JdGéwunid £ wpjwu JGe: Ipqwl-
nnLpjwl dwup nGwptnpnud qupqwunwd £ glunintnh $nLuyghwltph
fuwluqwnpnwd (onwysyntdutn, hhynwnnuhw, 2Uswnnipjwl puwlgw-
nnud W wyu):

Qhghlniphw: Funiewanpynid £ glhghup® Utgh Jdhgngny wp-
nwqwwndwl Jtéwgdwdp, vhusgl 1gpwd/opwywl, wpjwl JGe Jbp-
shuhu ynugtUnpwghwt sthnhnfudtGint ywjdwuutnpnud: Ipdwunnt-
rjwlU hhdbwywl wpunwuhpl £ Gphlywdubpnid opuwjwwnwjhu pw-
nGph wnwsywgnudp, pun npnud, JGgnud opuwjwwutph pwlwyp
unpdwjh uwhdwuutpnd E: Opuwjwwh wybignLtyu ntuph Eunngtu
éwanud. pun GplnyprhlU, glhopuwjwwpn, npbu opuwwwnh Uwhunpnu
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E, glhghtwdhtwwpwuudbpwqwuih nbdGYnp  wywwmbwnny sh
JGpwoéynid qrhghuh, wj hphduwywunid opuphnwunid E Jhusl
opuw|wun:

bnp hGprehu glhghuniphwt wnwewunwd £ Gppywdubpnud q|h-
ghuh nGwpunppghwjh puwuqwpdwl hGunbwupny: YEnpehu nyjwut-
nh hwdwéwju' hhywunnieiniup, wdtUwjt hwywluwywlunipjwdp,
dwnwugyntd £ nndhuwlwn duny’ 2npwjwygywsé X-pnndnundh hGun:

Unwpliuyghli hhwbnpopuwyuinnippw: Puntpwanynud £ Jtgh
Jdhongny opuwjwwnh dnwywl nnipupbpdwdp® wulwlhu ulunny
JGpghUuhu unwguwtu pwuwyhg: Ipjwunnieintul wpwag qupgwuncd
E' Uhquuwwp ninhutGpnid Gpyynndwuh opuwjwinwihb pwpbph wnw-
swagdwdp, npu nunGygynd £ npwlug wpunmwhwpdwdp W ubdpnpn-
ywighungh qupqwgdwdp: Ipqwunubpp Jwhwuntd GU Jwlncy hw-
uwynd Gphyuwdwht wupwydwpwpnientuhg wd hhwyGpunnuhwjhg:

Jwngbn « LASHL 64 UErhL UUNLLURRNILE P
ONULUYNIR3NILY pEduh YEnwpEmuy

1. Npn°Up BU glhghU wUhUwprrUh pwjpwjdwl hhdbwlwu ninhutpp:
2. Npn°Up GU ubphb wdhbwperYh pwjpwjdwl hhdbwywu nunhubpp:
3. N°pu £ niwperdh woéwlugjwiutph ntpp gthghu W ubphu wJhuw-
rrNLUGNh hnfuwlbwynipjwl UGe:

4. Npn°Up GU qlhghU wJuhUwprYh thnuwlwynipjwl uwuqunnd-
uGpp:
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2.9.2. DONE NUrniLdun uublUrrifiLErh
(UGrhNLAL, ShUSEGHL) ONLULUYNIER3NILL

2.9.2. 1. UGphnlhlh thnfuwlnulncpintln

UtGphnuplly wuthnpuwnhUG h wdhbwpeent £ WU Jdwulwygnud
E uyhwmwynigutbph uhuprtqhl, ghunthu wdhbwpryh hwdwnp 66dph
wwnndh wnpnip £, Gupwnpydnwd £ nGquuhuwgdwl, huy dGehnuh|-
nNLME-U  wnpwluywghwih gnpépupwgh huhghwghwih thnind
wplnp Lpwlwynrpjnil nLup:

UGphnUuhUuh d&pfy untdplt ognwagnpéynd £ Jh pwpp Jhw-
gniejnLtultph upuptqh hwdwn: UGeh judph wmGnwithnpunudp hw-
Jwwwuwwuppwl wygbwunnph ypw Yngynd £t wpwlbiudEphiwgdwl
rGwlhghw, npp pwgwnhy Upwlbwynipjntt ntuph opqwuhquh Ujne-
rwhnpuwlwywihu gnpépUpwgltpnd: Uwlwju JdGehnUuhuh Ywgq-
Jdnid JGrhl funtdpl wdnip yuwwywé £ 66Uph wwnndh hGun, wjn huy
wwwdwnny JdGrhy udph wudhpwlwu nnunp £ ng et JGrhnUuhup,
wjL npw wywnhy dup® S-wnblinghdphnlplip’ SAM-p. Utph| fudph
wluswwnnidhg hGinn SAM-p JGpwéynwd £ S-wn&lungfyhndnghuwnbhlp
(SAH):

SAM-h wrwewagnidn Gud d&phnbhlh whnhdwagnidn

SAM-h uhUptgp Ywwuwihgnd £ JGrhnuhbwnGunghwnpwlu-
Ptpwqw Ywd SAM-uhupwqw dEpdGunp, nph untpunnpwwnutplu Gu
JdGrhnuhup W ATP-U: NGwyghw)h pupwgpnid hhnpnihgqynwd Gu ATP-
h pninp Gpbp $nudwnwihu fudpbpp: SAM-h Juqunid -S*-CHs
funtdptu wulwjntu E, npp wwjdwuwydnpnud £ JGrh| fudph pwnép
nGwyghnuntbwynip)niup: Yyuintnhg £l pfunud £ «wlpinpd dtphanliply
inbGpdhup (nGu LY. 2.21)°

G
? ATP PPi+P H.C wntUhu
\J

CH —> CH: H H
| Jbphnuhuwnbungh|- | H H
?Hz npwlupbpuqu CI:HZ
(I)H —NH: (I)H —NH2 HO OH
COOH COOH
Utphnuhu S-wntunghiutehnuhu (SAM)

UL.2.21. SAM-h uplpbqp:
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SpnwliudErpwadwl nEwlghwlibnh nkEnp

SAM-h Jwulwygnrpjwdp jwwnwpyned Gu.

1. dnupwinpinpibpwlniwdhlhg pnupwinpnpifuniphif
uplipbap,

2. uplfunpbfp upleban,

3. UnGwinhluh U UnGuwinhuhlUh uplptgn,

4. wnpbluwhup uhlpbqn,

5. wuubnhuh U Gwnlunghluh uplpbgpn,

6. Unily Gninpnlbnnid wagnunuyhli hhdpbnh UGpehiwagniup,

7. Unipbnh Juwuwqbnoncdn:

1. dnupwipnpitpwlnjwdhlpg  pnupwinpnffuniplf - ufl-

ptq’
0 HaC_ 0

HzN-(CHz)z-O- P 0-CH, 3 SAM 3 SAH "=° ~N*(CHz),-0- gHO 2:20 co-R
OH CH o-co-R _ \

CHg O-CO-R
$nudpwwnpnhifunihl

CH2 0O-CO-R' ytphinpwuudbipwqu
$nudpwinhnhEpwuniwdhlu

2. Quplpuinplp uplppbq'’

3SAM 3 SAH
\_/ G,
HzN — (CHz); — COOH ’ HsC — N (CHz); —COOH —
Ubphjunnpwludbpuwquw Hac
y- wuhuwywpw- y- pnLehpnpGuwhu
quppenNL
02
ch
HisC = N CH2—CHzx—CH; —COOH
HiC” (])H
Ywpuhwhu

3. UnGwinphup U YpGwinpuplph uplypbq:

UpGwwnhUlu wuhpwadtywn £ Jywlubpnid W nunGnnud Jwypnkpg
hwunhuwgnn YpGwwnhudpnudbwnh wnwowgdwl hwdwp: YUpbw-
inhuh uhuptql pupwunctd £ 2 thniny, 3 wdhbwperenLutph Jwulwy-
gnipjwdp’ wnpghlupl, qihghl, dGphnlpl,. MpnngGup uyuynid £ &pp-
Ywdtbpmd, npintn wipghuhup Jdhwunwd £ glhghuht gihghuwdhnhu-
npwludbpwqw dtpdtunnyd’ gniwuhnhtwgbunwwnh W opuhwnplh
wnwowgdwdp: WunthGinl wnwowgwd gniwuhnhuwgbunwwml wug-
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unwd £ ywpn, npintn SAM-h Jwultwygniejwdp JGrhiwgdtinyg thn-
huwyGnpwdnid £ Yp&wmnplp (LY. 2.22):

'IQH2 ':lH? GrhyuuyU YI\|H2 |Ix||-|2
= CH S
(’: NH 1 2 (CH2)s C=NH
NH  +  COOH | \H
I gLhghu 5 CH-NH; +
UwJUhnhlw-
(?th &L#irl:ul‘;hgr&rq:uu COOH (|3H2
CH-NH onpuhwhu COOH
| 2 qnLwUhnhu-
COOH wgbnwn
wnghupu
'?'Hz SAM  SAH 'T'Hz
(;J=NH \ /‘ , (.|3=NH
Uhnhuwgt ¥
Rk il o it Ny
?Hz CH2
|
COOH COOH
qnLwuhnhu- L3LI)
wgGunwn qpEunhb

UY.2.22. UnEwinplp uplippbqp:
UpGwwhUlu wpjwl hntund wlgund B JywulGp W nwnbn,
npntn YpGwuinhuyphbwquwjihu nGwyghwjnid wnwewuntd £ Jwypnknpg
hwunhuwgnn ypbwwnpli nudpuwinp’

t;le II\lH ~ PO3H2

CI3= NH (|I=NH

IINI—CHa hwuguwnwgnn dyuwunwd I:l'_CHa

CH, +ATP < ~— CH, *+ ADP

| w2 fuwwnnn Jywunwd |

COOH COOH
UnGwinhu ynGwwnhu $nudpwn

NEwyghwlu nwpdth E, ypbwnhuypuwqw dptGpdbunp L gh-
wnngnnud £, W Jhinnpnunphnudutbpned, opqwunuwtghdhy £, ntup 3
hgndl: Upjwlu UG Uunpdwjnid wywnhynieintup swhwquwug thnpnp £
(wybh Jwupwdwul ntG'u «dEpdGunuGp» pwdlncd):

UnpGwwnhudnudpwunp UGS nbp £ Ywwmwpned Jywuubpnd $hah-
Jwywl w2puwwnwlph uyqpuwywl 2ppwlnid: Ujwuubpnud ng pbp-
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JdGUnwuwnhy ntdnudnphiwgdwt wpnjntupnid YpGwinhudnudpwnn
nnn? pwuwly yGpwéddnud £ Ypbwmnpuplip, nnp nnipu £ qwihu dGgny®

rl’lH = POaHz o)
I

C=NH Pi ¢

‘ 2N
I:I—CHg - NH CH,
?Hz NH=C——N—CH,
COOH
UnGwwnhudbnudwn YnGwwnhuhu

Opqwuhgquhg opwywUu nnipu £ qwihu dwpduh punhwuntnp
Jywlwjhu qwuqywdéht hwdwwwunwuhiwl YpGwwnmhuphuh pwlwly
(Unwn 0,5-2,0g Ywd 4,4-17,7 ddni/on):

Y pupywlwl wuwbElpinubpp: Y\pbwinhuh W YpnGwuinhuhuh pw-
Lbwyutph npnonudu wpjwu UGy b JGgnud yhpwnyned £ hhdbwwuncd
uwnpunwjihtu pdoynipjulb Jdte W npn2 wpnwpwlwlywl Jhbwy-
uGpnd® JywuutGph whuwwnmwuph hunBuuhynipjniup punLpwantnt
Uwwuwnwyny: YUnptwwnhuhg YpGwnhudbnudpwnh wnwowgdwu puwl-
gwpnudp Y huphynptu npulnpynid £ YpGwunnhuniphwynyd® dbgh JdGye
J6é pwlwyny hwjnudnd £ ypGwuwnhu: dGpehuu JGgh whinwpw-
Lwywu pwnwnphsutphg JGYU E: Upunwpwluwywl YpGwwnmhuniphwl
nhwunynwd £ Jywuwjhu nhunnpndhwih, Uhnwywrhwutph, yhunwdhu E-
h wupwdwpwpnipjwl, pwpnh whppnwhwpnodubph, 2wpwnpwjhu
nhwptwnh, npn2 Eunnyphu hhywunniejniuutph (hhwtprehnting, Unh-
unuh hpjwunntejnitt, wypndbqwihw), hudpbyghnu hhywunnrpjnLu-
utnh, wtunh, Yupdhp qujwhunh  Qupwygwywl hjntujwséph
wniinnhudntu pnppnpnid) nGwpbpnud: SwppGpnud G bwle $hghn-
(nghwywlu YpGwwnhuniphwl, npp Ywpnn £ (huG nGrwhwultph, hnp
wlwlg, uwynpunudBuubpp, uyhwwynigwjht nhGunw)ny uuynnutph
2npwuncd W dEpnilwywl hwuwynwd: bus yGpwptpnud £ ypGwwnhu-
YUhtwquwjpl, wwyw npw hwdwwwwnwuppwl hgndlh wywnhyniejwu
npnandu wpjwu Jbe yhpwnynd £ upnwdlywuh hudwpywnp, dhn-
wwprehwubpp, Jdywuwjphb nhunpndhwlbpp whunnpnbint byw-
nwyny:

hus yGpwpbpnud £ YpGwunphupupu, wwyw YGpghuu Gphywdub-
nnid YShywjhu dhiinpwghwih wpnynitupnud wugunwd £ JGqg: YUpGw-
inhuphuh pwuwyh pwpdpwgnidl wpjwu JtGe yywjnwd £ Gphywdwjhlu
wlupwywpwnpniejwl JwuhU: Lnpdwynud wpjwu JGe YpGwwnhupuhp
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ynugGunmpwghwtu Ywagdnd E 45-110dydny/: Gppywdutph 6éwln
whnwhwpdwl nGwpnwd YpGwwnmhuhup YnugGunpwghwtu Ywpnn E
pwnapwlw] Jhugl 800-900 Jyuny/[:

UbErphnlplp YEnwlwlignidn (nkabubnwahwl)

huswbu Gpnud E, JGphjwgdwl nbwyghwubpp Ywplnp nbn
GU Juwwwpnud Ujntpwhnpuwlbwyniejwl gnpépupwgutpnid, W npw
hwdwn wuhpwdtwn £ UGS pwuwynipjwdp UGehnuhl: UWdhUweeniu
pehoutpnid sh uhuptgynid: Uwlywju wwnpgynid £, np opgwuhqunid
wnlyw E JGehnuhuh ntgbUGpwgdwlU ninh® thnpuwphubih wJhUw-
rrRNLUGN vGphlp U qihghlh JwuLwygnLpjwUp:

SAM-hg JUGrh| huntdpp wUpwwnydbGihu wnwowuntd £ S-wnb-
unghihndnghuinthu® SAH, npp hwdwwwwnwupuwl hhnpniwquih
wantgnipjwdp pwjpwjynid £ wnGunghuh W hndnghuwnthuht

S-wntunghihndnghuwnthu + H,O0 = wnbkunghu + hndnghuwnthu:

WunthGnnl wnwowgwéd hndnghuwnthup hndnghuwnbBhu-dGrhi-
npwludbpwqw $Epdtunny ytpwéynid £ UGehnuhup®

SIH r;lj’-Ul:rah[- S—CHz3
CH, #PNWN b s iwn (I3H

| N |
CH, > CH

| Bir~  aCH;B, | 2

_ hnul Ehuutreh -

CH—NH; Tt (I:H—NHz
COOH COOH
hnudnghuwntGhu JGrhnuhu

MnngGunwd JGrehp udph dhpwuyjw| wnbEnwihnpuhg £ B2 ypuinwi-
Jdhuh woéwugjw| JGehynpwiwdhup, huy ubphu nu gthghu wJdhuw-
rrnuGpp JGhwéhuwdluwihu tudptGph nnunp Gu THF-h hwdwn:
UGrhnuhuh JGpwywlugudwl nne qgnpépupwgnp UbpYwjwgywd E
Uuy.2.23-nLU:
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Ubf&hnb hL| —» SAM UhLRL2

wnpGuwhup
funihuh
Ub@hl Enmﬂﬁlmﬁthu u
wplpwn L wyj|
JtphU H 4’"“‘“" _CH
H;:bn wn .
H -q:n[wm Bi2 (CH,)
rnLlwynp

JG uGph &
qmghu utphu hnUnghuml:hU SAH pediyiptieiedli
JLUVUZGABNIY

utphu wr}tﬂmqhh
2

hnunutphu

UY.2.23. UEphnLplp thnfuwliwlnysnilp '
1. mpwlhudGphwgdwl nGwlghlibn, 2. ghunEhlup uplipbq,
3. Ubphnupluh nEobUubnwghwl:

UtGphnuplp winhnfuwunphlbyh F, vwluyli wyli upnn F JGpw-
quwlqlty hndnghuin&hlpg: Jjuintnhg hGunlnwd E, np wuthnpuw-
nhubih £ hGug hndnghunnthup, nph  wnpntpp opgwuhqunid
JdGrehnupuu E: Ulunnud hndnghuntbhuh pwlbwyp wwn phs L,
hGimlwwpwn JdGehnuhuph W hndnghunthuh wwhwusu opgqwuhqunid
ywnpGp E wwwhnyb Jhwyu uliinned Enwd dbphnbplp dhgngnd

2.9.2.2. Shuwnk&hluh thnfuwlnulynyintin

Shuwnbplp wywdwlwywlunpbEu thnpuwphubh wdhbwppene L,
nph uhuprtgh hwdwn wuhpwdtb)wn £ wuthnpuwphUGh wdhbwereNL
Utphnuplp, nnp ghunbhuh hwdwp 66dph wwndh wnpnp £, L
thnpuwphUGlh wJdhUwprrne v&pplp' npwybu wéhuwsUwihu Ydwhuph
wnpjncp:

Shuwnthuh uphurtgp UGpYwjwgywé £ uy.2.24-nLd’
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H

/ JtphnUhu

g
™ ghuinkhu

UGphnUhU| —» | SAM|—=[SAH

O
|hndnghuu1l:hll
wntuhu

cleQSH HO - CH, H,O <|3Hz—5—‘|3"'2 H,0 NH,
CH, , HCNH, —2 . ch ALl Aa—
| I ghhuumw[ahnuqul:l];- (l} NH l UpLwgquw, Tb
— u g —
H(i. NH, COOH puqu, H 2 COOH
COOH utnhu COOH
hnUnghumnkhlu ghunnwphnUphlu
—» CH; CH,SH
|
(I;H2 + H(IJ—NH2
(f=0 COOH
utnkhl
COOH oh h
o -YEnnpnLphpwnn
unLyghup-CoA —» Y8
UY.2.24. ShuinEhluh uplipbqp:

UdhUwprryh uhbrtgh dhpwlyjw| wpnnniywn £ Andnghuwn&hlp,
npp Md-Jwhjw| $GpdGunutp ghunwphnuht uhtpwqw W ghunw-
rhnupbwquw)ny thnpuwytGpwynid £ ghuinbhuh:

Y hhwhwlhwll wuwblnlbibpp: Indnghunthuh UnLpwhnpuw-
bwynipjwl uwugwnpdwl nGwpnid yGpehuu yGpwéynid £ Andnghu-
wnplp: Indnghuinhup ywpnn £ yninwyytp hyntujwédpubpnud, wpjwl
JGe, nnLpu qw| UGgny' hwuagbgubind Andnghuwnplinippuyp.

(I}HQSH <I;|-|,g—s—s-;—c:|:H2
CH, » CH, <|3Hz
H?_NHz HC —NH, HC —NH,
I I
COOCH COOH COOH
hndnghuwmnbthlu hndnghuwhl

LoJywé Gpunypep hpduwywund Uywuwnygnd £ ghunmwpehnupu
uptpwqw dGpdGUnh wlywnhynipjwl Ujwqdwl, hndnghuwnnthupg
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JdGrhnuhUuh wnwewgdwlp Jwultwygnn dtGpdGunltph dwnwlgw-
ywu nEdytywnh, phuswybu bwl B pudph, Jwulwdnpwwbu Bg, Be, Bio
hhwynyhwmwdhunqutph nGwpnud: 3Indnghunnthup pwlbwyh 2wwnw-
gnudp nhuyh qnpénu t Fdpppnbwy (uwnduuwghly) spgwbned Ujwn-
nwyhl funnndwihp pepqupquigdwl, Ephywduyhll wlpwdyuwpwpnt-
pywl, htunuyunp, umnh f26dply hhdwlnnypywl, npwpbnp, Uighty-
uGph hhdwlinnypywli qunguwgdwl hwdwn:

Shunnwprhnuht uplpwqw $EpdEUNh wywnhyniejwlU pwné-
pwgdwl nbwpnd Ywpnn £ nhindG ghuwnwphnupimppw.: Shunw-
rhnupbuh pwbwyh bjwaqnudp nunGlgynid £ hndnghuntGhuh pwlwyh
pswgdwdp, hGnlwpwn ppwuqwnpdnud £ hndnghunbhuhg Jbrehn-
upup upuptqp, npp hwugtgunid £ UGehjwgdwlu wypngGultph juw-
thwudwup® YELuwpwlwwl hwdwwywwnwuppwl hGinlwlputpny:

Shuwnbhluph opupnwgnidp: Shunthup, Jnubind uwyhwnwynig-
ubph ywaquh dGe, ywpnp ntp £ ywwwpnd npwlug $ninhugned,
pwuh np Gpynt ghuntGhuubph pAn fudpbpp Yuqdnud Gu wdnip
nhuncpbhnwiht ywwbtp: Shunnthuh Gpyne JdniGynyubGpp Yw'd pbp-
Utuinwwinhy NAD*-Ywhujw| ghunbhuntnniyunwaqw $epdtunny, yw'd
ng $tpdGunwnhy dswuwwwnhny hnpuwytpwyned GU ghuwnplp:

| I
H(f—NHz + HG —NH, S, HC —NH, HC —NH,

ghuwnkhl I I
COOH COOH  pGnnyunuwqu  COOH COOH

ghunnthu  ghuwmbkhu ghuwnhu
Shuwthup glhghuh W y-gynitnwdhbwprryh hGn wnwewgunid
E JGp opqwuhquh Ywpwnpwanyu Yndtpdbunn W hwlwopuhnwlwn
g/mnwiphnlp (v-gniinwdhighunthuhiglhght):

HOOC - CH— CH,—CH,—CO—NH — CH—CO —NH —CH,— COOH
I

NH, CHSH

gLnLtnnwphnl
Shuntbhuh thnpuwluwynigjwl JGe Ywplwnpdnud £ wrwnipplip
wnwwgnLup®
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CH~SH
|
HC —NH,

COOH
ghuwnthu

CHQ_ SO2H

Q) HC —NH,
COOH
ghummbhu-

unLpphlwppent

l\9002

CH-E_ 502H
I
CH, —NH,
hhwynunwniphl

1120

|
| A—) H(IJ—NHz

1/20;

~,

CH-E- SOgH

|
COOH

ghumnGhlUwpReNL

l\SCOQ

CH;~SO3H
I

CH, —NH,
tnwnLphl

Swniphup ywplwnp ntp £ jwunwpnud [GnwpeentuGph ynujnt-
gwgdwu, oudnwnpl dupdwl, Ubppgewjpl ca* Jwywpnwyh ywpguw-
Jdnpdwlu dGe: WU gnigwpbpnud £ hwwopuhnwlwnwihu hwwnynt-
rINLU ywwtny hhwynpnp wuhnunp:

Shunnthup Jwulwygnwd E Bs Jhwnmwdhuh woéwlgjwiubnh

(CoASH, 4’-dPnudnywlnnuinthl) uhuptqhl:

ShuwinthUh opupnwgdwl wnpnyniupnid wnwwuntd GU whpnt-
Juww W untwwnn hnuubp: dGpehubGpu nnipu BU qwihu JGgh hGwn
ywu wquw unipbwnwihtu hnultph (SO4%), YwU tupbp-66upwjhu
rrRNLUGPh inGupny’

CHQ_SH 02

I
COOCH

ghuwmnthu

I ?HQ_SOQH gnt  CH;~SO:H
a-4q3
nhopuhqb- | e |

Uwqu COOH COOH SO2
ghumnbGhu- o -untpphuht- ugll-])hln
unL|phUwpenL w hpnLywwn ,l,gﬂ"l‘q“‘

wq

SO,

Ukq

CH,

|

C=0
I
COOH

whpniywn

LGUp, np ghunnthup gnpélwlywunwd JGgh unidwwnnubph
Jhwly wnpjnpu £, huy untpdpin opuhnwquh dwnwugwywl wupw-
Jwpwpnientu nGwpnwd édudtintg hGinn JGy wnwpjw pupwgpnid
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nhwnynwd £ Unpwédhuutph Jwh' qupgwgnn unt $huinwjhu huwnnpuh-

wghwjh wwwndwnny:
Shuwinthuh thnpuwlwywjht ninhutpu wdhnth dund ubGpyuw-

jwgywoé BU uinnpl’

[uwhunwynigubp|
% (gLhinwpehnl |
o i

ShUsSGhL
——)

% Ywwwpnhquh punhwunip nuphubn

L punnubn]|— [Ukq |

Fwngbn « OONUL NUrniLyun? yubuUrrniLErp
(UGrhNUAL, ShUSELL) PN ULUUNIHR3NILLY pE&Uunh
YEpwpbnuwy

1. b°Us Upwlwynipjntu ntuGU npwuudtehjwgdwl ntwlyghw-

uGpn:
2. PUswE°u E wnwewuntd SAM-p:

3. huswE°u E pupwUund YpnGwinhuphuh uhuptqn:
4. h°Us whuinnpn2hs Lpwuwynientl nLtutu YpGwwnhuph W YpGw-

inhUuhUuh pwuwyncpntbutph npn2nudp wpjwl JGe:
5. Npn°Up GU JGehnuhU wUhlbwperYh thnpuwlwyniejwl hhd-

Uwywl nLnhubpp:
6. Npn°Up GU ghunthU wdhUwprrYyh thnpuwluwyniejwlu hhd-

Uwywl nLnhubpp:
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2.9.3. SEUPLLULULALL &4 PPrN2ALL ONRLULUYNIR3NILL

dEUpwwupup Ywrlbwunitbutph nGwpnid EuGughw| wJdhUw-
rrRNL t, nnhg wnwewuntd £ ywjdwuwywunptlU thnpuwnphUutGh phpn-
ghup: vuunnd $tuphwiwuhbp pwgwlwjnipjwu nbwpnid rhpnghup
untjbwBu nwnunud £ EuGughw| wJdhUwEeENL:

dGuhjwiwupup yGpwéynid £ rhpnghup W npwlg hGunwagquw

thnpuwlwyneentbubGpu punhwunip Gu Gpynt wdhbwpernlUGph hw-
dwp: Lywpnpned npwlp Yywnpnn GU pwjpwjytl, nph pupwgpntd wnn-
dwwnhy onwyp dtnpynid ' wnwowglbind $nidwpwn b wgbinnwi-
gbwnww: Vwlhbphywdmd b ywpnuyhli hyncudwdpned ghpnghuh h-
tnwagw thnfuwluwynipjntul pupwuncd £ ywwnBhunjwdhuubph' nndw-
Jdhup, UnpwnptGUwihuh L wnpGUwihuh wnwewgdwdp, Jwhwlwdl
qgtindnud’ phpopuhU hnpunuh, dEwlngpunbbpmd’ JEjwuhu whqutu-
inh upuptqny: Fhpnghup wpnn £ bwhuwUunie (hutp niphphunuh
(UnEughu Q) upuptigh hwdwn (pninp pphpUtnnLU):

dLEUupwwuphu W phpnghlu wdhUwpenLutGph hnpuwluwynip)nt-
up wnwpptp hpneujwéputbpnud wdthnth 6und  uGpywjwgywéd E
uy.2.25-nLJ*
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dELRLULULRL

H,;BP 03 PEUh W wlpU-
hhnnopuhwquw

H,BP H,0

rhnpnghbwdhlw-
mnwhupbpuwqu
(Mib)

a-Yq3

wwpuw-hhnpopuh- | g nL
dLuhpwyhpnijwun

02\ uj-hhnpopuh-
dLUhwhpnLdwn
Coz nhopuhgbuwquw
(Uhwn.C)
hnunhGuwnh-
qhUwpRNL

0,
hnUnhGuwnnhghlwwn
nhopuhgblwqu

(Uhwn.G, Fe*)

$nidwnhi-
wgbwunnwgbunwun

H,BP

H,BP

phpnghbwqu
(cu)

|‘10bu |

/ \ | 5.8-nhhhnnopuhhunny |

|-!|>n|.d|.unu.|m | ||.ugh|nnulghln|.uu1 |

!

N

Yuunwpnihquh

uULjwuphulubp
(luwrp nhwh)

punhwlnip —H,0

nLnhubn

hrnopy || T
——a| jnnphpnUpliutn |

Q5 phpnahu-
hhapopuppwqu (Fe? ) JUIULUAGND
H,0

10bU
MO U- nEYwn -
v POpPUhjwqw
LN, (M)

CO
" popuy

H,BP 07 nopwupu-
hhnpopuhjwaqu
H,BP H,0 (Uhun.C)

| Unpwnpblwhl |

SAM Jophiwnpwlu-—
sap<] Ponwaw

wnnBuwhl

L3Uuru3bhu
i3nrvduse

UY.2.25. SEUmwwupup b phnnghlup thnfuwlbpnwynidubnn
wnwppebn hmudwéplbpmd' H,BP ' inkEwnpwhhnnnphnunbnhl,
H.BP' nhhhnpnphnuyinbphl, 1$ " whphnopuwdnudpuin,
SAM' S-wnkungpydbphnupl, SAH ' S-wnblungfyhndnghunbhl:

2.9.3.1. d&Uupjunwluhluh thnfuwlnulyniinilin

dGuhjwwuhup thnpuwuwyynid £ Gpyne nunnniejnLuutpnd.

1. Uwuliwlygnid E uwhwnwlnigh uplplqhl.

2. Onfuwnlyynid E phnnghlh:

dLuhjwwuphuh JGpwénudp phpnghuh LUwwuwnnwd £ $GUH(-
wiwuhuh wybgntyh hGnwgdwup, nph pwpép ynugtuinpwghwubpp
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innpuhy BU opngwuphquh hwdwn: bn hGprehu rhpnghuh wnwewgnidp
wplnp Lpwbwynrpjnitu gnitbuh, pwuh np wyn wdhbwperyp wupwyw-
pwnnLeintup peontd sh uwwnyned:

dGuhjwwuphuph Untpwhnpuwbwynipintup uyuynd £ JGpeh-
Uhu hhnpopuhjwgdwdp, nph hGunbwupny wnwewuntd £t rhpnghu:
NEwyghwlu Ywuwwihgynd £ uwbghdpy uUnunopuhgbUwquiny’
dLUhwwuhUhhnpophiwquwind, nph Yndtpdbuwnu £t w&wnpwhpnnn-
phnwywnbnhlp (H,BP). Stpdtuinh wynhynientup wwjdwuwynpywd
E bwl Fe2+-h wnywjniejwdp: NEwyghwl wunwpébh E, H4BP-U
opuhnwuntd t* ytpwdytiny HBP-h (nhhhnpnphnuwwntphu), npp yG-
nwywuguyncd £ nhhhnpnwwntphnhu nEnntyunwaquind® NADPH+H"-h
Jwulwygnrpjwdp (nt'u UY.2.26):

T
HNN N N H
\61 | sile
H-N3 4 5 SiQHCH-CHs -CH,-CH-COOH
I N
0

I
OH OH NH,

5,6,7,8-intwpwhhnpn- $EUh W wUpU
phnwjwntnhu (H,.BP)
NADP* 0,
nhhhnpnujwntphnhu-
@ REnNLyIWqu @ $EUhjwiwuhUhhnpopuhiwqWw
(Fe®)
NADPH+H* H H H,0
—N N_H
YN H
N [
| Ho
© rhpnghu

7,8-nhhhnpnphnwywntiphu (HBP)

UY.2.26. S EUpwwuplup hhnpopupjwgdwl nEwlghwls (1) U
H BP-h nkqbUuEpnwghwl (2):
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2.9.3.2. hnnghluh thnpuwliwlnepiwly
wnrwlhdbwhwwnlynypintilibpp

(hpnght wJhbwpernitlu ng Jhwju Jwulbwygnd £ uwyhwnwynigh
uhupbtghu, wjlk wwpptp hjnudwéplubpnud YuwwnBhuniwdhultnph,
rrhpopuhUuh, UGijwuhuubph bwhunpnu £, wjpynwd £ Jhugl CO, W H,O0:

1. _phnnghlup uinwpenhqdp pwpnnd: Tpngbup UGpwnnud £
Jdh pwpp dGpdGUnwnhy hnpuwybpwnidutbp, npnug wpryniupnid
wnwwuntd U $nidwpwn b wgbinnwgbunwwn (ntu LY.2.27): dni-
dwpwuwp, dnubind 4GS, wnwewgund £ CO, H,O LW ATP Juwd
dJwulwygnd £ gintynutngbubghl: Ugbunnwgbunwwnp YGunnuwjhu
dwpdhu E, npu wjpynud E JhUgh yGpeuwljniptp® EuGpghwih
wluswwndwdp:

OH OH
a-4q Nt 0; CO, CH,-COOH
CH 2 OHﬁbrugnl.LI
CH NH, C=0 hnudnhGUwnhgqhUwpReNL
COOH COOH
rhnnghu w-hhnpopuhdtuhi-
whpnijwwn
O aGnpnd ?OOH 9H3
® | @ o c=0
—_— +
/ CH CH;
0, Hooc~ /> CH,-COOH [ |
O COOH COOH
$nidwnhy- $nidwpwin  wgbunn-
wgbnnwgbunwn wgbnwuwn

UY.2.27. _shpnghlup Quwnwpenihgdp punnnid:
Wju ypngGunid Ywnplnpynwd GU 4 hhduwywU thne Gn.
1-plr thnyned ehpnghup npwbuwdJdhuwgynid £ a-yGunngnLinws-
pwwnh hGwn phannghliwdhlwnpwbivdbnuqu dtpdtunnd, yndbin-
JdGuwnu £ 7&-U:
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2-pn thnyned wpwhhnpopuhdtUhiwyhpniwwnp yGpwéynid E
hnUnhtUinhghuwpryh® wwnwhhnpopuhdblfyywyppniduin  npopup-
qtlwquw dtpdtunnd, Yprwnwdhl C-h U Fez*-/) wuliwlygniewdp:

3-nn thnynid hndnhGuinhghtwppeenitu thnpuwytGpwynud £ dni-
dwphiwgbunnwgbwnwwh' Andnh&liinhghliwn nhopupqbliwqu dtip-
JdGuwnnd, nph wywnhynipjwl hwdwp wwhwugyned £ Fez”-g:

4-nn thnynid Snidwphjwgbnnwgbunwwnp dtnpynd £ hwdw-
wwuwnwupuwlu hhnpnpwqw $tpdtunny:

2. rphnnghup thnfuwlwlynipiniip dEjwlingunlbbpned: Uw)yh
whautGUuwnwhu pphoubpnid” UG wunghwnutpnid, phpnghUuhg wnww-
uncd GU Untg whguGuwnubn® d&wbpliibn, npnug Ut mwppbpnud GU°
EmdGuiupuibn W $EndGwlihilibp (nt'u UY.2.28)

H

OH O O
O, OH =0
A—) —
rhpnghuwquw —2H*
Cu2+
T T I
FH‘—NHz FH‘—NHQ FH—NH-Z
COOH COOH COOH
rhnnghl 105U 103%U-phlunl
q\lﬂ)b. GO=2
0=
o= |
/ N7 OH
H ™a

o hunny-5,6-phunu

I
-0 ~
N7 - S
nnywppnd , H _ pLugnphwghl
: i :
v HNT {
EncUGpwlihllbn 0 PbnULwuplubn

UY.2.28. _phpnghlp thnfuwlwniygynilup dGpwlinghinlbbpnud:
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EncdGuuplibpp vl W pwgwuwywantu, gpnud gndéynn, 5,6-
nhhhnpopuhphunnih L npw  woéwugjwutph  pwpdpwdniGyniyjwn
wnhdGplubp Gu:

dendGpwbpiibnp ntnhu U Juwpdpwwqwlwywagnylu wnih-
JdGputn GU, npnup (nLéynid GU hhdUwjhUu [nLdhsubpned:

LotGup, np dw)yh, dwagbph, wsptph anyup ywjdwuwynpywé E
npwugnd JGwunghnutph pwlwynipgjwdp W EncdGiwupuutbp/$tn-
JGiwuhulGp hwpwptpniejwdp:

MnngGunwd hwugnigwjhu £ papnghliwquw Stpdtunnp (Undwy-
wnp* C&), npp Ywnwihgnud £ ghpnghthg 20dU-h (nhopuhdbluhy-
wiwupl) wnwywgnidp:

3. rphannghlup thnfuwliwlynyyyniip dwlybphlywdlubpnid U Lywp-
nuyhl yntugwépnid: Uwytphywdh Jdhentywjhu 2Gpnnud W Uyjwpnwi-
Jhu hjncujwépniud (wdhubnghy uGpnuubpnud) phpnghUhg wnww-
unwd GU Juwwinb&funpwdhllbn' nopwdhl, Unpwnnpn&luypl W wnpblw-
thl (Uy.2.29.):

OH OH OH @ OH OH@ OH@ O'H /OH
Oﬁﬂ @ — O —
SAM SAH
| H2 CHz C:—i-OH CllH-OH
('.':H -NH; (IJH -NH, Clin C;‘lz (I.‘,H2
COOH COOH NH NH NH-CH,
rhpnghu 109U nobwuht  unpwnptuwihu  wnpGuwhu

UY.2.29.hnnghlp thnfuwlwnipyniip dwlyEphlywdlbpnid
U ywpnuyphll hyntudwdpnid:

Mnngbunwd hwnpy E wnwuduwgub] 4 thny|.

1-pli thnymid phpnghuhg YObDU-h uhUupbgqp wwwpdnid E
phpnghliwquyh Ywd np Unyuu t° phpnghlihfnpopufjuwquyp waqnt-
gniejwdp: Uwlwjl, h tnwppGpnientu dGiwunghwnutph rhpnghbw-
quwjh, dJwytGphywdutpnd W YwuwnbBhunjwdhutpghy ubjpnuubpnud
pEpuLLUp ns eE Cu?*, wy| FE¥*-Jupyuy £ Npwtu YndbpUtun hwl-
ntu t qwihu w&wnpwhhnpnnphnywnbphlp (H,BP). Uin  dtpdbunp
quwnquinphs F, Gupwydnud £ winuntGphy Yywpqwdnpdwu W yngw-
LGUwn Unnhdhlwghwh:
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Inw wywnhynipntup ywjdwuwynpywé £

w) UnpwnpBUwihUh wpgblwyhs wanbgnipjwup (winuntphy
huhhphunnp),

p) $nudnphiwgdwl/nEpnupnphiwgdwu wypngbuny. $nudpnph-
(wgdwu hGnbwlupnd Jh Ynndhg ujwanud £ HBP-p Km-p, JjnLu
ynnuhg' ptpdtuinp pubwdwygnipintup  bnpwnp&luygplif LW -
dwdp, nph htmlwwupny rhnpnghUuhhnpopupjwqwu wywnhyjwunud E,

) nmpwluynhwghwjny:

2-nn thnynid intnh £ nluGunud YOdU-hg pndwdplifh wnwow -
gnud: dtpdtuinp 20& U-nEwnppopupywquili F, ndtpdtunp® 7&-b:

3-nn thnymd nbnh £ nluGunwd nndwdhuhg Unpwnp&luwyhlp
wnwewgnid: dGpdbunp pndpwdhluhpnnopupjwquili £, ndtpdtlun-
uknp® Ypuwdpl C-i, Fe*-p, HBP-p:

4-nn thnyned unpunpGuwhuhg wepp&luuyhlih Wnwewgnidu t:
dbtpdtunp $&upytpwlniwdhl-N-depijnpnwlbiudbpuqull F: NGwy-
ghwjnwd JGprhy pudptph nnunp £ SAM-p: Wju ntwyghwu hhJduw-
wunwd pupwund £ Jwytphywdh dhgniwjphu 26pnnud W punw-
JGup sushu swhny LywpnwihU hjntujwoépned: LGUp, np nndwdhup
nL unpwnpGuwihup hhduwywu d$niuyghwl Ujwpnwiht wqnwyhp
hwnnpnnidu £ (UG pnunnpwuudhuhw), huy wnpGuwihup (wju uwy Y-
nh hnpdnu E:

4. rhpnghlp  hnfuwlwlynyynip Ywhwlwdl qbndnid:
Jwhwlwbél qgbnénd phpnghuhg wnwwunwd GU jnn wwpniuwynn
hnpdnultp, npnup Jhwynpynid GU jnnphpnuhUlGp punhwlncp
wudwudwU wnwy: Wn hnpdnultGplu Gu* 3,5,3-nnphynnehpnupun  (Ts)
u 3,5,3",5-inGinnpw nnrhpnupup (T4) wd ghpopuhlp:

wphynnhpnUupl (Ts)
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inbunpwnnphpnuhl (T,)
Yuwd phpopuhl
3nnehpnupbutpp uhuptqynid Gu phpbGngnpnihUu uwhwnw-
Unigh Jwaqunuwd, Jwhwlbwdl qbnéh dnihynuGpnid (pnihynep
Jwhwuwél qbnéh dnpdbninghwywu b niuyghnuw| dhwynpu b)°
hhwndhgh phpGninpnw hnpdnuh wgntgniejwup:
Snnphnnupli hnpdnblibph uplpbqp: 3nnphpnultph YGuuw-
uhUupbgntd tnwpptpnud GU hGnWw| thniGpp (nGu LY.2.30):

rhpnghuph phpEngnpnL AU
Uuwgnpnutpny nhjnnehpnuhlutpny ———
rhptngnpnL hlU Lojet

J
@ OH Hz0-2 @ OH J J
yninhn >___. J rre——
JnnwgnLd J  UnunbUuwgnid O@OH
J* J !
OH (O)-oH
J

tyqnghinng

T LhqnunJutp O
O
hnbnananLhU
Qnighh @
wwwnwtn Gpupnpnwjhu
T LhgqnunJ
jr\

uwhwnwynigh
YEUuwuhuptq
$nihyntwjhl Ts T4
.+ nwnpwdnLRnlu
Na , K -ATP-wqu
wnjniu l

Eunnyquwwnhy gulg (E8)
J Ta Ta

UY.2.30. 3nnphpnupllbnh ELuwuplpbon b wpnunwquinnidp:
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1. rhnnginipnyhlufp uplipbqn hwwnhlwiynn Funnuywqdwinply
gwligh (E8) nhpnuntdubpnid: Nhpnundubph ypw wnwwunid £ wpk-
rphntnginpnyplip, nnu wjunthGunle lnGnwithnfudnud £ E8-h ghuwnbnu-
utp, npintn Yywwwpdnwd GU uyhwnwynigh Gpypnpnwipu W Gppnp-
nwjhu jwnnigwéplubph dLwynpnidu nu ghynghiwgdwl wypngbu-
uGpp: Upnyntupnid wnwewunwd £ phpGngnpnipup  JniGYncip, npp
660 YUw Yznny, 115 phpnghuh Jduwgnpn wwnpnibwynn ghynwnn-
nbhu E:

2. phpk&ngnpnihlf thnfuwnpnidp Qnighp Ynduybpu, npwnkn
wyl Ynuinwiyygdmed E:

3. phpLngnpnyplp Fygnghinngp' uwpinwlynigp, wlglbyng
ubyn&wnnp gnwlnyLbp, wpuwwnwquiingdned E wmnwpsouyhll Yninpn.:

4. rhntnginpnypluh quwaqdmd phpnghlufp jnnuignedp: Unpjwl
JdGe jnnp npultnpynid £ J°-h hnuuGph dwny: dnhyncnd jnnp opuh-
nwuntd £ Jhusle J*-h, nphg htwnin Yninhnnud Jhwunwd E phptn-
gLnpnihup rhpnghuhu: B4 jnnh opuhnwgnidp, B'L phpnghuh jnnw-
gnudp ywwnwpyned U h6d wwpnibwynn phptGnwGpopupnwqw $tn-

JGuwinny H,0,-h dwulwygniejwdp:
J

|
HO CHQ—?—COOH
NH,

H Hz04
' \
HO CHQ—? — COOH W uUnunjnnrhpnghl
J
NH, rhptn- H
h =
rhpnghU o l
HO CH 2_? — COOH
, NH,
nhinnrhpnghlu

5. T; U Ty hnpdnllbph wrwewgnidp Yninhnned:
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dnhn]nnphnnqhh jnn;ahnnqhh

H
I
' ’CHQ—C COOH + HO-— CHz—(I3 COOH
ubphUu  NH,

wiphjnnrehpnuhl (T;)

‘CHQ—C COOH—= HO‘ ‘CHQ—C COOH +

lnnrahnnqhb
nbwnpuwnnehpnuhu (Ts)

I
+ Ho—CHz—(I:— COOH
ubphlU  NH,

6. rhntngnpnyhluh quwagdnmid T; U T, hnpdnblbph thnfuw-
npnedp $nghlny:

7. rhntnginpnypli -T; U T, §nduybpuh dpwgnidp (hgnund-
utppl:

8. Gplynnpnuypli (hgnundh wrwewgnidp' T; U T4 hnpdnlilibph
wlpuwninnedp phpknginpniplifg U bpshlpu nkgpuwnwghwl (hqnun-
Uwy ynpninbwqulibph wagnbgnipywdp:

9. T; i T, hnpdnllbph wninwquiinncdp $nphlynyhg wmyndl:

Upjwu JGe jnnphpnupbutpp ywwywd yhdwynd Gu phpopuhlu
Ywuwnn ginpntihup U phpopuhl Yuwwnn wpGwipnidhUp Yugunid® Ty-
h 0,03%-n, huy Ts-h 0,3%-U GU Uhwju wqwuw: Wju wwwdwnny Ts-h
hnpunuw| EdLYwp T4-hg 10 wugwd UGS E:

T; U T4 hnpdnblbph GELuwpwlwlhwl nEpp: Ts-h W T4-h YGU-
uwpwlwywl EPEYLGPp puywihg Uhounpnwé Gu: Swppbpnud Gu
jnnehpnultph pwpap pulwdwygnipjwl puywihgubp (FuC) W gwon
hubwdwygnipjwl puywihsubp (Skul): RRC-UGPD Ynphgnud Bu: 3np-
dnulbpp, Jwwdbind Yynphqwihtu PRFlC-h hGwn, hwlgbgunid GU
hGunlyw| Yufe-dhounpnywd EHLEYnLGH'
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1. waoph,

2. inwnpbnwlydwl.

Shul-utpp wlwquwwnhy pwnwupend Gu: Inpdnulbbpp, Yuww-
J&ind wyn puuwrhguGppl, wynhjwgunid U wntUhiwwn ghyjwqul,
wnwoewguntd cAMP, npu £, hp hGpehu pupwUtiny hwdwwwwnwu-
huwl $EpdLUINLEND, wpwagwgunwd £ (hwnihgp, glhyngtunihgp, Ub-
dwglnwd prywdélh Yiwunwdp, stpdwanjugnudp: Iwny E U2E[, np Ts-
h W Ts-h 2w pwlwyniejniuubph ntwpnwd dGéwunwd G Jhwn-
pnunphnudutGpp, Ywwwpynud £ opuphnwgdwtu b $nudnphjwgdwl
thtntpnid:

Y hihwlwl wuwblpnlbibn: S5uhwwuhuh W hpnghUh thn-
fuwlwyniejwl ppwuqwnpniduGpp Ywpnn U wnwewglb] hGunlyw
hhqwunnweyntuutpp®  $&upybinnuninhw, phpnghlbdhw, wiliww-
wnnlimphw, wiphtpqd, Mwpyhliunbp hhdwlnniygynil.

d&upyinnbineppw: Unnne Jwpnwug pwpnnud $LUhwiw-

upup dnin 10 wninynup hnpuwytpwyned £ pGuphwynnwnph W pLup;-
wgbwhgptinwdhup (inG'u LY. 2.31):
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CHz- CH COOH

L-$GUhwwUuhlu
a-4qe
qLntL
CH2- C COOH
~‘bbhhlwhnmqwm
NADH +H*
NADH + H"* Hz0 NAD*
2
CH,- COOH CH2 -CH-COOH
$EUhwgbinwn PLUh L WYnwin

CHz- C NH - CH COOH

CONHz
dLGuhwgbinhgnLtnwdhlu

UY. 2.31. 9 Eupyuwihup Guninwpenihqdh wymbpluninpy ninhlbnp:

Wju nLnpUu nwnunwd £ hhduwyw, Gpp $&Upywwlihihhnnopuh-
Jwquyfh wupwywpwnpnipjwl ywwnbtwnny puwhunygnid £ EUpwiw-
uhuhg rhpnghuh wnwywgnidp: Upnyntupnid wnwewunitd £ hhwbp-
dtuphwiwuphubdhw, phuswbu bwl wpjwu UGy W JGgnd GUhiwhpnt-
Jwuwnh, $Guphjwgbinwwnp, Guphjwynwnp nt ptuhjwgtnhignLinw-
Jhuh pwlwylutph 2wwnwgnid: Wjuwhuny, $GUuhjwiwuphuhhnpopuh-
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(wqwjh wupwydwpwnpniejntup hwuqgbgund £ $&UpyEnnlniphw
hhqwunntejwl wnwewgdwup:
Swpptpnud GU $EUhIYENUNLphwh 2 W pwuwlwl (ywuhly)

U wnwppbpwluyhll (Juphwlinuyply) Gud swupnpwly:

Yuuvwlhwl EUMYENnnUmppwl ywdwuwynnwé t H&Ufy-
wyjwluphpnnopuywquw dtnpduinh dwnwlugqwywl wupwywpwpnt-
rjwdp, npp hwugbgunwd £ $GpdGUnh wynhynipjwt bquwqdwl ud
thnypu puwyunmhjwgdwu: Ipwlnnientlp dwnwugynd £ wniwnn-
und-ntgbuhy aund, wwpwéjwodniejwl hwdwhiwywunte)nitup
(weEUEULpwUwnnie)ntup) 1:10.000 E, pnuddwl pwgwlw)niejwl
nGwpnid hhjwunutpp wwpnud U wnwyGiwagniup 30 tnwnh:

Swppbnwlhuyhly - $EUpYEnnumiphwl  (UndLpdEUN-Ywhujw)
Wwjdwuwynpywé £ wju gEubph dniinwghwiny, npnup wywunwupuw-
bwuwnt U HMBP-H Unipwhnpuwlwynipjwl hwdwp: Swpwédyw-
onLpjwl hwdwpiwywunieniup 1-2:1.000.000 E: Y huhynpGU LUwWU E
nwuwlwlu wnwpptGpwyhu, pwjg pupwunwd £ wybh dwup, pwuh np
wudhowwbtu huwlugwpynud £ 3 wdhbwpenlutph Uynpwthnuwlw-
Uniejnilp® $GUhlwiwuhuh, rhpnghUh, wphwwnndwlh: Wu thwunp
wWwjdwuwynpwé £ H4BP-h dwulwygniejwdp pninp yGpp pqwéd
wuUhUwpprntutph JGunwpnhguhu: Ipdwunnientll pupwlund E
Swup ywpnwpwluwywl whunwuh2tpnd L Jwn hwuwynd Jwhywu
Glend, wyn huy wwwdwnny wju wudwudnwd t «gawpnpwlyy HELNHL-
YGwnnlimphw:

dEupyinnimippwlr wnywu JGe nuntygynd £ GUhwwuhup
ynugtunpwghwjh 20-30 wuqwd pwpépwgdwdp (Unpdwynid 1-2
Jda/ny), dtgnud® 100-300 wuqwd (Unpdwynid 30 dg/ny), $Guphiwyhnnt-
Jwuwh W $tuphwynwunph ynugbunpwghwutpp dtgnid hwulinwd Gu
Jdhusle  300-600dg/n|, Unpdwjnwd JGpghulbphu pwgwywjnipjwl
wwjdwuluGpned:

Spdwunnie)ntup puntpwagpdnid £ Junwdnpn b $hghywywl
rGpnqupqwgdwdp, dwup nGwpbnpnid® snwydydwu hwdwhunmwuhpny
b whguGUnwghwih pwugwnpdwdp:

dEuhyGwnnuniphwih wwpengbUubgnd punapyywéd £ pGuh|-
wiwuhuh, $EUhyhpntjwwnph b SGUp QLW YHNWIh pwpdp Ynugbluwn-
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pwghwutph wnpuhy wgqgnbgnieniup nintnh pghoutph ypw: Upn-
jntupnid puwuqwnpyned £ ginLyngh, rhpnghtu b nnphyunndwlu wuh-
Uwppentubph nnpwluuwnpunp htdwwnntugbdwihy ywwnubrnd W wp-
gGiwyynud nndwdhl, UnpwnpGUwihl, uGpnunnuplb UGpndGnhw-
innputph uphuprtqp, npu £ hwugtgunwd £ dinwynp pGpqupqugdw:

dEhyGinnuniphwih pniddwl hhdpnid nhGunwu B $GUh W w-
UupUuhg pwgwnpéwy gnipy Ywd 2w phs wwpniuwyniejwdp: Grb
nhGnwu ulyuynd £ wudhpwwbu GpGhuwih 6uytinig hGunn, www
wpblh £ Ywuhubl Jnwynp b Shghywywl ptpqupgugnedp: -
nwjhu wuhpwdtwn £ puunnpbu hGnwtp wnudwaql 10 nwph® wn
nwnphpnd wywnpunyned £ uGpnbutph yGpouwywlu wmwppGpwynedp
L Uwpnwpetlitph JdpGihuwgnudp: Uwlwju UGup, np ubpluwjnidu
dwuywpnidutph qbpwyonnn dwup hwyJwé £t «gdwh nhbunwpy
wwhwwudwU uygpniuphu:

dLupyGnnunippwt wpunnpn2Gint hwdwp Yhpwnynwd Gl
huswbu pwlwywywl, wjuwtu Ef npwwlwl ptuwnbn, nnnug hhu-
pnid dGuhjwiwluhuh YnugGuinpwghwjih npnpnwdu £ wpjwu Jdby L
Jdqnud, $tuhiwyhpnijwnph W Guhiwynwnmh hwjnuwpbpnudp JG-
gnud: Wjdd qgbubunpy ynuuniiinwghwih wypwynhywinwd (wjunptbu
Uphpwndnwd GU dGUhjwjwlUhUh inGpwlwnnipjwl pGunp L MEN-
nhwalnuinhlywu (ynhdGpwqwjiht 2npwjwywlu nGwyghw, PCR-
polymerase chain reaction), nnnup huwpwynpnieintl U pudtGnnud
hwjnuwptptnt $EUhYGnnunLphwjh gGup Sunnutph 2pswlnid:

rhpnghubdhw (pAipnghlng): Lyjwnnnid ehpnghuh Unipwihn-
puwltwynipjwl pwuqwpndubpp  Yyngdnud  GU  phpnghlnglbn.
wlp punipwagnpynid BU phpnghutuhwih W ghpnghuniphwjh quip-
qugdwup:

Swpptpnud GU phpnghUuGuhwjh 3 nhw'

! wnpuy’ pncdwpmywgbinnwgbmnuwn hhnpmpuwquigh nEHELYn,

Il tnpuy’ pphpngpliudpliuinpuwliudEpuwquigh nEHEYn,

Ny’ wwpwhpnpopuhdbUpywhpnidunn npopupqbliwquif
n&EHLlwn:

WJGUwéwUup pupwgpn uwnwunwd £ | mhwp, npp unwp nGwpt-
nnd hwugtgunwd £ Jwhyjwl 6-8 wduwywunwd (EpGhuwutpp Jwhwi-
unwd BU (Jupnwjht wupwywpwpnipinituhg), ppnuhqughwih nGw-
pnud Jwn whunnpnodwt W hwdwwywunwupuwl pniddwl ywpwagw-
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jnud GpGhuwutpp wwpnud Gu Jhugle 10 wnmwpBywu: 11 W T mhwGpp
hhduwywunwd puntpwagpynd GU swihwynp dnwynp pnintpjwdp,
Ynnpnhuwghwjh pnwugqwpdwdp, wigpbtnp W Jw2yh wpunmwhwpdwdp:

Uiqwwunnumiphw («ult dbg»): Jju ywjdwuwynpwé £ hndn-
h&lunpghlwin nhopupqgblivquyph wupwwpwpnipjwdp, nph hGnt-
Jwupny JdbGgh Uhgngny nnipu £ qwihu JG6 pwuwyniejwdp hndnhGu-
inhghbwppent: WU onh prywduny opuhnwuwny, ycpwéynid £ UnLg
wiywwwnnll yhgdtuwnh: dGpohuu JGght hwnnpnnud £ ull gnijl:
Uhuhynptl, pwgh UGgh dgwgnidhg, hhjwunntejntup npultnpyned £
2wpwygwywu hynwujwéph whgdbUnwghwind (ofupnung) W wppe-
nhwnutph qupqugdwdp: dwnwugynd £ wniinnund-ntgbuhy Gnw-
Lbwyny, mwpwédwoéniejwl hwtwhiwlwuniejntup 2-5:1.000.000 E:

Uiphtpgd (albus-uwypunwly): Mwydwuwnnwé £ phpnghliw-
quyf dwunwuquwlwl wlpwywpwnpniejwdp, wnpnntupnud fuwlguwp-
dnwd £ JGiwunghwnutpnud rphpnghuhg M“OdU-h wnwewgnudp, hb-
nlbwpwnp wyhgdGunnubph wnwewgnidp: Ipdwunnieinitup punipw-
gppynd £ dwpyh whgubUnwghwih pwgwlwjnipjwdp, wntGunnnt-
rjwlU upwgdwl puwuqwnpdwdp, qupqwunid £ [nuwywpunteinLl:
Uiphuhquny hhywunutph 2ppwunwd UGS E Jwayh pwngytinh qup-
guwgdwl hwywuwywuncp)niup, Grt yGpghultGpu Gpywp Jdunwd Gu
wnplh nwy: Swpwéjwodnipjwl hwdwhwlwunteintup 1:20 000 E:

Uippuhqup Ywpnn £ nuntygyt) bwl LyjwpnwhngGywl whunw-
upputpnd, pwuh np npn2 hhwunubph dnuin nuntnnud puwuqupyned
E ywunGhunjwdhuutbph Uyntpwihnpuwuwynijniun:

Nunyphlunbp hhdwlinnyaynili: Jju hhwunnipintp qupgqu-
uncd £ nuntBnh ult UjnLenid (substantia nigra) nndwdhubnghy utpnu-
utph nGgtuGpwghw)h hGnbwupny: UWUELwwnwpwéywé Llpnninghw-
ywu hhwunnipjnitlutphg JGyu E: 60 mwpbGywlhg pwpénp wudwlg
2nowuncd hhdwunnipjwl tnwpwédwoénipjntup 1:200 E: Ipydwl-
nniejwl pupwgpnd udwanwd £ phnpnghluhpnpopuwqu, 10 U-
nEhwppopuywquw opdtuinubpnh wynhynipniup:

UhupynpGUu hhjwunnipjniup punitpwagnynd £ 3 hhduwywu
whunwlhputpny®

1. whyhlbghw Qwnpdnidubpnh vwhdwlwhwlyned),

2. phghnnipynil (Wqwllbibph jwupgwonisinily),
3. wnpkdnp (wlhlywnwywnbih nnn):
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Nunypluunbpqdh pnidmdp: Glutind wju hwuqwdwlphg, np
nndwdhup sh pwihwugnud hGdwwnntugbdwhy wwwnubony' wywp-
Yhuunuhquh pnrdnidu hpwywuwgynid £ hGinlyw) uygpniuputpny®

1. thnfuwnhlpys ptEnwwyhw npndwdhlup Lwpunpnbbnny (HMOdU-h
wowugjwubn)' jbwnnww, dwunnwwn, bwhynd U wyl,

2. nndwdhlup phwlimphywgdwln dwulnulgnn UUO-A (Unun-
wuhUopuhnwqw) hwdwlwnah  pbhhppiinplbpny’  nbuypblfyny,
Uhwywdhnny, whpwahnniny:

Rwny E UG, nn pEwypb&upy Yhowlylbnh nEwypnid LG nnuutnnud
Ujwqnid £ nndwdhuh pwuwlp, hul, ophuwl, 2hqndnpblfiuijh ntw-
pnud Uywwnyned E nndwdhup hhwbpubypbghw grunintnh yenlwjhu
pireh UG pnuutGnpnid:

Jwhwlwdlt gbndéh $ntblighunyh fiwligunnidibnn

hwbpdnililghw: Awhwuwébl gbndh hhwtpdniuyghwu (hp-
wbprehptng) hhduwywunwd wpunwhwjndnid £ nhdniqg wnnpuhy
hwhwh (pwqbnngywl ud Gnbydup hhdwlnnieynil) intupny: 3h-
Jwunniejwlup punpn? £ Jwhwuwdél qbnéh swihGph JGdwgnidp
(vwhw® gnp), Jnnehpnuplutph uhtpetgh UGéwgnidp W phpGinunp-
uhyngh qupgwgntdp: FhpGninnpuhyngh hhduwywu Lpwuutpu Gu*
hhduwlwl thnfuwlhwlynyywl JGdwgnidp, wnwfuhlwpnpwl, diyw-
buyhli  pnynyynilp, qbphnglwénipynilip, Quwpubpupwll (shwjwé
wunpdwyn pwgymd £), hhwbnpptpdhwl, ppunlbwnpumwnpnyginilp,
Fyqoppuydn, wnbGdnpp, wmywl UGy vhquilyniph YnbugEliinpnuwghuyh
UGowgnidp: Jju whuinwuhpuGpp jnnphpnupuutph uhuptqh JGéwg-
JwU W wuwpnihy (hjneujwépubph wéd W tnwppGpwynid) ne Yuwunw-
pnLhy (Uwhwwynigutnh, wétuwentph, thwhnutph pwjpwjnid) wnn-
gGulbph wpwgniejwl pwpépwgdwu hGnlwlp Gu: Uwywju phpbn-
innpuhyngh nGwpnid gbpwypnnid U ywwnwpn hy wpngbuubnp, nph
JdwuhU Jywjnwd £ phpGninnpupyngny hhwunutph 2npwunid pwguw-
uwywl wagnwnwjhu hwoytyonh wnywjnie)niln:

hwbprehptngp Ywpnn £ wnwwlw|] nwpptp wywwndwnub-
nhg" Jwhwlwal. gtndh ninnigphg, phpGinhnhwinhg, jnnh jwd jnn
wwnpnitbwynn nGnnpwjph wydbigntywihu ubpdndénudhg, wnlnn-
hunLu nGwyghwutphg:
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Untinnhdnitl phpGnphnphinh qupgwgdwu  hhdpnid  hwwnnty
hwlywdwnpuhuubph wnwewgnidu E: Hpwlup Jwhwluwdl gbnénid
thnpuwgnntd BU phpGEnwnpnw hnpdnuh puywihgh htwn® hdhnwgubiny
JGpehuhu dniuyghwl: Uprnyniupnd nhdniqg dund dGéwunwd E
Jwhwuwél gbnép: WuywnwywnGhnptU wpjwlu JdGe 2wwnmwuncd Gu
T3 W T4 hnpdnulGpp, pwlbh np hwwdwpdphuuGph wnwewgnidp sh
Ywpgwynpynud pwgwuwlywl hGumwnwnpd wwh uyqgpniupny: bp
hGpehU phpGnunpnw hnpdnuh YnugGUinpwghwu wpjwu Jte guon E,
pwuh np T3 W T4 hnpdnUUuGph pwpép dwywpnwyp hhwndhgnid
puydénid £ phpnEnpnuyhUh wnwewgnidp:

hwynpnillghw: Awhwuwdl gbtndh hhwndynuyghwtu (hhwn-
rhptGng) Jwuywywl hwuwynid hwugtgunwd t ypb&wnpupqguh wnw-
swgdwup, npu wpunwhwjndnd £ dwup nu wunwpdbh Jdnwynp
rGpqupgwgdwdp W wnwpptp punyeh puwdhu wundwhwlbGpny:
UGdwhwuwyubph 2ppwunwd hhwnehpbngp hwuqgbgunwd £ dhputs-
n&duyph (hnLtu. myxa' |npa, oedema’ wjwnntg), npu wpunwhwjnynd £
dwoyh U GUupwdw2ywihu dwpwywpgeswlph [npdwjhU wjwnnigny:
Wyunnnigp wwydwuwynpwé £ Jwoynd ni Gupwdw2ywjhlu dwpuw-
peowlpnid wpnunbng hywuutph (hhduwywunwd gntynqudhbwaqrh-
ywuutph) W opp wybigntwihu yninmwydwdp: Grbt GpGhuwlbph
2nswuncd hhwynrphptngl wnwewunid £ wydGh UGG lnwphpnid, www
uywuwnynid £ Jhwju $hghywywl wédh puwluqunnd® wnwlug dnwynn
pGEpqupgwgdwl: Ipwynphptngh hhduwlwu Lpwlutpu U pprwnh-
Ywpnpwl, pulnunnyynilp, dupdup qubqyudéh dG&éwgnidp, hhwn-
pendphwl, gmnp Uwwndwdpe wlinwlbbihnyynilp, dwplyp  gnpnt-
el Uju whunwuhpubpp hhduwwu thnfuwbwynipjwu bjwqdwl
hGimuwwup Gu: Ipwynphpbngp hhduwywund wnwwlund £ Ywd
Jwhwuwél gbndh wninnhdnilu pnppnpdwl (wnewnnhdnil phntnp-
npun qud bvwphdninnh fuyhey ™ gnp), ywd opgqwuhgunid jnnh wjw-
Jwuh wwwownny (Lun&uply, ng tnnpuhly gnp): Gpynt nGwptnnud k|
wnwewuntd £ T3 T4 hnpdnulGph upupbgh LjwqnLu:

Euntdhy qnpl wnwywlunid £ wju Jwpnywug 2pgswuncd, nypbn
puwyynid U wjbwyhuph puwywywjptnpnud, npntn epnd Ywd hnnnud
jnnh ywywu yw: YQuwhuh ptwlywdwiptphg £ bwl [wjwuwnwln,
npp hhwnrhptngh EunGuhy gnunh L
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3nnh ywywuh wwwbdwnny bjwqnud t jnnehpnuhbutph uhu-
rGanp, npp hwuqbtgunwd £ phpGnuinpnw hnpdnuh uGyptGghwjh UGéwg-
dwup, pwuh np hGnwnwpéd pwgwuwywl Juwwh ywwndwnny pnt-
lwunud £ jnnphpnuhllGph wpgGlwyhs wqnbgnipiniup hhwndphah
rhpGnnnpnw  hnpdnu wpunwnpnn  pphoutph  Ypw: @hpGnunpnw
hnpUdnuh hhwGpwpwwnpnie)ntup hwugbgunud £ Juwhwlwél gbndh
hhwGnpwnpndhwih, uwywju upuetgqynn jnnehpnupuutph pwluwyp ¢h
JdGéwuntd:

Twngbin «EULALULULALA G4 BAN2ALA
PNULUYNIRINILLY pEUuyh Yapwpbnuy

1. huswE°u £ pupwuntd $EUh W wWUhUh thnpuwlbwynLenLup:

2. hug hhqwunnipynitl £ $EUhYGnnUNLphwl:

3. huswbt°u £ pUpwuntd phpnghUuh thnpuwlwynipyntup ywnpnned,
JdGiwunghwnutpnud, Ujwpnwihbu hjneujwépnd W JwyGphywdubnh
yGnuwnid, Jwhwuwagbtnantu:

4. Npn°Uup GU JwhwlUwagbndh hhwtp- W hhyndniuyghwjh wnw-
swagdwl L qupqugdwl YGuuwphdhwwl nunphutpn:
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2.9.4. SrhMSNS UL, onkULUYNIR3NILL

Sphwywnndwlp tubUughw| wdhlbwppent £, nph wéhuwdlUwhu
Ydwhpuph dGnpnidp hwugbgunwd £ untyghuhy CoA-h wnwywgdwlnp:
JdGpghuu E|, UpGpuh ghynid opuhnwuwiny, wnwewgunid £ opuw|n-
wgbunww, npp Jwpnn £ Jwulwygb] gpyniynubngtutghl, hGunliw-
pwn wnphwywunndwup wwwmywund £ ghynybnngbuwjphu wdhuw-
rprNLUGpAU: Sphwywunndwlh thnpuwlwyniejwl Ywplnp wypnnniyun-
utbpu GU UG pnUEnhwwnnp uGpninnuphup, NAD-p, NADP-U: Uwuptwjhlu
UGhudwlU pUupwgpnid hwuwn wnhpntd lphwywnndwlhg wnwewluntd
GU Jh 2wpp pntbwydnp Ujntptp (hunng, ujwuwnng), npnup sGgnpwlnd
GU ypwpnnid (nG'u «Uyhwnwynigubph UGunwd» pwduncd):

YWwnwplyElp wnppywnndwlp  hnfuwlwlnyynilihg NAD-p
wnrwowgdwl ninpl: Uju wypngbul pupwuncd £ ywpnnud: Snpdhyp-
unLpGupuh wnwewgnudp Ywuwnwihgynid £ inphywnndwunhopuhqt-
bwquwjiny (nphyunndwlwhpniwquwy): Yu dtpdGunp uguwéd E
snpu Bupwdhwynputphg, nph yndtpdtunp htdu £, yndwywnnpp’
wnhuép: Uw wnwwuwnhy $bpdGun £, nph upbptqp hupwudnid E
ynpinhynuintpnhnutnnd, huy wywnhyniejniup® nphwywunndwuh pw-
uwyny:

LhynunhUwpenitu wnwywunitd £ juphun hbwprryh nGYwnpopup-
wgnudphg  whphnopuwbnudwinh dJwutwygnipjwdp: WjunthGunl
Upynnhbwpperntu, pnudbnnhpnghi-1-whpndnudwinh hbn thnpuwqg-
nGny, wnwowgunitd £ Uhyninpbwperyh nhpnuniytGnnnpn, npl £ og-
mnwagnnpéyncd £ NAD-h upuptgh hwdwnp:

L2GUp, np wnphwywnndwlhg Uhynnhtwperedh uhlUpbtgh (nt'u
uy. 2.32) hwdwp whpwdtwn £ yhnwdhu Be: Wn wwwndwnny Bg-h
wUupwydwpwnpntentul nuntygynid £ PP-wdhwnwdhungny:

Sphywnndwlhg uGpninnuphuph wnwowgdwl nLnhU [nLUuwWpwU-
Jwoé £ «o-wdhUwprrenlubGnh nEywppopuhlwgnid» pwduntd:
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o NH, P
I | PrnuhL-630@ FH

H o’y Fé C—CH,— C— COOH__=(FH,) ~ “H
| cHz—(I:—COOH—-—lnnhluLnn _____H/' )
Ppuwlinhop- TOR Pnpdhpnpwly-
N NH, uhgbUwqu NH 'g_ ; $bpwqu

NC—Hi
tnnhuqmn-fbwh $npdhyhunipEuhl cl); NH,
' | Nd, HyO
+ C—+CH,—Cc - e
C CH,— C COOHM S ﬁ £QO0H yhuntpt-
— yhunLpGUhU-3- ! uhLwqw
opuhqblUwqu NH2 —wwlpl
NH, OH 3-opuhyhUnipbUhl
yhunLpGUhU COQ < COOH
COOH o / COOH Hzo / t:oo?-l, Bl W |
—> O =2 popup- N
3-opuhwl- C COOH up COOH:Lm.eru
wnpwlhpwn Y N;ﬁ Y nmﬂﬁ'.'.uw \” Uhl]nmhljl.uraranl.
opuhnugqu H 2
wynnibhpwuh- [uhhn[hlu.uraranl.
3- opuhu.llnnnl.u LwPpnidwpun
Uhyuin COOH
COOH
Ulhllnthl-UPPN
Uhllnlnhlllurarallh
nhpnunty Gnuinhn
qinLumnw-
luhu
NAD*

UY.2.32. Sphwyinndwlp thnfuwliwlnipynilip:
Uhyninhlwppdyh wrnwewgdwl nminhl:

Jwngbn « SPhNSNOSULP ONRULUUNIRB3NILLY pEUuh
YEnwpebniwy

1. N°nnup GU nphwywnndwuh thnpuwluwynipejwl hhduwywu nLnh-
utpp:

2. N°nu £ yhwnwdhu Bg-h nGpp nnphyunndwuph thnpuwlbwyniejwu
nGwpntuy:

3. huswt® u £ pupwuntd NAD'-h uhupbqn:
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2.9.5. UUbLUprIILErh 264UIrLPORLUALUSNIV:
YELUURULNNEL U4Shd UUPLLEr

UdhUwprentubph nGlwppopuphiwgnidp yGunwuwlywu pgholub-
nnd Ywplnpdnud £ YGUuwpwunpGu wynhy wdhuubph® «inGnwjhu
hnpdnuutGph» wnwewgdwdp: UdhUwprenLutph nGywnppopuhjwgnidp
wuwnwnyniud £ pEywppopupjuqu $EpUGEIINA JwuuuwygnLpjwdp, nph
yndtpdtuwnl £t whppnopuwy dnudpwin.

AtunctdUwuphpbUp wdhUwperenlUGph nGYwppopuphiwgdwl Uh
pwUuh ophuwyubp:

2.9.5. 1. Ub6pnnuinnuhlih wpwowagnidn U GEUuwpewbwlwl nEpp

UGpnunnuphup YEunnpnuwywl Uywpnwht hwdwlwpgh ubpn-
JdGnhwuwnnp E, wnwewuntd £ inphwuinndwlhg:

Sphywnndwlp hhnpopuhjwgynid £ nphwywunndwu-5-ununopup-
gtUwquiny® ytpwoybiny S-hhnpopuhinphwywnindwuh, npp nGYwp-
popuhiwgyntd £ wnwewgutiny 5-hhnpopuhnphwywwdhtu Ywd
uGpnunnupl (nEu LY.2.33):

f:}Hz hI‘HZ
CH,~CH QH CH,-CH OH CHz~CH;

] CooH Oz H:0 ] COOH CO: ] NH,
: N n&Ywnpopuh wqu
N HsBP  H,BP NH ng N

nphwywnndwl < 5-hhnpopuhtiphwywnndwl UGPNSNUPL

NADP* NADPH+H* i
-

UGLuUSNuLhL

U.2.33. Sphuyinnpwlih nEljwppopupjwgnidp’
ubpninnbplup wnwewgdwdp:

Wju wpngbup hpdbwlwlnwd pUpwUntd E nuntnnud, wnhp-
ubpnud, ppndpnghwnutpnid: UGpninnuhup hgnp uGjpnhnudnpw gnp-
onu E: WU nudbnwgunud £ hwpe JdywlbutGph ydynwdutpp, gnigw-
pGpnud  wlunpwutndps EPLYn, YJwpgwydnpnid wpjwl  dupnudp,
dwpuuh sGpdwuwnh@wlp, 2Uswnnipjniup, dwulbwygnd wibpghy
nGwyghwjh qupgwgdwup, pwuh np uhbprtgynid £ Lwl wWwpwpun
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pehoutpnid: Eyhdhgnud uGpninnuhuhg wnwywunwd £ dé&ywwnnlbiplip,

nnpp Ywpqwynpnud £ pniup W wppniunceindupn @hnlywnuwypli nhpd).
Un wwwbtwnny wjdd npwbu pniup Jwpgwydnpnn ntnwdhgeng
Uhpwnnid GU bwl UGjwwnnuhln:

2.9.5.2. Fhutnwdhlbh wnwowagnidn U YEhuwpwlbwlywl nEnn

Shunhnphuh nEywppopuphwgdwl wpnynitupnud wnwewuntd E
hhuwnwdplr. dbpohuu wunpw|wjuhs gnnpénu t (Wwwluwyll pwpénpwg-
unid F UGpquiiquypli dlpnudp’ wrwewglibing qifuwguwiybn), unw-
dnpuntd fupwuntd £ HCI-h ubGyptghwl, gwdh, witpghy ntwyghw-
utph W pnppnpdwl JGnhwwnp £, pwpépwgunid £ pwnwueUtph
rwihwugbhnipintup W wnwewglunid wjwnnig, dw2yh Ywpupnieniu
nL pnn, hwugtgunwd £ ppnupuhniuGph uwywaquh (LY.2.34):

CH2- (IDH —NH2 co CHz—-CH2—NH;
/~—\  COOH ¥ 2 —\
HN N * HN N
\/ hhunnhnhunGywnppopuhjwquw /
hhutnhnhu nd hhutnwuhu

UY.2.34. 3pnuinpnhlup nEhwppopupjwgnidhg hhuwnwdhlp
wnrwgwgnidp:

2.9.5.3. Ugbwinhifjunihlih upliplgn U GEhuwpwilinulwli nEnn

UgGwhipunihup upuetqynid £ Ujwpnwihu hjnujwépnud W
Jtgtunwwnhy Uywpnwjhu hwdwywpgh gjuwdnp ubjpndGnhwwnnpu
E: WU uphuptqynid £ ubphu wdhbwpprYyhg (ntu UY.2.35):

CO, 3SAM EEAH
_L, ERUULNLUUNL| - » [luNLhL
i hyrar—— I | I:[al.ul.ln[wdhhdb[ah[- wgkunhi-CoA
popuhlwqu, Mg "‘“"“U“q’b““(’:%":SH hunihUwgbun -
npuwuudpbpuqu
[ustShLiuNLhV |

wgbwhlfunihu-
tupGpwquw

[lNLhL + Uustsus |

UY.2.35. Ugbinpifunihlup uplipbep U pwjpuynidp:
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2.9.5.4. QUYR-h wnwowagnidn U YELuwpwlwlywl n&npnp

Ljwpnwjht uhbwwuutpnd hwjnbwptpjwé £ gninnwdwn
nGywppopuhiwqw $LtpdLunp, npp wuwnwihgnd £ gyniinwdwinhg
QUUM-h wnwewgdwl nbwyghwlu: IGnwgw JGunwpnhguh pu-
rwgpnid QUUME-U npwluuwdhbwgynid £ a-yGnngntinwpwunh hGun
uwpwpryh Yhuwwinthhnh  wnwpwgdwdp, npp  opuhnwlwiny
nwnuntd £ uwpwpernt L dnuntd Uptpuh GnywppnUwwnwihb ghy:
QUU-p huwywnhyjwunwd £ bwl opuhnwghnu nGquuUuhuwgdwu éw-
Lwwwnhny' UUO-h wgnbgniejwdp (int'u LY. 2.36):
wgbwnh-CoA ’__g_llmnujm

S— ~
ou / -ybwingnt- glnLinwdwn

[ uts wmwpwn ' uquurau . gnLinwydwin

\ /) / t?]mhq Lt:l-l.ur:}ng-l udb- N\ CO, nbuwn%?uquw

~ 7

} - Ul

unLyghlwwn —— [UwpwpRYh
nEhhnpngbluwquw uhuwwmbhhn
NAD*

UY.2.36. QUYR-h wnwpwgniup:

QUU(3-h hhduwlywu YGuuwpwlwywl hwwnynip)ntbutpu Gu.

1. QUU(3-p gqlluntntnh hhduwywu wpgbiwyhs dGnhwwnpu E,
pwUh np pwpépwgunwd £ hGinmuhtwwrehy pwunwlueh pwthwlgtb hnt-
pINLUp K*-hnuutph hwdwn:

2. QUU(E-U gfuntnbnnd nLtup huuni htwudwU wqnbgnipnLl.
pwnpépwglubiny ppewpwnwlurh pwithwlugbihnieniup® bwwuwnnud E
quntyngh jntpwgdwln:

3. QUU(3-U ywnpgwynpned £ nuntnh wpjwl 2ppwlwnnieiniup:

QUUM-U qwddwinu b wdhbwnu nGnwdhgngutph wmGupny Y-
pwnyntd £ nuntnh wpjwu 2ppwlwnnipjwl pjuwugwnnuduGph (web-
nnuytpng, hhwbpunnuhw), dunwynp hGunwdlbwgnipjwl, nGwnt-
uhwutph, nintnh Juwuywédpltinh, gllunintnh ytnlh gbipgnpgndwu
(EwhGwuhw) nGwptpnLd:
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2.9.5.5. Myhwdhblbnh wnrwowagnidp U GELuwpwlwlwl nEnp

ThwdhUwdnunywppnUwereniutph nGywppopuhjwgdwu  wp-
qgwupplUtpp nhwdpuutpu Gu: Lhghuhg wnwwlnid £ YuwnwyGphu,
wnghuhuhg' wgdwwnhl, ophuhinhuhg* yniinpGughu, npnup odnywéd
Gu dhqghninghwywl pniuyghwutpny: EncwphnuinlGph nbwpnid
wniinpGughuh pwuwyntentup thnpp £, wjt wudhpwwtu Jwulwy-
gnud £ wnihwJhuubp wwbnpdpnplup b uwbpdhliph uhupbghu: Wenn L
nnnigpwihu peheoutpp wwnpnibwynwd U UGS pwlwynipjwdp wn-
LhwuhUutp, npnlup hpGug [hgph 2unphhy (npwlp YwwnhnllGn Gu)
«hwdwagnpébwygnd Gu» UuncyGhuwppeniubph hGin W Uwwuwnnud
npwlg hwrbpwynpdwlp: Oppuwy® wnhpwjhu gniyhyh (E.Coli) T4
pwywntbphndwah Yula-h punhwunip ywwnhnuutGph 40%-p wwjdw-
uwynpywé £ ynhwdhuubpny: MnjhwJhulbpp thnthnfunwd GU wnih-
undutph wagptqwghwjh wuwnhdwup, Jwutwygnd NLME-h W uwyh-
nwynigh uhupbght, wuppwpgbinud Yie-h nGUwwnnipwghwu W
wupwwunnwd npw Ywnnigywsépl hpbug wnihywwnhnuwjhu W uniy-
lGhuwprnlLGph Snudwinwiht wuhnbwjhu fudptph hwydhu: Mnih-
wuhuutpp Jwulwygnd GU opqwunhnutph Ywnnigwdédputph wd-
pwwlndwup:

2.9.5.6. Ywnlinghlth U wlhubnhlh wnwowagnidn,
YEhuwpwlwlwl nGnp

Opqwuhgqunid wuwywpwghwepentt Gupwpydnd E nGYwp-
popuhjwguwu B-wjwuhUuh wnwewgdwdp, npp Jdnunwd £ Jhunwdhu
Bs-h, CoA-h, Jwpunghtu W wugbphu nhwtwwhnutph Ywaqunipjwl
Jdby:

LotGup, np B-wiwuhup hwdwnpynud £ Uwl wpgbiwynn ubpndt-
nhwuwnnnp: Upunwdywlunwd W qiuninGnnd B-wiwuhup, Jdhwluwiny
hhuwinhnhuphu, wnwwguntd £ nhwbwwhnutp' ywpunghu W wuubphu®

COOH  COOH COOH COOH

T(!;HZ_(FH c|:|-|2 AT‘P A_MP + PPi =cl;|.|2_(:_-;|.| SA:H EAH /:(EHz—E:
HN[ \N NH; + ﬁ:z YwnunghUuhuptnwqw HN/ \N EZON-Uhrammnwhu&bnquw /Hh’li /\N ¢=0
& 2 & (I-_:'_| CHs Cl:Hz
hhuwnhnhu B-w wUhU & H: CH,
r'qu NH,

Ywnunghl wlutphl

216



LUJwhpwjhu JywluGpnud Ywpunghup JdGéwgunud £ Y4éydwl
wdwhwnninp, wynmhyjwgunwd £ hnuwjhu wyndwbph whuwwnwupp W
Jdhnghuh ATP-wquwjhUu wywnhdnienitup: “HYhwbwyunhnubpp wywjdw-
Uwynpnud GU «wpwag» dywuubph pnidtpwiht wlynhynipjwl dnn
40 wninynup W untbnénud BU hbwpwynpnientl Yninnwytint 66 pw-
bwynipjwdp (wywnwwn: Ipunhnpuwpb unLyGninpnuGph pwgwyw-
jnLejwl nGwpnid (wywmwwnmh wybigniyp hwugbgunid £ wghnngh W
ynunpwywnnipwih wnwewgdwl: Ywpunghup W wuubphul odnywéd
EU hwywopuhnwuwnwihb hwwnynipjwdp, wnpgbiwyntd Gu NO-Yywfu-
jwl gntwlhiwwn ghywquwu, puydnid wwynwunngp' nhwuny huy nwu-
nwntgutny éGhwgdwl gnpépupwgp:

4-nn wnyniuwynid gniyyg GU mpdwé Uh 2wpp wdhbwperenlutph
Lwhpilwywu nGywnppopuhjwgdwlu wpgwuhputpp L npwug huwnpw-
Unp $hghninghwlwl $niuyghwltpp:

Unyniuwl 4.
Udhliwppnibbnh nEhwnppopupjwgdwll wnquupplinp b
npwlg hpidiwlwl phghninghwlwl pnillghwlibpp

wihlw- nGhwppopuph-| YEhuwpw- dhaghninghwlwls
pprnLubn Jwagdwl wp- | Unp&l wiwnpy dntllighwlibn

quupplibn | ynipbn

ubnphl ErwuniwJhu | wagbwnpyumhll npnnn UGIPNUGNnhwwnnp
unphwyunndwl | nphywnwdhu | ubpminnlipll | LGIPNUNNNLjwnn
rphnnghl rhpwuhu nndwhl UGjnndnnnLjwwnnn
q/neunwdh- y-wdhuwyw- | QUYR wnagGwyhg

lwapnt pWQWRERNL UGjpndGnhwwnn

wuywmnunn | B-wiwuhu | B-wipwlipl wnagblwyhs
UGjnndGnhwwnnn

hhuwnpnhl hhuinwuhu | hphuwnwdhl uGjpnUnnnLywwnnp, pnp-
pnpdwlU W witnghwjh Jb-
nhwwnnnp, wnGunwunp-
uwjhu tnpwyuinh hnpdnu

oplifunhl, wnuinntughl, | wybpdpnpl, | wynihundutnh wantqw-
Lhaht GwnwyGphU | (uybpdhly) ghwjh wuwnhbéwuh
thnthnfunid, NLE@-h L
uwhwwynigh uhuretgh

wpawdnpnid
pntnlpl wnnling- B> yhuinwdhuh Ywnnig-
wuhl JwépwjhU dwu
ghuwnb&hl rhntpwUn|- | ghunbwdhli | CoASH-h Junnigwé-
wuhu pwjhu Uhwynnp
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Jwngbn «UUPLURRNILENrP 2E4YUNrLOLULLUSNIU
YELUURLULUGYUL U4ShHd UUPLLE Y pEduwh Yenwebmuny

1. N°pU E uGpnuinnuphuh wnwowgdwl ninhtu W YEGLuwpwluwywl nGpp:
2. N°pl £ hhunwJhuh wnwowgdwl ninhtu b YEGLuwpwlwlywl nGpp:

3. N°nu £ wgbwnhjfjunihuh wnwwgdwu nunhu U YEUuwpwuwywu
n&np:

4. N°nu £ QUlYE-h wnwewgdwl nunpu b yGUuwpwluwywl nbpp:

5. N°nu £ wynipwJuhuutph wnwwgdwl ninpu W YGUuwpwlwywl
n&np:

6. N°nU £ ywpunghuh W wugtGphuh wnwewgdwlu ninhb b YGUuwpw-
LUwywu ntnp:

218



2.9.7. PhNAEL UUBLLErh HLUUU2E6rONIUL

LUGLuwpwlUwywlu $niuyghwl hpwlywlwglbint hwdwn Ujwn-
nwjhu pehoutpnid Jhpwnn wnlw E phngblu (YGUuwdhlu) wdhulbph
npn2wyh ynugbuinpwghw: Uwywju yGpghuutphu pwuwyh pwpdpw-
gnudp Ywpnn £ hwugbgut mwpptp whunwpwluwywU GplnyeUtnh:
Un phuy wwwdtwnny puphunn Ywplnpgnd GU phngblu wdhultGph
huwyunhyjwgdwl UGpuwuhquutnpp:

FhnqtU wdhuubph puwyunhyjwgnidp hpwywlbwunwd £ Gpynt
dubpny.

1. UGphjwgnid SAM-h dwuliwlgnipyude’ dEphmpwliudbnw-
qu $EpdElnny (nt'u LY.2.37): Yju Gnwlwyny hhduwywuntd huwy-
nhjwunwd GU hhunwdhup (nGu UY.2.38), wnpGuwihup, huy npn?
nGwptnpnd® UnpwnptGuwhun:

OH OH
OH  sam S:AH O—CHy
wnnEUwhu-o-dEph] -
npwlupbpuwqu Yud
JwwnbhunpwJdhu-o-Jk-
Rrhnpwlupbpuqu
CH— OH {COMT) CH—OH
CH,—NH— CHs CH,—NH— CHj
wnpbUwhl UtphpwnptUwhl

UY.2.37. UnpEluyghlp yhwuwqbndnidp:

S+
HN N N-UG Lu- N N
\/’ qm?ﬂ}ﬂ]w ! / \«/’

HaC
hhuwnwJhls N-UtphphhunwdJhl

UY.2.38. 3punwdplp Juwuwqbnéncdp:

UwuwnbGhuniwdhuubph huwyunhdwgdwup Jwuliwygnn JGrehi-
npwuudbpwauwu Yngynd £ bwle YuwwnGhunp-o-dGphiinpnwuudpbpwqu
(UOUS ywd COMT):

2. Opupinugmd dnunwdhlnopupnwqulbpnh (UUO) dwulnul-
gnipywdp, npp Undbpd&lunl F FAD-p (LY. 2.39): Wju Gnwluwyny hhu-
Uwlywunwd Ywuwnwpynd £ nndwdhuph, UnpwnptUwipup, ubpnunn-
uphuh, hhunmwdhuh (U2GUp, nn hhunmwuhup Juwuwqgbpéynid £ bwl
MO dtpdGunny) W QUYE-h huwywnhdwgnidp: Mpngbuh pupwg-
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AY

pnud ywuwnwnpyned £ ppngBU wdhbutGph opuhnwghnu nGquwdhuwgnid
hwdwwwwnwuppwu winthhnutph, wjunthbnl pRNLUGPh wnwewg-
dwdp, npnup nnLpu GU qwhu Gphywdutnny:

0, FAD Hy;0 H207 H O,
Uuo g \*
R=-CH.—NH:; \ = R-C =0 —=——+» R-COOH
NHy FADH, ’II

Utiq

UY.2.39. UdhUulbph Juwuwqbpéncdp UUO-h dwuliwlgnipywdp:

Jwnagbn «RCANQAGL UULPLLErh ALUUU26PONIULY pEUunh
YEnwpebnwy

1. Npn°Up GU phngtGU wJuhuuGph Juwuwgbnédwlu hhduwywu nLnh-
uGpp:

2. hUuswG°u £ Juwuwagbnéynd wnpGuwhup:

3. huswE°u E Juwuwagbnpéynid uGpnunnuhup:
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LUPNPUSNP UCRUSULRLEY «MUr2 UNhSUUNISLErh G4
uubLurrILErh @Nkiuunte3NiuLy PUILI HGrULEGIr3UL

Lwipnpnuiinnn wuwinwilp Ne 1
w) Uinwidnpuwihinteh preyuwbingiwl npnoncdn

Swpptp hhywunnientuubph nGwpnd Ywpnn £ thnpuybp hug-
wbu wpunwnpwé unwunpuwhjnieh pwluwyp, wjbwbu £ npwuncd
wwnpniuwyynn HCI-h pwuwyp L $EpdEUNwhL wynhynipnilup:
Nunnh Y hupywywu wypwynhywjnud jwjunptu ogunwagnpéynid Gu
unwunpuwhjniph wuwihgh JdGrennutp, npnup Ywplnp nGp nluBu
utnwdnpuwnhpwijhb nunnt hhjwunncpjntublGph whunnpnpdwu UGe:

Unwdnpuwhjniph prent nGwlyghwt wwjdwuwynpywé £ wnw-
prYh, Inudwwnutph, huly whunwpwlwlywu wypngbuubph nbwpned’
wrlwrryh b gunnn dwpwwrerenlutph wnwjnLpjwdp:

Uwnwidnpuwhiniph ppduylbnygintip unquynnnn pninp Lyne-
prE&nh wdpnnenyyntill whiywbunid &U punhwlnn peyuylngsynil:
Uwhwnwynigutph W npwug dwpudwl ypnnniynutph hGn juwwoé
wnuwyppentl Ynsgynid F Quwwdwd, huy wibignily wnwyppenl' wquin:

Unwdnpuwhjnieh prywjuntpjwl npnonudp hhdujwé £ wjl
inhwnpGint ypw' 0,1N NaOH-h [nLényeny npnpwyh hunhywwmnputph
wnwjnipjwdp: Uhwdwdwluwly ogunwagnnétind Gpynt hunhlywuwnnp-
utp® $EUNPwEhU L ywpw-nhuGehjwdhbwwgnptugn), 1 pwdhu
unwdnpuwhjnipnid Ywnptih £ npn2tl huswybu yuwwywé, wjuwbu k|
wqww wnwpryh pwlwyp:

Uwnwdnpuwhjnieh punhwunip prywjunipiniup wpnwhwjn-
gnwd £ 0,1N NaOH-h J|-Gph pwlwyniejwdp, npp Swhuuynid £ 1004]
unwdnpuwhjnip inhnptGint hwdwn® $EUn nw|Ghu hunhywwnnph
wnywjnipjwdp: Lnpdwinud unwdnpuwh)jnieh punhwuntp EERYw)-
unceintup hwywuwn £ 40-60 dpwinph (E):

Uquun wnwprentu wpunwhwjnynid £ 0,1N NaOH-h J|-Gph pw-
uwynd, npp Swhuynid £ 100d| unwdnpuwhjnie nhwnptint hwdwn,
pwjg nhuGehlwdhtwwagnptugn  hunhwwnph - welwjnipjwdp:
Shuinnptbhu sGgnpwunitd £ vhwju wgqwwn HCI-p (pH=1,0-2,0), pwUuh nn
enLy| rrNLUGPD' ophtwly wprlUwrrenLu, nudtn HCI-h wnyw)nLejwdp
ng nhungwé yhdwynwd GUu W hhdph hGwin GU Jwnunwd ntGwyghwjh
Jdto: pH=3-h nbwpntd, Gpp nhdGrhijwdhbwwqnptUugnih gnitbwyn-
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pnudp thnpuyned £ Ywpdphg bwpUgwanijuh, gpGret wdpnng wquwn
HCl-p sGgnpwunwtd £ NaOH-nJ: Unpdwymd wquiin HCI-h wwpniliw-
Unipynitlp hwywuwn F 20-40 dhwynph:

UtGpnnh ulgenilipp: Shinptint hwdwn swihhg thnpéwungh JGe
tguncd U 10d| unnwdnpuwhjnie, wybwgunwd 1-2 Ywrehy nhdGrhl-
wJhbwwanptugnih |nwénye, 2 Jwrhy $tundunwiGhuph (ndnie:
Ldnyp inhuinpnud G 0,1N NaOH-h |nénypny Jhusl hwjinuygh
UwpUswanyu gnibwydnpnd W Upnwd wquin HCI inpunpbint hwdwn
Swuuwd NaOH-h pwlwlynuygynilip Up-ny (inpuinpbyne wewehl {bwn):
WjunthGinle wmhunpnudp Jwpnibwynud G Jhusle  panpnup nbnpl
gnylp huywnbdbp (inpinpbine Ephypnpn ) L JGpswwbu® Jhusl
Yupnwaqniyup hwyinbdGyp (inhupbne Gppnpn §bwm):

Unwehli YEwnp hwdwwwwnwufuwlnd F wquiin wnuwyppyhl:
Gnynnpn U Eppnpn EwnbGph dhohl pdwupwliulwlpn hwdwwywinwu-
fuwlnud F pinhwlnp wnuwppdhl, Eppnpn hEnp' unwdnpuwhiniah
punhwlnin predyuylngs wbn:

onpdh plpwgpp: Supwnpbup, rE unhwnptbint 1-hu yGnnd
Swhuuytb| £ 2,47y, 2-nn YGuinnwd® 2,85Uy, Gppnpnnid® 5,374}

RGinbwpwn.

1-pl Ywn' wquiin HCI-h pwliwulp’ 2,47x10 = 24,7

2-nn Ytin'  HCI-h punhwlnip pwlwlp' 2,85+5,37 x 10 = 41,1
2

3-nn Ybin'  quudwd HCIh pwlwln' 41,1-24.7 = 16,4

plunhwlnwp ppyuylnuysinilp’ 537 x 10 = 53,7

p) Gwplbwpriyh huyunmliwebnnidn unwdnpuwhincpnid

Unwdnpuwhjnipnid wnweprdh pwgwyw)niejwl (wuwghnw-
Jhu yhdwy) wd npw phs wwpnibwyniejwu nGwypnd untnéynid t
rnL| rrYywihU Jhpwdwin, npnud pwqUwlnud GU Ywprlbwrryw]hu
pwywntGphwutpp, npnup opuhnwgunwd GU wéhuweptnp vhusl Ywpe-
LUwpeent (NLGUwUuh nEwyghw):

Utpnnh ulgenilpp: YwplUweryh hwjnuwptpdwl Gnwlwyp
hhduqwé E NLdEdwlh gnibwydnpdwlu nGwyghwih ypw:

dnpdh plipwgpn: 16-20 Ywrh) Gunih |nLényrehl wybiwgunid
Gu 1-2 Ywrh 1%-wlng FeCls-h |nLénye: Unwgynd £ Jwlnpwlyw-

gnuyU Gpywpeh $EUnwnh |ndnyp: Wn huwnunipnhu Ywehi-Yuwehy
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wyblwgunid GU unwdnpuwhjnie: YwprlUwrerYh wnyw)nitejwdp Jw-
unwlwanyup thnpudnid £ nEnuwywuwswyniup’® ywplwprywjhu
Gpywreh wnwewgdwl hGnbwlpnd:

Lwpnpuiinnn wpuuwninuwlip Ne 2
w) Uhgquwilyntph npnoncdn wmyywl phoncyncd U dGgnid

Fninp wgnun ywpnituwynn JhwgnipjntuutGph gnudwpp JdGgnud
Ungdnwd £ plnhwlmpn wqnun. Upjwl ng uyhnwynigwihbu wgnup
(Uhquwujnieh, Uhquwpepdh, YnGwwnhuhuh, wdhbwepeniutph W wjil)
yngynwd t dliugnpnuyhli wqnun (N-20-400q% Lwd 14,3-25,0Udny/]):
UhquwujniLph wgnunp wpjwl 2héntyph duwgnpnwiht wgnunh dnwnw-
dnpwwbu Ybuu E: Uhqwljniep uyhnwynigubpp thnpuwbiwyniejwu
JGppuwywu wpnnniynt E: Unpdwjnud hwuntl wnnne Jdwpnnt
onqgwluhquhg opwywu JbGgny hGnwunwd £t 20-30q dphquilynte (333-
580ddny/): Upjwu ohéniynid  wwpnibwyynd £ 2,49-8,33duny/|
Jhquwljnre: Uhqwujnieh pwlwyl wpjwl Jby wyGiwunwd £ 2-10 L
wybh wuqwd dh 2wpp whnmwpwlwywl yhdwyutpnid, hwwnw-
wbtu Gphywdutph hhjwunnientuuGph nGwpntd:

Utpnnh ulgpnilpp: Unquunieh hwjnuwptpdwl Gnwuwyp
hhuuJwé £ wju hwugwdwlph ypw, np yGpehuu prent Jhowywjpnid
rhnuGUhywppwaghnh W Gplweh wnbph wrjwjniejwdp nhwgbunhi-
dnUnopuhdh htnn wnwewgunid £ Jhwgnipinitlu, nph gntbwynpdwU
huntuuhynrejwdp npnpnid GU Uhqwbynieh wwnpnibwynieniup:

Pnpdh plpwgpn: Punwly wwwbnny thnpdwlnph JGe gunwd
Gu 0,01d| wpjwu 2hénLy wd Unupwgpwé g W wybiwgund 14U
w2huwwnwupwihl (nénye W thnpéwlunph wwnnibwynienitup fuwn-
uncd: ®npdwluneh wlgpp thwynid U wynwdhut $ngwiny W thnpé-
wunpp 10 pnwt wnGnwnpnd Gnwgnn gpwjhu pwnuphpnid: 6N
thnpéwlneh wwpnibwyniejntlp wpwg uwnbgund GU W sgwhnd
(nénLjeh owywnhlywywl puinnieiniup: Qwithnudp wGwp £ Juwunwpb]
uwnbgutintg hGinn 15 pnwbh pupwgpnid: 2niqwhtn Jpwynid Gu
udnyp W uinnighg (nLonyep: UGgp wuwihghg wnwy Unupwguncd Gu
rnpwé onny 1/50 Uhugle 1/00 hwpwpbpnipjwdp (wpnjniupp pwgdw-
wwuwnyned GU Unupwgdwl wuwnhéwuny):
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swithby thnpduwwu udni) unnLghs |nLénLjR
2hénLy, Unupwg- 0,01 - -

pwé Ubq
ntwlywnhy 1 - 0,01 -
pnpwé onLp - - 0,01
w2juwwnwlupw- 2 2 2
Jhu |nLényp

rownunwd b 10 pnwt nwpwglnid GU Gnwgnn epwjhu pwnuhp-
pnid: Upwag uwnbgunud GU W 15 pnwbh pUupwgpnid uwnnighg |NL-
onLjrh nhdwg 1Tud |nLuwugpny Yyneybunnid swhnud (490-540nm wih-
ph Gpywpnipjwdp) thnpduwywlu (nényeh (A1) W udnph (A2) owyuinh-
wywl puinnipjnculbtpn:
(A2:A4¢) x100 = Xdg Uhqwlujnie 100d| udnph Jby:

Lwpnpunnnn whuuwninuilip Ne 3

Uuwwminuiin- b wwuhliwdhbiwwnpwlbud&nwquwiibnh
wlhwnhdyniewli npnoncdn wywl 2hancyncd

UdhUwwnmpwluudbpwquwubpp wjbwyhuph $tpdEunutp Gu, npnup
Jwwnwihgnd U wdhbwpprnubphg yYtnnpereniutph ypw wdhlbw-
hudptph wnEnwthnfunidp: Unwyt] Lpwluwywih whunnpn2hs nbp nlun
wpjwu 2hénLtyntd wuwwpunwwn wjwuhuwdhbwwnpwludptpuwquub-
nh wywnhynipejwl npnpnedp: Uuldn-h nu U Uwn-h ywpniuwynipjniup
wpjwu 2hancynd tnnwppbp £ Uulw-p W U Uwn-U wnwyb] Qwn wyw-
pntbwydnud GU gwpnned, upnwdywund b Ydwpupwjphu JdywulG-
pnid: Wullin-U wnwyb] wynhy £ upnnwdywuncd, huy WY WUwn-p* jup-
nh hjnujwépnud: Lnpdwjnud  wpjwUu 2hénynd wdhbwwnpwlu-
dtpwquih wynhyniejntup 2wwn gwédp £ W Uywwnbhnptl pwpépw-
unwd £ gwpnh nt upnwdywuh peswprwnwurluGph wdpnnewlwunt-
rjwlU fuwhundwl nGwpnid: Ujn wwwdtwnny wdhbwwnpwluudpbpuw-
quutph wywnhynipjwu npnonudp wpjwu p2hantynid Yuwplnp ptuwn
dhnyuwnnh hudwnyunp, dhpniuwjht hBwywnhuip, jupnh ghengp b
wjl hhwunntentbutp whunnpn2Gint hwdwn:

UtGpnnh ulgpnitlpp: Unpjwl 2héniynid wuwwpunwn wdhUw-
npwuudbpwqwih W wjwuhuwdhbwwnpwluudbpwquwih wywnhyne-
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rinLtup npnonud GU nhupnpndtuphhnpwghuwjhu JGennny: Qulln-h
b U Uw-h wanbgnipjwdp Juwwnwpynn npwuuwdhbwgdwl wpnyniu-
pnid wnwwuntd £ opuwnwgtGunwwn b wyhpnijwwn: Ipduwjhlb dhow-
Jwjpnid 2,4-nhuhinpndtuphphnpwght wybiwgutint nGwpnwd wnw-
pwunwd £ gnibwdnpywé (Ywpdpwanpawagnil) whpnfuwnnnweyh
hhnpwanu, nph gntbwynpdwUu puntGUupynientup npnaynud £ Ynin-
phdGuinphy Gnwuwyny:

Uunwlunwpwu nuéniputp (Up) thnpdLwlwl unnLghg
unLputnpwwn’
UuUwn jud UUwn 0,25 0,25
dhqhninghwlwl nLdnyp 0,25

Lwhuopnp huynitpwglunid &u 3 pnwyth pupwgpnid, 37°C-nLu:
wpjwl 2h6nLy | 0,05 |

huynLpwguncd EU ninhn 60 pnwk, 37°C-nud:

2,4-nhupnpndLupg- 0,25 0,25
hhnpwqnu 2
hwnunwd U b pnnunid BU 20 pnyt uEUjwlwjhu sEpdwunmhéwuncd:
NaOH-h |nLényp | 2,50 | 2,50

lownunwd GU W 10 pnwb wug uwnnighg |NLGNLYyRh nhdwg sw-
thnud (500-530 nm wihph Gpywpnipjwdp) thnpdUwlwUu |nuényreh
owwnhywywl fuinnipniup®
hwpdwpyp®  puwn gpwdhyh,
unpdwjncd® Uuus 0,1-0,4 dyuny/|
uius 0,1-0,69 dyuny/|

p) YnGwinhluh npnonedn UGgnid

Unhputpnd uGpééywéd wdhUwpepenlbpnp opgqwlubGpnud W
hjnLujwéputbpnd Gupwnyynd GU nwpptp thnpuwpynwdutGph: Uh
dwup oguwagnnéynd E opqwlutph W hynujwédpubph uwhunw-
yngutph, dtpdGunutph, npn2 hnpdnultGph, hGdh, YpGwwnphuph L
wjluh uhuptgnid: YU wdhbwprrenLUGpp, npnup (6L oquwgnpéynid
mwppbp Jhwgnip)nibutph uhuptbqnid, Gupwnyynid GU pwjpwjdwl’
NHs-h, CO»-h, H,O-h wnwowgdwup:

Udnupwyh hhdbwlwu Jwup éwhuuynwd £ JhqwUujnigh wnw-
swadwl ypw, npp dbgh wagnwnp pinhwlbmp pwlbwlh 85-90%-U E:
Fwgh Jhqwujniphg, wgnunp dGgny nnipu £ quihu wdnupwyh wnb-
nh wGupny, YnGwwnhuhth, dhquweedh, hunhlwuh W ph pwuwyny
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wqwuwu wdhbwpprniltpp Jwqunid: Wn pninp Ujniebpp, pwgh
wuhUwpprnLutphg, onqwuhquh wgnunwjhb thnpuwlwyniejwl ytne-
LUwywu wypnnniywnubp U b hEnwgynid GU UGgny:

YUhuphywynd wgnun wwpnibwynn uyntetph pwbwywywu npn-
onudp Jdagnud Ywplnp whuinnpn2hs Lpwlwynientu nlup Jh 2wnp
hhdwunntpentuubph nGwpntd:

UnpGwwhUuhup wnwwunwd E YpGwunhudpnudwinhg W dbtghp
donwywl pwnwnphg dwul t: 7 opmed dEgny h&Erwlned F 0,5-2,0q
(4,4-17,6Udny/on) YnEwinplpli, nnp JGgh wgnun wywnpniuwynn dhw-
gnipintuuGph 2,7%-4 £ UGgnud YpGwunnhuphuh wwpnibwynipjwl
pwnpapwgnid Uywwnydnwd £ unip hudpbyghwutph, wmGunwjhu yhdwy-
UGph nGwpentd, 2wpwpwjht U ng 2wpwpwjhlu nhwptwnny hhywun-
utbnph ppswuncd: Urenne dwnpnlwlg dGqp hwdwmw sh wwpntbiwlyned
ynGwwnpl, L. Jtgny npw hGnwgnudp Jywjnud E hhduwywuncd
Ydwhupwihu dywuutph wweninghwh dwuhb (Whwuptlipw, dijw-
uuyhli nhunpndpw). Untwinhupuh pwluwywywl npnpdwl JGrnnp
hhuujwdé £ 3wdpdpth gntbwdnpdwu nEwyghwih ypw ((ntuwdhiinpp’
Jwlwyg, wihph Gpywpnipintup’ 500-560uUd):

Antliwynpdwl plun&uupynipynilip ninpn hwdbdwnwlwl F
UnGwwnplplup pwliwulpl:

®npéh pupwgpp.

thnpéduwywu uwnnLghg unwlunwnpw udn)
JdGqg (Jp) 0,25 - -
UnGwwhuhuh - 0,25
utnwunwnuw |- (U]
whyphbwpeent (U]) 1,5 1,5 1,5
NaOH-h 10% |- (U]) 0,2 0,2 0,2

10 pnwb wwhb] uGLjwywjhu eEpdwunhdwuncd, pnpwé spny
hwugut] Jhusle 50d[-h: ®npdUwlywl W unmwlunwpun thnpbdwldnwp
YninphdGuinpt unnighgh nhdwg:

Sw2qwny’

X — Cun* Ethnpaxa ’
Eunxb
npntn X-p opnwywlu Jbgnud ypnGwwnhuhuh pwuwyu £ (Uq), Cun-n'
unwunwpwu thnpéwudnwpnid Ypbwinhuhuh pwbwyp, Epns-n thnpa-
Uwlwu udnph Epunhuyghwl, a-u' dbgh opwywlu pwlwyp, b-U
wlwhgh hwdwp yGpgwé Jdtgh pwlwyp:
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PEUSEr « NUr2 UNhSUYUNISLErh 64 UUPLURRNILE
ONULUYNIRSNILLY PUIULALS

1. RhUdninphwyuplp dGnpnid £
1. unwdnpuntd ghghuh Jwuliwygnipjwdp wnwowgwéd wybwwnhnwihu
YwwGpp
2. wnhpubpnud wnphwyuhUh Ywppopuhl fudph Jwuliwygnipjwdp wnw-
pwgwd whwwnhnwihu juwp
3. wnhputpnud uyhwnwynigutph N-6wjnpwjhu wuhuwpernUGpp
4. wnhputpnud $LGUhwjwuhuph Ywppopuh; pudph Jwulwygnipjwdp
wnwowgwd whwwhnwihtu uwtnp
w) 1.2.3.4 p) 1.2 q) 2.4 n) 3.4
2. N°p opgwlubpnid 2b CLEULNIY Uwjupbkph ghyip.
w) Gphywdutn
p) pwnn
¢) nLntin
n) wnhputn
3. h°ug wnnpuhy Jhwgnipjnitbubp U wnwpwunid wdhbwpenitubphg
hwuwn wnhph Jhypndpnpwyh YEuuwgnpéniubnipjuwl wpnyniupnud *
1. hunng
2. Yptqny
3. AwpwweenL
4. uyhpwn
5. ptun|
w) 1.2.3 p) 2.4.5 q) 1.4.5 n) 1.2.5
4. Lok opuhnhuh UGjudwu wpqwuhpp wnhputpnud®
w) UGphdGpyuuwwnwl
p) dtuny
q) ujuwnng
n) ywnwytphu
G) wynLiinpGugh
5. Spwluwdhbwgdwl nEwyghwubphu Jwulwygnd GU*
1. wdhUwpenL
. Whphnopuw| $nudwn
. wudnUhwy
. yGinnprn
. wdhwlUwwnpwuudbbpwqu
w) 1.2.4.5 p) 1.2.3.4 q) 3.4.5 n) 1.2.3.4.5
6. N°p nGwpnid £ Y6-Nhinhuh gnpédwyhgp (AsAt/AlAt) hwjwuwp 6,0-h.
w) |Gnwpwnpwjhlu hhjwunntejwu
p) hGwywuwnhwnh
d) Uhnjuwpnh hudwnywnnh
n) wuldnuhwyjh

2
3
4
5
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G) wnnne yhdwyntd

7. 2wuph® Unp ATP E dSwhuuynid 1 Unp Uhquujnieh upuptgh hwdwnp.
w) 3 p)1 4)2 n)o

Ukqh wwpninghy pwnwnphgutpl BU*

JhquujnLp

Uhquiefnt

uwhwmwynigubn

. wdhbwpprnLUbn

5. gyntyngp

w) 1.4.5 p) 2.3 q) 1.2.4 n) 3.5

9. N°p pEpUGUWp 2h UUULUUSNIY Jhquljniph uhupbkqhl.
w) wnpghUuphtwunctyghtwwn upbuebnwquu

p) onuhinhuywppwdnhiinpwluudbpwquwl

4) wpghlwquu

n) untyghuwwn nthhnpngtUwquwu

10. Gphjwdutph wpnwquudwlu pniuyghwih pwluqupdwl nGwypnid
hhywunutph 2pgwlnud UWywwnyned £

w) hhwEpwpntdhubuhw

p) hhwGnghyuhw

g) wanubtUuhw

n) hhwGpphihrniphUGuhw

11. Ubwngtuwjhu wdhlwppntubph uwwnwpnihquh nwypnid wnwow-
unwd £

w) whpniywwn

p) wgbtwnh-CoA

g) widw-yLinngntinwnpwn

n) untyghuh(-CoA

G) $nidwnpwin

12. N°pu E UUL gntinwdwnh yepwptpuy’

w) npw nEywppopuhiwgnidhg wnwewunwd £ QUGS

p) nhw nGquuhuwgnidhg wnwewuntd £ widw-yYGinngntinwpwn
q) nhw wJuhnwgnitdhg wnwwuntd £ gyniinwdhu

n) wuthnpuwnphuth wdhbwpent t

13. N°n Jhwgnipjniutph Ubwhunpnu E qihghup’

1. hGdh

2. ynLphuutph

3. erhnnghUh

4. g nLinwrhnup

w) 1.2.3.4 p) 1.2.3 q) 1.2.4 n) 1.4
14. Uptwwnhuntpphw nhnynud £

1. hnh wuwug 2ppwuncd

2.E wyhnwdhungh nGwpnid

3. Jywluwjhu nhunpndhwjh nGwypned
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4. nGnwhwuubph 2ppwlnid

w) 1.2 p) 1.2.3.4 q) 1.4 n) 2.3

15. N°n hhjwunnipynibubpu U uwywéd $GEUpwwuhuph b phpnghup
thnpuwlwynipjwl pwlgwpnidutph hbwn'

1. wijwwwnnuntphwu

2. ptuhyGnnunLphwu

3. _hnnghungp

4. wwnpyhuunuhgup

w) 1.3.4 p) 2.3 q) 1.2.3.4 n)3.4
16. Lajwdubphg n°np 2b YhSUNIU hhwybpphptnnhquh nwpntd.
w) Jwnpuuh stpdniejwl pwpbpwgnud

p) pwgwuwywl wagnwuwjhu hwytyshn

q) opuhnwgdwu b $nudnphiwgdwl thtnbpnid

n) dwpuuh pw2h wytlwgnid

17. N°n pEpdEUnh puwshU wupwywpwpnipynitu £ hwugbgunid Jwn
Jwulywlwl Jwhwgnipjwl’

w) untwbpopuhnnhudntinwaquih

p) untdhwnopuhnwquyih

¢) uwwnwwquih

n) ghuinthunhopuhgtlUwquijh

18. S-wnbkungphdtphnupup’

1.wnwwlntd £ UGehnuhuhg W ATP-hg

2. JGph| udph nnunp t

3. Jwulwygnid £ wnpGuwphup yGuuwuhurtghl

4. Jwulwygnid £ ypGwuinhup yGUuwuhuptghu

w) 1.2.4 p) 3.4 g) 1.2.3.4 n) 2

19. S-wnkunghy UGphnupup Jwulwlygnud E*

w) inpwluwdhbwgdwup

p) npwluwgtwnhiwgdwup

q) mpwlbudpnpuhwgdwp

n) mpwluynhwghwjhu

&) npwludbrehiwgdwup

20. N°p npnypubkplu U 6h2wn phngbu wdhuubkph yEpwpebpywy'
1. UnpwnpGuwhup UG PNUGRhwwnnn £

2. uGpninnUpup wnwewunid £ wnphywnndwlhg

3. UnpwnpGuwhuph L uGpnuinnupuh huwywnhyjwgdwlup Jwutwygned £ S-
wnbunghdGehnuphunp

4. wnpGuwhut wnwywuntd £ phpnghupg

w) 1.2.3 p) 2.3.4 q) 1.2.3.4 n) 1.2.4

Nwwnwuluwlltp® 1.q), 2.p), 3.1), 4.5), 5.w), 6.q), 7.w), 8.n), 9.n), 10.q),
11.p), 12.n), 13.9), 14.p), 15.q), 16.n), 17.p), 18.9), 19.k), 20.9):
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bpwiyhswluyhli luinhnlEn «NUN2 UNPSUUNISLENrh 64
uuhLurrNLErh dNULUYUNIER3NILLY pwdlh
YEnwpebnwy

1. Uphquwuwnyh pwngytinny hhjwlunh wpjwl Uty hwjnuwptpytl E
utpninupuh b opuhwlUwnpwUphjwppyh UGé6 pwluwly: Opgwluhqu ubp-
Unidynn n°np wdhtwppyh hbwn E juwydwéd Udwsd thwunp.

w) yiphwywunndwly

p) wiwlhu

) hhuwnhnhu

n) Utrehnuhu

G) rhnnghu

2. AnLdhg pwngh Ynpu wugunn hhwunh wpjwu ke qyniyngh Unpdwy
dJwlwpnwlyp ywhwwuynd E* h hwahy gyniynubngtubgh: LUwl wWwy-
dwuubpnud n’p wdhuwppeniu £ hhduwwunid wwywhnynd gyniyngh
dJwlwpnwyp wpjwl JGy.

w) Jwihl

p) Lhahu

q) wywluhly

n) g ntinwdhlUwpenL

G) L6jghu

3. Uiphunubupp ww BU nnwunwd wplh wqgnbkgnieyniup. Upwup wple-
wjpnip ¢6U niuGUnwd: ®npuwpbUl wrwowuntd U wypqjuépubp: N°p
wuhbwpprYyh UWnipwithnjuwlwynipjwlt juwbgwpndu £ wyn wpngbuh
hhdpnid.

w) gnLinwdhlwepryh

p) UGrhnuhuh

q) nphwinndpwuh

1) phpnghl

&) hhuwinhnhu

4. 70 mwptlywlu mwpkgp punniuyty £ yhupyw wnptdnph, rhghnnipjwu
L wyhubkqhwjh whiwnwuputpny: h°ug hhjwunnipynit £ wpuwnnpnaybi.
w)Ughtjdtphp

p)3hnyGh

¢) Stj-Uwpuh

) Nwnplyhliunbh
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QLNfv 3
I6UP dnhvuuunr@3Niue

RGUp Jh 2wpp uyhwnwynigutph wypnupetunhy fjunwdp E, npnup
yngyntd GU hGdnwypnunbhuutp: “HYwlghg GUu Jhngnphup, htdngn-
phup, ghwnppnuutpp, Ywunwjwqw W wnphwyunndwl whpnwqu
dtpdGunnutbpp W wyb: Aninp wyn uyhwnwynigubpnud htdp pwy-
pwjynid b upuptqynid £ Jhllunyu nunpubnpnd:

3.1. 36Uh UbLEGD

Gdh  phnupUpbqlu pUpwUntd E hhduwywUunwd pwpnned,
nuypwénionid, Ynphq wywnpnibwynn ng hwuntu Epprepnghwnutpned,
nnn? swihny Uwl wnhph [npéwpwnwluend W GphywduGpned,
npntn wnyw GU hwdwwwwwuppwl d$GpdGUnwnhy hwdwlwn-
agbpp: 36Uh uhuptgh hhduwywu nunpubpp Wywpqwpwuytb] Gu punn-
hhy CGUhuh hGunwqgnunientuutph: I6Uh upurbgh Glwujnetpu Gu
untlyghlpy-CoA-U, npli wrwewlnud F jhdnliwppeyh ghlynid, U gihghl
wdplwyppnl: A hghuh wynhjwgdwl hwdwp wuhpwdtywn £ whph-
nopuw| $nudwwn, nph htn wju, wdtlwju hwjwlbwlwlnipjwdp,
wnwwgunid £ Chdh hhdp: Untyghuh-CoA-h L gthghuh ynuntUuw-
gnudp hwugbgunud bt e-wdhlnu-g-fEinnwunhyhliwppdh wrwewg-
twip, npu wpwqg nGYwppopuhjwgynid E° yGpwédbiny o-wuhlu-
Junypliwuinp (ALA) (ntG'u UY.3.1): Wu thnyu pupwunwd £ dfunn-
pninppmdubGpmd L Ywunwihqunud £ wdhliwgunypliun  uplippw -
quyny (ALA-uplipwquyny), npp  wnpdhphulubph YEUuwuhuptgh
[hdpinwydnpnn $tpdbunu E:
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[ COOH Cook
CH, ?Hz
|
qLhghl — = | CH: ——=» CH:
o -HSCoA | | - CO: (I3 o
unLlyghuhp-CoA (I:': e 1 -
CH—COOH f|3Hz
NHQ NH'Z
[ — S-wudhbwbnL -
o-wuhlw- g-Ybwnn - LIhuwpRNL
wnhwhUwpRnL (ALA)

UY.3. 1.5-wdhliugunyhliunnh (ALA) uplipbqp:

“Nnwuhg hGnn S-wdpbwyunypliwinp (ALA) wugunid £ ghurn-
gn/, npintn npw Gpyne JdniGyniuGpp Jhwunwd Gu ALA-n&Ehhnnw-
wnwquw HEndtlunph oqunipjwdp, wuswwnynid £ 2 dniGyney gnp L
wnwwlunwd £t wynpdnpmphlingbll (LY.3.2): ALA-nEhhnpuinwquili
ghuy wwpnitbwynn dGpdGun E, npu wpgbiwydnd £ Yuwwwnpny:
ALA-u/rllpwqwanLJUqu:u gawjntu £ ywwwnph phnubtph Lywwndwdp

0 W npw wywnhynipjwl  npn2nudp
2 —00C—CH,— CHz—C—CHQ—NHz Enhepnghwutpnud  Yhpwnynid £
npwGu Juwwwpwjhu pnibwydnpdwl

wJhuw|GLnL hUwpEnL
hunhywuwnp:
|ghmnu|[|.uq|.ud|.u |
C|300—
-oocl: c|3H2
H,C CH,
H,C ‘E jl UY.3.2.8huinngninid 2 dny 6-
IIqH N wdhluwbnypliwnnphg (ALA) wnppn-
2 H
PhihungElp wnwgwignidp:
wnpdpnph hungbtu

WjunthGinw wnpdnpmhlingtip 4 dm&ynylbpp Ynuntluuwg-
Unwd GU equnefup-wynghliy uljqenilipnd’ bwpn® wnwewgubiny qgdéuyhl
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nbwnpwwyppng hhnpopupdbphiphiwl, htinn® ghlhly nbunpwuppng
nepnwynpndhnhling&l (LY.3.3):
hhnpopuhubphphiwl

7N

nipnwnpdhphungbl | nLpnwnpphnhungtl 1

P A
A P

UY.3.3. Inpdnphlungblphg nipnuynpndpnplingbl 1-h U 111-h
wnrwgwgnidp:

NEwyghwh pupwgpnid wuswwnynid £ wdnuhwyh 4 dnGyney:
FuntejwU JGe hwunhwntd GU | (uphdGuinpphy) L I (wuhdGwnphly) nmhwh
hgnutGputp: UdGh nmwpwddwsé Gu I mhwyh hgnuGputGpp, pwuh np
YGUuwpwUnpBU uplinp wnpdhphultpp, wjbwhuhp, hUgwhuhp Gu
h&dngnphlp, dhnginphlp, ghwnnppndubpp b wyl, 1l whwp hqndtp-
ubph woéwlguylibn EU: Jn hgndGpubpp wwppbpynud G Jhwju
hwdwwwwnwuppwU nipnwynpdhpphungtuubpph IV wyhpnwihu onwyh
pwgwhiwpryh L wypnwhnUwepryh duwgnpnutph nhppny: MGunp t
U261, np nupnwynpdpphungtultph wnwewgdwlu Jwulwjhu thneGpp
JGpobwwluwwbu nbn wwpqwpwuywd s6U: UWUELWU hwywlwyw-
uncpjwdp, nmepnynpndpphling&l 1-h uplpbgp Ywunwihqdnud £ nean-
wynndhnplungbl uplipwquyny, nnu wudwunwd GU bwl wnpdnphih-
unqGl nGqwidhliwwquw: Uwwju mpnynpdpphling&l I11-h wnwewg-
JwU hwdwp ywhwugsynid £ Gpynt EpdELnUEnh Jwuliwygnip)nil®
Jeyn® wnpdnpmhungbl nEqudhliwqul £, Jinwup® nepnwynpdpnplin-
qbl Ynuplpwquwl: bpwunp htin dtpdGUnlbGph wyu YndwGpul pu-
nnitudwd £ wujwuty mpnwynpdpnplngb&l-lll-uplipwqu: dnhuwqnt-
gniejntup wyn Gpyne $EpdEunutph Jpole hwlgbgund E nupnwnp-
dpphungtl llI-h gGpwnwubih wnwewgdwlupn: nndw; wuwydwllG-
nncd hwdwnyw wdpnneondhl wnwewlbnid £ wuhdGunnhly nipnwnndh-
nhunq&l /l-n: Uwwju npny hhjwunniejnluubph (wnpdhphwuutph)
nGwpnid nhndnwd £ UGS pwlwlubpnd uhdGinphy wypnnniynh wnw-
swgntd: WunthGunl nipnwynpdhphungbu  1-h pninp wgbunwwnwjhu
udptGpp nGYwppopupiwgynid Gu (YGpwoynd GU UGrh| nwnhyw|-
utbph) W wnwywunwd £ §nwynpnwynpndhnplingEl Hl-p (nG'u LY.3.4):
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UY.3.4. 8huinngnincd wnpdnpihingEuhg nwynnwynpndhnhling&l
H-h wnwpwgdwl nEwlghwlbpp (A' wgkwpy-, P' ypnupnlify-,

M’ dtphy fudptp):

Wju nGwyghwl Ywwwihgynwd £ nipnwynpdbhphungtu nGlywn-
popuhjwquwjny, npu ntbwy E nGYwppopupwgutint Lwl NnLpnwnn-
dhphungtlu I-p W JGpwoétint ywwpnwnpdbhphungtbl I-h: Iwennn
nGwyghwinwd  gnwypnwynpdpppling&ls lll-p unphg pwihwlugnud E
Jdhuinnpnunphnwdutn, npintn yepwoéynwd £ bwpu® wpnmnnwynpndhnhlin-
qbl IX-h, wwyw' ypninnwynpdhnhls IX-H (nt'u LY.3.5)

Wju ypngbup ywquwé £ Uh pwlh thniGphg: Uhnnpnunphwi
dtpdtun Yynwypnwnpndhphungtbl opuhnwquwu Ywwnwihgnd £ I W i
whpniwjhu onwyuGpnid wpnwhnuwpeeyh duwgnpnuGnh nGywnpop-
uhiwgntdu nL opuhnwgniup: NGwyghwih wpnynitupnud wypnwhnuw-
rrYh pudptpp yGpwéynud GU yhuhp udptph W gnjwunwd £ wypnun-
wynndhphungtbu IX-p: Lodwd dEpdGunnp wagnnud £ Jhwju Ynwnn-
wnpdhphungtlu Hl-h Jpw: Mpninnwnpdhphunqgtbu IX-h hGuwquw
opuhnwgdwup wypnnnwnndbhphtu [X-h, Jwulbwygnid £ wypnunnwnn-
dhphungbl opuhnwquwu: 36Uh uhbptgh yGpguwywl thnip Gplwph
dtpnn pnbph Ywwndu £, npp Yywuwwihgynd £ A&duplipwquyny
(pappnfubjwinwquyny): Uju ntwyghwtu Unyuwbu Ywuwwpynid E
Upinnpnlinppntdbpned: GpyJjw i Gun Gpyweh hnup wnwewgunwd £
UndwGpuwjhu Jhwgntpjnitu, npp wgnnubph  wwndutph Jdhengny
Ywwynid £ wynpdhphuwjhu onwyh 4 whpniwjhu duwgnpnutiphu: bp
hGpehU Unp upUptqwdé htdp pupwlunid £ wwnuwyhwnwynigubph
uhluptqp’ hwdwwwwmwupuwl hGdypninthuutph wnwewgdwl hw-
dwn:
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UY. 3.5. Uhuinnpnlunphmidubpned hEdh uplpabgp
Ynupnunpdhphling&l Hll-hg (V' dplipy funidp) :

3. 1. 1. 36UP UhLRG2h YUreudnrntue

LUGunwuhutph nGwpnwd hGdh upupbqp Ywpgwdnpnd E dh

pwuh Gnwuwyny: Ipduwywl Ywpgwynphs dGpdGunutbpu U o-
widhbwyunyhliunn uplipwqul U S-wdhliwnyhliwn nEhpnpwnw-
quwlr. Pwgwuwlywlu Jwwh uygpntupnd npwlp wpgbiwyynd Bu
h&dny, h&dnginphling U wy hEdwypninEpulibnny, huswbu Lwl
h&dpuny, npp Fe -wwpmlnulyng hEd F: UUhUwnihUwwn uhUpw-
quwl, npp wwwihgnwd £ hGdh uhuptgh wnwehu nGwyghwl, htdh
uhuptqgh |huhunnwynpnn $GpdGunnu E: Ypw wynmhynipjudp £ wyw)-
dwUwynpwdé nne wpngbuh wpwagniejntup, pwluh np wju wybih
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gawjntb £ W wyblh wpwag E wpgbwydnd hGunwnwpd Yuwwh
uyqpniupny: Ywl nyjwiutp wjb Jwuphu, nn $&ppnfubjwumnwquils Lu
wpabiwydnd £ hkdny’ hbwnwnwnpd pwgwuwlwl Guwh vhqpnil-
pniy “wupquwynphg JGhuwuhgdutpp gnpénwd GU bwl. $EpUELINUENPH
uhtuprtgh dwywpnwyny: Wuwbu® hGdp dupnud £ wdhUwjni hbwwn
uhtupwquwjih upbrtqp: 3I6Uh nEwypGunp wanbgniejnLtup GpULEUNN
uhtuptgh Upw npulbnpynud E, pun Gplnijehu, wnpwbuyphwghwih
thneyned: Uwwijl, npn nGnwunietn (pwpphinnipwwnubp, unpdw-
UhiwdJdhnutp, huuGywnhghnutn) W hnpdnuutp, Jwulwynpwwbu unt-
nnhnwjhu hnpdnultGpp upwunwd GU wdhliwnypliunn uplipwquiyh
uplypbigp: Uin nGnwujnietpp JGéwdwulniejwdp dLwthnfudnid Gu
gwnpnh Jhypnundw] hwdwlwpgh Jdhengnd, npp wwpnibwynid E
uwytghdhy hEdwypninbhu® ghinnppnd Pyse: Ypwlg punniunidp qqu-
LhnpGU UGdwguniwd £ hGUh ogunwgnpénidp ghuinnppnd Pygso wnwowg-
uGint hwdwn, npp hwugtgunwd £ hGdh ubppgewjhl Ynugbuwnpuw-
ghwjh phgtgdwup: dGpghtu hwbgwdwupp Lwwuwnnud £ wdhuwlne-
(hbwwn uphUpwaquwih nGptwpGuhwjhu, W hdh uhbprbqp hwdwww-
nwupiwunpbU wpwagwuntd E:

LUwUu gnpénlUltp, npnup gnigwptbpnud GU hwwnwy wqnbgnt-
rinLtl: Ophuwy, gynityngli puyéond £ iy EpdELnh hunnLyghwu
gwnpnned: dEpohu hGunwagnunnie)nLtulGpp huwpwynpnienitl U tw-
Lhu GupwnpGnL, np Gpywrh wwndu hupt hptuny Ywnpnn £ hwunbu
qw] npwbu Ywpgwynpdwl Ewlywl gnpénu: Ywngwdnphs gnpénl-
utphg £t bwl ppeywséhlp: Onhuwy' Enhppnwntunhy hjnujwéplt-
nnud  hhwopuhwlu Uwwuwnnd £ wdhbwinihbww uhbpwquwjh
uhupbgh pupwudwlup, npp thndhU hwdpuyunwd £ pwpépwibnUuwjhu
2npgwulitph - puwyhgubph  Unin - Ox-h gwdp  Ynugbluinpwghwih
wwjdwulubpnid Ephppnuntgh wnwwwnhy wpwqgwgdwl hGwn:

3.1.2. 3GUP UhLRE2H ULAUrntuLEre

I6dh uplpbgh fmwlbqupnidubnp Unsgdnid U wynpdhnpwlibn:
Mnpdhphwutpp  hhdwunniejniulph hGnGpngbu  punwdp  GL,

npnughg Jnipwpwlgnipp puntpwagnynid £ wpjwt UGe wynpdhphu-
ubph wd npwug bwpunpnutph ynttmwyndnyg b puhuin wpunwhwjwn-

236



Jwé wpunwquwuwundny: Mnpbhphwubpp (hunwd GU puwbhu W dGnp-
pGnpngh: Iwpdwpniejwl hwdwp puwdhu wnpbhphwubpnp pwdw-
untd GU 3 hudph® EphppnwnGunhy, ywpnwihu W puwnp:

Unip 4nlylfnn (hbppuwihnfunn) ynpphphwl (ywpnwipll inbuw-
yp) wninnund nnuhuwluwn aduny dwnwugynn hhdwunnipjnitl E,
Wwjdwuwynnywd £t mpnynpdhpnhlngbli uplippwquyph wynphynt-
rjwl Ujwqdwdp: dEpdEunh wywnhdnieintup ujwagnud £ 50%-ny
hwdwpjw pninp hyjncujwéputpnid, pwjg Yihuhywywl npultnpnudut-
np htdh uphuptgh nwhndwu hGunbwlup GU hwnjwwbu (uwpnned,
pwuh np wjuntn win $tpdGunh wywnhynipjntup hGdh uphuptgqhlu
dwulwygnn wj| $6pdGUnUEph hwdGdwwnnipjwdp gwédn E: Unynpw-
pwp wjn gbUp Ynnn dwpnywug 90%-h 2pgwuntd Yyhuhywywl wiu-
tnwupputp $6U npultnpynid: Uwywju wpunwywnpg hpwyhbwyutpnid
hhqwunncentup npulunpynid £ Yuwpd dwdwuwlwdhengh plupwg-
pnud (Uph pwlh ophg Uhusl Uh pwlh pwpwpe), rEW GppGdu Ywpnn £
ntuGUw] W ppnuphjwywu punyp: Nipnwynpdhphungbl upbupwqu)h
wywhyniejwl LWJwagdwl ywwmdwnny thnfuhwinnigwpwnp JGdwuncd
E ALA-uplpwquyph wlhwmpynipiniip: w hGinbwupnd wnpnnud
JdGéwunwd £ wdhUuwjni huwwnh b wnpdnphihungtuh ynugbGuwnpw-
ghwUu W npwup Jt6 pwlwynipjwdp hwjnnuynid U wpjwu Jbe, UG-
gnud, huy hhjywunniejwUu unip pwpnwgdwlu 2nppwund’ bwl nnu-
ninGnwjhu hGnniynwd: Wyju JGunwpnhinubpu ninnuyhnpGu wgnnud
Gu yGunpnwywl Ujwpnwihu hwdwywnpgh Jpw: “Yhwndnwd Gl
hngGywl puwugwnnidubn (Wuhpunqubtp, hwnighbwghwutp): IGUh
wwywup hwugtgund £ inphwywnndwl whpnpwquwjh (hhptgutup, nn
uw hGdnwpnunthu £) wywnhyniejwl bJwagdwup, nnp Juwwnwihgnud £
nphwywnndwluhg NAD-h wnwewgnidp: Sphwywnndwlh thnfuwuwyne-
eINLUU nunnyned £ nGwh nnphwywwdhUp b uGpninnupuh wnwsowgntd,
npnup, (puGind uGpnwyunpy Jhwgnieniuutp, wybiph Gu Jwunwg-
unwd hhwunh Uywpnwjhtu ypdwyp: Utwgwé Yhuphywywlu whinw-
Uh2utpp™ thnph Ynpyudnn gwytipp, thupunudp, thnpyuwnipnip,
uhpwn-wunpwiht hwdwlwpagh puwbgwnpnedutpp, Jywuwjphu pnint-
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rintup, ywjdwluwynpwdé U inGnwjhu Ujwpnwiht  puwlbgwpniu-
ubpnd: LoGUp, np wju wwpennghwiny wmwnwwnn hhdwunubph
2nppwuncd sh uwuwnygnid |nyup LYwndwdp gqwyniuntpjwl JGow-
gnud, huswbu wnpdhpwubph wj nGuwyutph nGwpnid: 2nnpe |l
rwawynpp, npp rwagwynnpned En Wughwjnud, 3jntuhuwhu WdGph-
Ywjh hGn wwwnbpwagubint mnwphutphu (1776-1781pR.) Wwnwwnid
En, puwn Gpunyehl, wnpdhphwjh win nGuwyny: Unip Ynpluynn
wnpdhphw  hhqwunnigjwl  whunnwuhpubphg JGyu  hniquywl
wUhwywuwpwypnnipjntul E, npu £, pun Gplnyprhu, 2npe 1lI-h ng
wnbyjwwn Jupph wywwéwnu Ep: Lw hwjnuph Ep hp uwuwinhy
nwdwunigjwdp:  Mnpdhphwih  wyn  wbuwyny hhdwlnubphu
hunphnipn £ wipynwd Uspwipyty A&dpL ' hedh wéwlgjwy, nph Gplwpep
hwuntu t quihu $tpph (Fe*) dund: 36Uph Udwl, hGUuhUp wngb-
wynwd £ ALA-uplipwquyp uplipbgp L. Uwywunnid S-wdhliwyline-
[pliwinp b wynpndnpypling&lp yywnpnibwyniejwlu bjwgdwun:
PlUwohl  Eppppnynbuply wynpphphw (Eppppnynbunply  nk-
vwl): Uw hwgwnbw hwunhwynn puwéhu hhdwunnieintu £, npp
dwnwugyntd £ ntgbuhy hwwnwlhpny: Ipjwunnipjwlt wywwdwnp
JGpobwwluwwbu ywnpqwé sk, uwlwju hwjnuh £, np wjn nGwpnud
ujwwndnd £ mpnwynpdhnhlingGl-lll-uplipwquyh wynhynipjwl
hnwuqwnnwd: Dnpdnpypingbll nbEqudhlwquyh U [nuplpwquyh
Uhol wnwowuncd £ hwpytyonh ppwpuwnnid.: Mmpnwynpdpnpling&l 111-
N (wupdGinphly hgndb&nh) wuhpwdbrn pwuwyh uphupbgh hwdwn op-
quwuhqgup unhwyywé E Yninwyt hujwjwywlu pwlbwlubpnd nean-
wynpphphling&l I-p (updbinphly hgndbpp), npp anipy £ npuE $hghn-
(nghwywl wywnhynipjntuhg: Pwgh npwuhg, UGé pwuwyny ynt-
nwyynd GU hGdh upbprtgh wj uhdGuphy ypnnntywnutp® nupnwnp-
dhphu |, Ynwpnwnpdhpht I, npntp hwdwwywwnwuhuwl wynpdhphun-
qbuutph opuhnwgwé dubplu Gu: Wju JhwgnieyntuutGph ynugtunpw-
ghwjh pwpépwgnudp bwywuwnnwd £ Ephepnghnutph Junwdwd pwij-
pwjdwup: UGS pwuwynd mpnynpdpppls 1-h wpnwquundwl
hGimuwwupny hhqwunutph dbqp &4Gnp E pGpnud Ywpdhp gnibw-
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dnpnid: Mnpdhppuutpp Ynenwyynd U hhwunubph wwnwduGpned,
ntdnpdwgunid npwlp, huy nipnpwdwlunwywaniu (ntuwydnpdwl
dwdwuwy npwup thwjntd GU Juwn-ywpdhp gnyuny: Mnpdhphuutpp
yntnwyynud Gu bwl hhqwunutGph dwynd W pupwluntd uhlbg|Gwn
rrYywSLUh gnjugnidp, npp Juwunwd £ Jw2yp® wnwewglbiny yGpptp
L fungbpn: Yw E ywwdwnp, np wjn hhjwunubpp 2wwn qgwjnitu Gu
nwnuntd [nLjuh Uywundwdp:

Npwgwé dupluyhli wynpdpnhw (cutanea tarda, fuwnp wnk-
uwl): VU wynpndppwih wnwyb] punhwuntp nbGuwy £ Undnpwpwp
wjU ywjdwlwynpwé £ gwpnh Juwunwdutpny, dwutwynpwwbu
hwpptgnnutph W nGnuwpunnyg hhqwunubpph 2ppwuncd: Wju wywpen-
Lnghwjh UGnwpnihy nEdEYnh punijep Yepplwwluwwbu wywnquw-
pwlywé sE: Uwlywju uGpywynidu wjb yGpwannwd GU mepnunpndhnh-
unqb&l nEhwppopumwquyp dwulnulyh wbpwywpwpnypywp: Jju nb
dthywnp thnpuwlugynd E wniinnund nndptwuwn Gnwuwyny, pw)g
wwjdwuwynpwé jwpnh Juwudwl wuwnhdwunyd' hhjwunnip)niup
npulinpynid £ tnwpptp duGpnd: Opgwuhgunid Ynunnwyynwd E Gp-
Ywp, nph wntpp wpgbiwynid U nipnwynpdhphungtbl nlwpopuh-
(wqwjih wywmhynipjnitup: Ipjwunniejwl pupwgpntd sGU Lywwndnid
ubpninghwwl W wpnndphbw| wpwnwuppubn, pwjg (pyuph Ujwwn-
Jwdp wynwhuh hhjwunuGpp npulinpnud GU pwpén qquwjniLunt|nLu:
Upwlug ypdwyp hwnywwbu Juwunwunid £ wdnwup: Ipdwlnutph
dwpynwd Yyninnwydnud Gu | W I mhwh nipnwynpdhphungtuubn:
JdGpghuubpu ng pEpdGUnwnnhy dwluwwwnphnd opuhnwuntd Bu
hwdwwwwnwuppwU nupnynpdhphultph, npnup wpllh dwnwagw)e-
utph wagnbgniejwdp utGUuhpphthqugynud (gGpggwjnibwlncd) Gu:
Qw hwlqgbgunid £ uhugbin prYywduh wnwewgdwlp (UnGynLywn
prRYwdLh waptuhy auh), npu hp hGpphtu Juwunid £ peholbnp:
Ujnwhuh hhqwunltph JGap wwpnibwynid £ nipnwnpdhphup hug-
wbu I, wjuwbu £ Ul nhwyh hgndGpubph pwpép pwlwyutp W nLuh
wuunynp ywpuhn gntbwynnpned:
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Ldwl hhjwunutGphUu punphnipn £ inpynud funtuwh 6] wpliwjpu
dwnwauwjrUtnphg, wiynhnhg W pswgut] uuunnwd GpUweh wywpne-
Uwyntpniun:

dwnwlhquwlhwl Ynynpnwynpndhphwl (punpnuypll inGuwlp) wnt-
unnund nndhuwuwn duny dwnwugynn hhjwunnip)niu £, wwjdwlw-
dnpqwé £t YnwypnwynpdhpphlingGli-opupnuwqu tpdtuinh wupwyw-
pwpnijwdp, npp Ynypnynpdpppung&l Ifl-p Jopnwonud £ wypnunn-
wynpdhphlinglly IX-hp: Pugwtu W nipnwynpdhphungtblp, Ynwpnwnnp-
dhphungtup onh L |nyuh wnywjnipjwdp wpwqg opuhnwunwd E
wnwowgubiny Ynwpnwnpdbhpht Ywpdhp gnyup whgubluwn, npp
swihwquwlug Jté pwlwyutpny wpwnwquwuwygnid £ JGgh W ynwlph
Jdhongny: 36Uh wwlwup hwugbgunwd £ ALA-uhUpwquw)h hunnty-
ghwjhtu b hwdwwwwnwupwlwpwn® wdhuwin hbwwnh, wynpdnph-
thungtGUuh W hGdh upUprbgh wj Jhpwulyjw| Jhwgnientbutph Yne-
tnwydwup:

bwllwpuyhll (pwquuquily) ynpdphnhw Jud wypnunnlynwnn-
wynpdhnhw (wpnuyphll wnbuwl): U wniinnund nnupbwuwn duny
dwnwlbgynn hhdwunnieintb £, npph nbwpnud puwlbgqwpynd E
wynnunnwynpdhphingbluphg h&dh wrwewgnidp: Uju wwpeninghwip
nGwpntd Ujwwnynd £ wypninnwnpdhphungbl opupnwqujh wywnh-
JnipejwlU udwanud: nwhup dwnnywlg ppewbncd nhunynid £ hGuh
nhdhghn b ywnnh ALA-uplipwquyh hunncyghw, npp hwbqbglnid £
hGuh thnfuwlbwldwl dhpwllywy wnnnntyinbbnh Gnoinwlydwln U
nnwlg wnnwquiindwln dGgny U Ynwlpny:

Eppppnynbwnply wpninmynpdpppwl (Eppppnynbmply nbuw-
yp) cwnwuqwywu hhdqwunnieintlu E, thnpuwlgynid E nndpbwlwn
duny b pwgwwnpynud £ dbppnfubjwinwquyh wlhpwdwpwpnipiwdp:
Ipqwunnientup ninGygynud £ wnww gwund: Enpennghnlbbnn,
wiwqudwl U Gnwlpn wwnpnibwlynid GU  wnpninnwnndhnhl  IX-H
pwndn pwlbwllbp, huly nbinplynynghinlibnn (Ephunwuwpnn Epppnn-
ghwnlbnn), U dwplyn phnwupwyh dwdwlbwly nnulnpnynid GU undpn
Dbyninnbugblghwyny (ncuwndwynid):
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Enynnpnuiypll - wynpdhppwlibbpp qungwlnud BU Uh 2wnp
hhqwunnceyntuutGph W hunnpuhywghwuutph (EnLtbwynpnidutph)

hGnbwupny b wwjdwlwynpwéd GU wnwehl hGprhUu gwpnh whu-
nwhwpdwdp: Quwbu® d&rpebpndh innpuply wynpndhnpwls wjuwyhuh
innpuhy wagbUnlbtGph wqnbgniejwl wpnntup £, hUusgwhuphp Gu
hGpuwp|npptugqbup, Ywwwpp W wj Swup JGnwnuGph wntpp, nnn
nGnwujntetpp: Swup JGunwnubpp wpqgbiwynwd Gu hGdh uhuptqh
Jdh pwuh thniGpp, UGpwnjw| ALA-uhUpwquwny, ALA-nGhhnpwuwnw-
qwjny, nipnwynpdhppungbuuptpwquiny W dbppnpublwnwquiny
Ywwwihqynn nGwyghwubnp:

Enynnpnuypll - wynpphphwllbph  nbypmd nfudmd £ hwl
hhwtpwynpndhnhlnippw: LUwl Gpuny e hwtwh bywwnynwd £ jwpnh
ghnngny, unip htywwhwmubpnd W gwpnh wnwelwjhu pwngybnny
hhdwunutph 2ppwlncd: Upjwlu hhdwunnieintbutbpnh, wnBunh, npn)
dhwnwdhuutph (PP, $niwperyh, ywunnuntlwprryh) wupwywpuw-
pnipjwl, witpghy W wbwdhiwyunhy yhdwyutph nGuypnid unyuwtu
nhinynwd U Gpypnpnwiht wynpdhphwubip:

Uw2yh hphqwunniejnibutph Jh JGé hunwdp, npnlg wnwow-
gnidp wugjwind wwnpqwpwujwéd sEn, ywjdwuwdnpywéd £ ywpnh
Juwudwdp, npu pUpwlunud E gljuwdnpwwbu wnpdhphultph
thnpuwlwyniejwl puwuqwpnidny:
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unLyghuhl-CoA + qlhghu

=

o— widhlw Gune pluwiwn

Lo
p@’

!

abnppbnnyh tinpuhly wnpdhphw
(Yuwwpwihlu rncbwynpned)

wnnppnphlhungbl

T

untn Ynluynn wnpphnphuw

hhnpopuhubirhiphiwl

T

pUwohl Enhrepnuwntinhy wnndhphw

nLpnwnpbhnhungtl 1l

‘l‘ [ptowgwis dwljwihl wnpdhnhuw

Ynwnnwnnphnphlngtl i

—l— |dwnwhqwuwh Ynwnnwnndhnhw

wnnwnwnpphphungkbl IX

T

fuGwliwnwjhu wnnphphw

wnnunwnpdhnhl IX

Luiudp
S,

!

Enhrennwntitinhy wnnwunwnndhphuw

hiJ

UY.3.6. 36UN uplippbgh fuwliqupnidlbnn:
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Jwngbn « 36UP UPLRE2LY pEdunh YEnwpbniuy

1.N°n  hyjneujwépubpnud £ hhduwywunwd  wwmwnpynwd £ hGuh
uhUptqp:

2. Npn°Up GU hGdh uhurtgh uyqpuwlujnLetnn:

3. Pooh n°n Jwuntd E ywwnwnpyned £ hGUh uhuptqn:

4. N°n $EnpUELUNLGNU nL YndGpdEULEPL BU Jwulwygnid hGdh upU-
rEGahU:

5. Npn°Up GU htdh uhUrtgh Ywpawdnphs $EpuEUNLEND:

6. N°n Jhwgntpjntbutpl GU wynhyjwglunid W wpgbGiwyned hGuh uplu-
RGN

7. N°n $LtpdGUnnh wupwdwnpwnnientuu £ unitp ypyudnn wynpdp-
nhwjh ywwawn:

8. Npn°Up U puwbéhU EppppnwynGunhy wynpdbhphwjh whunwuhputpp:
9. N°n whuwmwuhputpu GU punpn? nLRWgwéd dwwihu wnpdhnphw-
Jhu:

10. N°pU £ Gpypnpnwiht wnpdhphwih ywwnéwnp:
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3.2. 36Ubh YUusSuenNLh2UC

Lwuh np dwpnnt opquwuhgqunid wdtbwwnmwpwéwéd hGdnwnn-
intGhup hGdnginphulu E, nunh JdGup YpubwnplyGup hGdh pwjpwjnidp
(wwwpnihqup) hGdngnphUh ophbwyny:

Uwnpnnt Ephppnghinutpp unpdwnud wwpniud GU 120 op, nphg
hGuinn npwup pwjpwjynd Gu, bW hGdngnphup hwjwnuynd £ wpjwl
wlwqdwynid: IGdngnphuph tnpnhnudp pupwuntd £ nGwnpyntntunn-
RGLWIhU hwdwlwpgh pehoutipnid (pwgh Gnhywdltphg), Jwulw-
Unpwwbu ywpnh Yniydtpjwu pghelutpnid, thwjdwnnid, huswtu
Lwl gwulywgwé onpgwuh 2wpwygwywu hyncujwédph hhuwnnnghwun-
ubpnd:

Epprenpnghnubnh Yuwguhg wuswwnywé htGdngnphup wudhow-
wEu Jhwunwd £ wpjwu wyiwguwih uyhnwynig® hwwwnnginphlp (co-
gnpnyhliwyhli $pwligfruw) hbw, nnh UGy dniGynip Ywpnn £ dhwguty
hGungnphuh Gpynt dnGyncubn: 2w wwhwwunod £ Gphluwdltpp
Juwuntdhg, pwuh np wnwwgwo, YyndwGpuh (hwdwihph) UniGyncy-
jwn Y2hnp wjupwl JG6 E, np wju sh Ywnpnn wugub] Gphywdwjhu
2tuny: Mw Jwupunwd £ Uwl Gpyweh Ynpniunnp opquuhquhg: Iww-
inngnphu-hGdng nphbwjhtu YndwGpunwd htdh Gpywep Uwpu opuh-
nwuntd £ dtpph-alh (Fe*)* UbrphtUnginphuh wnwwgniuny: Syjwy
nGwyghwl Ywuwwihgynd E hGdopuhgbUwqw dGpdGunnd, npp
Eunnwwguwwnhy nGunpyninudnud £ b dnunopuhgtbUwquwubtphg E:
Mw hwdwnp wwhwugynd £ O, W NADPH: WjunthGunnle hwwunn-
glnphul wuswwnyned E, huy ypninnwnpdhphup I b I yhpniwjhu
onwyutpp Ywuwnn UGphuwjhu Jwdpswyp dGnpyncd £ L wlswwinynid
CO-h dundy, nnh htnbwupny gnjwunwd £ ¢&pnpnginphls:

Gurwnpdnd £, npn wwwghywynpnidhg hGunn Fe3+-h b g|n-
phuh  pubwdwygniejntp  hGdh  wnbGwnpwwhpniwihu  woéwlgjwih
Ujwundwdp bjwagnud £ W yGpnngnpphbup hGlmwqw wnpnhnudp nuntlyg-
dnuwd E Gpyweh W gnphup uynUuunwl wlupwwnnidny: Mhpnjwjhu
onwyutpnud W dGphUwjhu juwdpswyutpnid Juwuwnwpyned £ ypyuwyh
wwbph W opwdluh wwnndutph yGpwpwohunid: Upryniupnud gnjw-
unwd £ wnwehU |GnwwhqgdGuinn® gpdbpnplun (Quwlbwg whqgdtlm):
huly hGUdngnphUuh uwhwnwynigwjhtu Jdwup' ginphup wnpnhynd £
Jhusl wdhUwprrnLub:

244



Unwowgwd phihdtpnhup  pihdbpnplnknniyumwquyp  Jwu-
Lbwygnipjwdp YGunpnuwywlu JGehbwhtu Ywdpswyph dwuny yGpw-
Ywuquynwd E phrhemphlp (nGnbwlwpdhp whqdblm): Ehhnniphup
dwpnnt b yGunwuputph hhdbwywu |Gnwwhgubuwnu E: Wu nGwy-
ghwjnwd npwbu yepwlwlqlps ognwagnpéynid £ NADPH-p: Lowé
nGwyghwlutph wyuwnnt npultnpnudu £ Jw2yh ypw wwinnipniu-
uGph thnhnpunieiniup, npu wpynlbwgbnnuduGph W hGdngnphuhp
innpnhnwdhg LJwéd [GnwwhgubGunubph wnwowgdwl hGnlwlpl E
(inG'u Uu 3. 7)'

| Al
" ﬁ o .
N' e-- A—P Fe** + CO +
Pl ; Ly )\ J\J\CJ\)\DJ\/\E/ A
o[ rhLhyGnnhl
hbd | NADPHH
UDP UDP-qqnLynLpnlpn "~ _, NADP*

00
OH

HOH

Sl L) ﬁﬂ\ PoSnSnvol

H HH H

PhithrnLphl PhLthrnLphl
nhqyntyninnuhn /

H OH

i
O—D—O
&

d
e
o—a—a
& &
o

g nLyntpnlwtn

UY.3.7.36dh pwypuyncup:

Rhihnniphup wninpupy £, Jwwn £ |nuéynid opnid W inGnwithnfu-
Jnud £ wpyntund wipnidhuh ogqunipjwdp:

Uipntdhup jntpwpwlginep UniGyncu ntuph phihrnippb uwGin
wnujwql 2 mGnwdwu, npnughg UGyu odnjwé £ UG6 pubwdwygnt-
plwUp (wdhunipjwdp), huy Ujntup® thnpp: Rhihnniphuh wytigniyp
wwynd £ wipnidhuplb eny; uwwbtpny, thnpp pubwdwygnipniu
nLtutgnn YGunnpnunwd wjn ywwétwnny hGwnnipjudp wuswwnyned £
U nhynighwjh duhgngny wugunid hyncujwéplubphl: Swppbn Ujnipetn,
onhuwy® hwywphnwnhyutp W npn2 wj| nGnwujnLetn Jpgwygnid Gu
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phihnniphuph hGwn UG wdhunipjwdp nGnwdwubpnd uwybint
hwdwn: Quwhuny, wn Untebpp ywnpnn U bwwuwnb] phihnniphup®
wipnwdpuhg wlUpwwndwup L nwnruwp npn2wyh  Yhupywywu
hGunlwwuplGph ywwnbtwn: Upnuwdhuh ppuwdwygnientup phihnniph-
uh hwuntw ywjdwuwynpywé £ bwl wpjwlu pH-ny:

Wipntdhup hGn Yuwwdwd phihnniphUl punniujwé £ wujwubg
wquwuw, ng ynuyntqugywsé Ywd wuninnuyh phthnnipht:

Ulninnwyh ppemphlip wppwtu hnupny hwulinud £ gwpn:
Wjuintn wju wuswwinynid £ wipntdhuhg W hGounmwgdwd nhynighwjh
dhongny inGnwihnjpuynd hGywuinnghwn: Wu dGhuwuhqup 2w www-
hnd £ W undnpwpwnp Unyuhuy whpnwpwlwwu wywjdwlutpned gh
Lhdhunwgunid (uwhdwlwthwyned) phihrniphup thnfuwuwyneniln:
fhihnniphUuh quypenidu wybh 2wwn ywjdwuwynpywd £ npw  hb-
nwagw thnpuwlwynipjwl wpwagniejwdp: IG2nwgdwd nhdnighwl
hpwywluwguncd GU (hqwunhb W wypnunbBhlu Z uyhwnwynigubnp:

WjunthGuinl (jupnnd phihnniphupb hwenpnwpwn Jhwunwd Gu
2 qyntynipnbwnnh Juwgnpnutp: Lwhu® wnwewUunwd E phihnniphU-
dnungyntynpnupn, hGwnn® phihnniphunhgpyniynipnupn: Qyniynenn-
Uwwh wnpjntpp UDP-qpniynipnbwinntu E: Wyu wpngbup Yngynud E
ynujnrqgwghw: Pwuh np gyniyncpnuwnp pubnwgywé dhwgnip)nilu
E, nLunh nw Uwywuwnnd E ynuntqugywé phthnniphbp |nuétihnt-
pjwU pwpépwgdwlp b npw' |Gnnt UG hGlnwqw wpunwquwwndwup:
UnUjntqugdwl nGwyghwlGpp ywwnwpdnd GU hwpp Eunnwwqdw-
inhy gwugnid jntpwhwwnniy $EpdGunubnph oqunipjwdp: Uhswuyjw
dhwgnipjwl' phihrniphU-dnungpnitynipnuhnh wnwewgnidp Yuunw-
Lthqunwd £ UDP-quniynipntpyinpuliiudbpuqu  HepdElnny:
gluwydnpwwbu ywpnnud £, pwjg hwynbwptpdt £ bwl Gphlywd-
utpnud W wnhputph [npdwprwnwuenwd: fhthnniphunhgpnLynipnup-
nh wnwewgndp ntn ytGppuwywlwwbu ywpqupwujwd sk, pw)g
wJdblwju hwjwlwywunipjwdp wju wnwewlunwd £ unyu UDP-
gunLynpnupinpwuudtbpwquih waqnbgniejwdp: Itwpwynnp £ bwl
JGYy nuphy JGpuwuhqu. phihnnippudnungniynipnupnh Gpyne dnibG-
ynriubpp Gupwpyynid GU phudneinwghuyh, nph nGwpnid hwunnty
dtpUEUInh Jwulwygnipjwdp wnwewunwd £ &y dni&lyney phiprne-
phunhgynitynipnpn U UEY dniElyny wquiin phiheniphli; Phiheniphli-
nhgyntynipnupnp wudwunwd GU  Ynlyniqugdwd, mnnuwlyp Jud
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Qwwdwé phpeniphl: YU gnmd jmiébih F U wnnpuply gF: UDP-
gunLyntpnupinpwuudbpuquih wywhynipniup Yupnn £ upwuytg
nwpptp nGnwunietnny, ophuwy’ $EUnpwpphnwny:

UnUjntqugywéd phihnniphup wpunwqwumynd £ [Gnne UGy
ynugGuinpwghnu qpwnhtUnpu hwlywnwly ninnnipjwdp, wywnhy
npwbuwnpunh hwdwywnpgny: Iwjwluwpwp wynhy npwluuwynpup
uwhdwlwthwynwd £ phihnniphbup hGnmwagw dGwnmwpnhguh wpwgnt-
Rintup: Unujniqugywé phihnpniphtp ipwluwnpup uwnpnhg Gnnt
Jdtp pupwlyntd E Unyu nbnwdhgngutpny, npnup pupwuntd Bu
phihnniphUp Ynujniqughwl: Wuwhuny, $hghninghwjw wwjdwl-
uGpnud phihnnippup YynUjntgugdwtu b wpunwqwundwl hwdwywp-
qtpp gnpénud GU Yynnpnhuwgywéd: Lnpdwjnd hwdwnpjw nne phip-
nniphup (97%) wpwnwquwuwynid £ (Gnne JGe Ynujniqugywéd yhdw-
ynru:

3.2.1. PALANNIEALA UESULNLA2UL UMLRLELNIU

LEnnt wqgunud ynujniqugywé phihnniphup wugunwd £ pw-
nwy wnhp, npntn uwtghdhy pwywtphwi hhnpnihnpy EpULLULN-
utph (B-gyntynpnupnwquwutnh) Jwulwygnipjwdp wuswwnynid Gl
gynLyntpnuwwnutph Gpyne Juwgnpnutpp, W unphg wnwyewunwd E
wqwuw phihnrniphb: WU hwenpnwpwnp yGpwywuguynid £ wnhpwjhu
Jdhypndnpwih Epdtunubpny’ wnwewguting uh 2wpp tnmbGnpwwh-
nniwjhu Jhwgntpjntuutp (int'u LY.3.8):

UnhputGpnid phihnnipphup yGpwywuqudnud £ mpnpypling&lp
(UEgnpphingtlp): Gupwnpynd E, np phihnniphuph Unin 10%-p
JGpwywuguynd £ nipnphihungtup nbn Jhus pwpwly wnhp hwu-
UG|p, wjuhupl® nGnlu [GnninputGpnd W |Enwwwpynid: Nepnphihun-
gGuh hhdbwywu Jwup pwpwly wnhputphg wugunid £ hwuwn wnhp
L Jhypndinpwih ptpdGunutbph  wqnbgnipjudp yGpwywuguynid
uwnbpynpypungblp. Unwewgwd uintpynphihungbup hwuwn wnhph
unnphb Jwunwd (hhduwywunwd ninhn wnhpnid) opuhnwuntd E
unbpynpmpluph nt wpnwagqwwnynid Ynwupny (opwlwu 10-250 Uq):
Rwuwn wnhph unnphu dwunwd untGpynphihungtuh Jhwju wllpwl
pwlwyu E ubpéédynd unnphu uphuGpwyny (v. haemorrheidales) W
nnipu pbpdnud Gpphywdutpnyd dtgh Jdhgngnd: Wjn wwwdwnny unp-
Jwjntd dwpnnt UGgp hwdwpjw sh wwpniuwynud un&pynphling&l:
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Hb 15 % w) wnpjnLpOGn
& | .

phrhrniphl —=

wpjwl
2ngswliwinni|nil

- nipnphhbngbl

N

nhqunty-
nLpnuhn

phihrnLphu
)

nLpnphth— rhiwpunppghw
ungbl S —

J

untGpynphih-
unqkl

l Utig

Ynwbp nLpnphihu
uinBpynphihu

UY.3.8.Rhihenuphlp thnfuwliwlniyniup wnhplbpnid:

NLpnphihungBuh Jh dwup wnhputpnud Gupwpyynid £ nGwp-
unppghwjh W v.portae-ny inGnwihnpuynid ywnpn, npintn pwjpwjynid
E Jhusw nhwyhpniuGph: Npn2 pwluwynipjwdp Ef wju utpédéynud E
wpjwlu Jdto W nipnphihup dund wpwnwqwuwnynd Gphywdutpnyg JGgh
Jhongny:
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Onfuwliulynypywls wyu mnpli huywnup E nipnpyyhing&lhuyhl
ghly whywbnidny:

phiheOLENG

P p M oM [
.n”nnii*_imdclijN
untGpynphihunqtlu H Hlﬁ np [ [lnq[l

L | P M M E | M\/U\J\_/\L
| I: C D A B |: c A
\x\H ; o 0P~y N

umbnunphlhﬁ nunnphih
UY.9. UinEplynphihlp wnrwewgnidp (E' Eafy):

Lywnnh wwnp&luphduyp Juwudwl nGuypnd fuwpiainygnied E nipn-
Phihtnq&lwyipli ghlyp U nipnpfyhng&lf tnpnhnedp nfuyhpnglibnh:

o]

\
I

3.2.2. PhLARNILPALL EL NIPNRLHLLALUSHAL NMHhQUEGLSLErP
NrNcuuL 4LhLh4liull Leutuunie3niuL

Llunhwlnmn pypeniphlph pwuwyu wpywu Jee 0,3-7 dg/ny (1,7-
17 dydny) E: Ynw 75 %-p pwdhu E puyunwd wlnennuilyp  (ng
Ynlymqugdwo, wqun) phrpemphlpl: Yhuhyuinid phihnniphuh
pwluwyp wpwlu wwqdwjnud npnpnud B dwl-nGp-~Engh nGwy-
ghwiny: Mnpnwip (4nlynquigdws, Juwdws) phipeniphlp gpuinygd
F U htowmnpgude thnfuwgqnmd F phwgnebwlmpdp hEn' wnw-
swaltny Jwpnwantu gntbwynpned:

Ng Ynlymquigwé pphemphlp Junn F jméynid spmud, wyn
wwwndwneny [jwnn wnbGnwihnfuldbine hwdwn wyl dhwincd £ wnywl
wiwquuyh wipnidpupl: Y pnidhup  pungpunnuind £ phihnniphlp
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Jdhwgdwup nhwagnnGwywnhyphu: UWuhpwdtin E Uwhu® UunbGgub]
wipnudpbuuGpp uyhpunnd, hGnn® ywunwnptp dwu-nGp-~ipgh nGwy-
ghwu: Unwhuh nGwyghwu wujwunwd GU wlninnwiyh:

Upjwl wwqdwjnwd phihnniphUup pwwyp wyGiwgnidp Yyng-
dnud £t hhwpphiheniphlbdpw:

hwEnpphiheniphlbdphuyp yywuindwn Jwpnn £ hUGL.

1. PhihnniphUup wyblh JG6 pwlwyubph wnwwgnidp, pwl
wpnn £ punnibGp L wpunwqwwnGl jwnnp:

2. Ljwpnh wwpennghwu, nph  hGnbwupnd puwpunnynid E
phihnniphuph YynUjntgwghwt, uncgupuy Get yGpghuu wnwewunwd E
unpdw| pwuwynrpjwdp:

3. LGnwénpwuutph pugwunudp, nph hGnbwupny puwhiwnynwd
E ppthnniphUuph wpunwquwunnedp, unyuhuy Get ywpnh ywptuphdwl
Juwudwé sk:

4. dwnwuqwywl gnpénluutpn:

Pninp Updwé nbwptnnd phithnniphuph ynugGUunnpwghwlu wn-
Jjwl UG pwpépwuncd E: WU nnGnwithnpuyned £ hjncujwéplbn® nphwlg
inwny nGnhu gntbwdnpnid: Wnwhup yhdwyp Yyngynid £ pbnlwpun:

Cunhwuntp phtheniphup W npw $pwyghwitnh, huswybu bwl
ntpnphihup npnonudp wpywu JdGge W dGgnd Yuplnp Upwlwynieyntu
nLtuh lnwpptp Eghninghwubph nEnUwpunubn whunnpnGint hwdwn:
Rwjwnh GU nEnuwhunutGph Lwpptp upuGdwubn:

Luwn 3Gqihup (1961772.)" nGnlwfuinlibnn pwdwlynid GU wypk-,
hliinpw- U wnumnhbwwinhly inEuwlylubnh:

Luwn UGY niphy nwuwlwngdwl inwnpbnnid GU Jepywnnuyhl,
pywnnuyhll U Gupwpywnpnuyhlt nGnliwpuinlbbn: Uwlwl UEpLuwinidu
wybih punntbywé £ hEdmpuinpl, wunpbluphdwwmng U opunnmpwghnl
nEnbwpuinlubnh nwppEnwlncdn:

Gdnihinply nEnliwfuinh nEwypnicd hhwyGpphhnniphubdpwt wnw-
swuntd £ hpnduwwunwd wlmnnwyp (wquin) ppypencpplif hwpypu:

Ndbnwgywé hGunthgh wwwétwnny nGnhynntunnebywg
hwdwlwngnud Ywwnwnpynwd Y wuninnwyh phihrniphuh huntGuuhy
wnwewgnid: Pwjg ywnpnp sh hwugund unyu wpwagnipjwdp yuw-
uwqbpét] phihnniphup, stwjwéd gqwihnptlu pwpépwunwd GU LUpw
ynujntquigunn huwpwynpnientubtpp: Upnjnctupnid wuntnnwyh ph-
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thnniphup JG6 pwlwyny Yninnwydnd £ wpywl dbe W hyntugwbp-
uGpnd:

Swjnlh E, np wuntnnwyh phihnniphup sh wugunwd Gphyw-
dwjhu 26Und, wjn ywwdtwnny unynpwpwp hGdnhinhy nGnuwpuwnp
nGwpntd wquww phihnniphup dGgnud sh hwjnuwpGpyned:

hwGpphiheniphUGdhwih wytlh hwéwh hwlnhwnn tnwppt-
nwlyn «lnpwohllibph Shghmnghwlywli nbEnlwfuwnliy £, npp nh-
nwnpyynd £ npybu dwdwuwywydnp yhdwy Unpwséhulbph W hwwn-
wwbu Juwnwdwd dujwé GpGhuwubph 2ppwlnid: Yw wywwnbwnp
unpwéhuutph ywpnh YGUuwphdhwlywl wUhwuntunceniulu £, nph
hGinbwlupny gwpnnud pwywpwnp pwuwyny s6U upuptqdnid Juw-
uwgbnpédwl hwdwp wuhpwdtwn untpuinpwnp® UDP-gnLynipnuw-
rrNU U dGpdGunp® UDP-gniynipnupiinpwuudbpuquwl: Munnh
onqwuhquhg wquwuwu phtheniphup nnipu £ pGpdnd Jwjpwywu
wpnjwl Jhgngny: Suybinitg htunn GpGhuwl puwlywUwpwp gpyyned £
wjn wnwybinieintuhg, huy phihrniphtp quypdwl, Ynujniqughwih
b Epuyptghwih (wpunwqwundwl) ubhwlywu dGruwlbhqdutGpp ntn
hwuntbwgwé sGU: RLUwywUu E, np hGunhgh jnLpwpwUgnip [pw-
gnitghs wpwagwgnd, npp bywwnynwd £ wpjwUu pudptph Rh-gnpénup
wUuhwdwwntntGihnipjwl nbwpnid, pwgwuwywl £ wagnnid phihnnt-
phuh thnpuwlbwynipjwu ypw W Yunpniy nidGnwgund hhwybGpphhnnt-
phuGdhwl: dcwdwuwyhu sujwé GpGhuwlbph nGwpnud wju yhdwyp
wpgwdnpynud £ Gpynt pwpwpeyw pupwgpenid: Uwlywjlu dwdw-
Uwyhg 2ntin dujwédlubph oppwunwd phihnniphup thnpuwbwyniejwl
dtpubunutph, dwulbwynpwwbu UDP-gniynipnuppinpuwuudtbpu-
qwjh upUupbgp nwunwn E pUpwlunid: “w  Ywpnn E hwlugbglb]
wpjwl JUGe synUnqgugywdé phihnniphup wwpnibwyniejwl qgquwih
pwnépwgdwlp, npp 2ww Juwnwugwynp £ Lnpwohlulbtnh $hqhnin-
qhwlwl nEnlwminth wdGwd&s Junwlbgnp Fugbpuynwuwphwl F'
ninbnh Jhwuncdp: Gpp wuninnwuh phihnrniphbp YnugGunnpwghwl
wpjwl wwqdwinud gbpwquwugnud £ 340 Jydnp/ip, wjb hGownnt-
rjwdp wlswwnynwd £ wipnidhupg W wugunwd hGdwwnntugbEdwhy
wwuwlbyny: Uqww phiheniphbup  wnnpupy Jhwgnientu £, wjl
thtntGpnd £ opuphnwghnu $nudnpphiwgnidp, puwpuinnd uwyhwnw-
Unigh upuptqp W hnuutph wugninhutGpp: Wn wdtup hwugbgunwd £
ntntnh (nLtpg JuwunwdutGph:
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Nuipklphdunnng  nnlwfunp wunndwep |)wnnh  pgheubiph
nGunpniyghwtu £ (op. yhpniuwjhb Jwpwydwu hGunlbwlpnd), nph
hGimlwwupny puwuqunnwd £ pliswlbu phipeniphlp quiygencdp, wyl-
wbku b ppyhomphl-nhgyniynipnbipnh  wrwpwgnidp U Epulpbghwl:
Mw wwwnbdwnny wnpjwl 2héniynd Jdedwunwd £ wlhminnwyp phih-
eniphlp pwlhwlp: MwpGuphdwwnng nbnuwhunh gnigwuhpubphg
djncub wyu E, np |Gnnt, wpwl dGe W dGgnud hwjnudnud £ bwle
phipeniphlb-dnungyniynipntipn, npp unpdw)nud pwgwyuwynud E: Rh-
LhrniphUh wju wmBuwyp p&ph §nlyniqugywé E: IGuyywinnghwnubph
Juwunwdp nintygynd £ bwle wnhputphg ubpé6ywd nipnphhun-
gbuh pwjpwjdwl puwuqwpdwdp (Unpdwind wju pwjpwjynd E
Jdpusle nh- W wnphwyhpniutp): dGpghuu hwdwpjw wdpnnonipjwdp
hwjnuynid £ wpjwl JG& 2ppwlwnniejwl dGe W nnipu £ pGpynud
JdGgny, nph wpnynitupnud Jtqp éGnp £ pGpnud Jdnig qwpbeph gnt-
bwynpnud: Uhwdwdwlwy ynwupp hhwnpnpnd E, npwuntd unbpyn-
phihuph wulpwu pwlwyniejwl wWwwndwnny:

Opunmpwghnll (Gluwupywlwl) nEnlwpiinp ntuypnid huwu-
guwpynwd £ (Gnnt wpunwquwunnudp wnhputn, npp wpjwu JdGe hwu-
gbGgunwd £ phihnniphU-nhgyniintpnupnh wywpniuwyniejwu Yunpniy
wybwgdwup: ~hthnniphup unynpwywuph wtu wpntuhg wugunwd £
gwnpn, Juwuwqbpéynd, pwjg wdpnnonipjwdp sh Juwpnnwuncd
wpunwquwwunyb] |Gnnt hGn: Upnniupnud ywwnwpydnwd E Ynujniqug-
Jwé phihrniphUh - wpunppwghw jwpnh GpwyuGph W wywjhu
wunpUtph Jdte: Upjwu Jbe npny swihnd wybjwunwd £ bwl wunwn-
nwyh phiheniphlh YnugGuinpughwl: 2wuh np phiheniphlp sh hwu-
unctd wnhputn, npntn wju Unpdwjnwd yGpwéynid £ nupnphihungtuh
W untGpynphpungtup, ntunph ynwupnd Yunpney ujwagnid £ uinbp-
Unphthuh, huy dbgnid nipnphihup wwpniuwynipniup: Aepnppiplip
pwagwlyuynyyntp U Jhwdwdwuwl pgypeniphli-nhgyniynipnlipnh
wnuwjnipintup Jdagnud opwnmpwghnli nEnlwfuinp gmgwlpy El:
LGnwénpwUuh |phd opuinnipwghwl nunGygynud E ynwupnwd [Gnw-
whagutUinltph pwgwwjniejwdp (whunthy Yynwup): Mnuwpuinh wju
nhwp wujwuncd GU bwl unGunwwnhy nGnuwfuwn:

Rwpy E UG, np Y hupywnwd gptrt s6U hwunhwnud pywnlywoé
nGnuwpuwnubpnh pwgwpdwly dJwpnip wnbGuwyubpp: Undnpwpwp
npwup hunwd GU puwnp, npintn gbpwypnnd £ wju wd wjb nb-
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uwyp: Ahthnniphuh thnpuwbwydwl ninpuGpp uGpunnpGu Yuwwéd
Gu JGyp Ujntup hbn b puwwlwpwp JGYp ppwugwnpnudp wlnpw-
nwnuntd £ Jjntuh Unpdw | gnpénibbniejwl ypw:

3.2.3. dUNULAUYUL 3L NGLrRALANNILALEULUY

unhq tn-Lwpwnh | nphwyh hwdwpinwlpy, puwdhli hdnihunply
nEnbwfpun: Yw hwqunbwy hwunhwnn wninnund puwuqupnud E,
npp ywwywé £ phihnniphup 4nujnigugdwt hwdwlwpgh pwgwyw-
jntjwl hbwn: Wnwhuh hhqwunubpp ywpnnud pwgwywjnwd £ UDP-
qyniympnupyuinpuwlipbnuwqu dtpdtunp: Ipdwunnientup Jyuwnw-
qwynp E GpGhuwjh Yjwuph wnwehu 15 onptiph pupwgpentd, pwjg Lh-
unwd GU nGwptp, Gpp wju npunpynd £ Jhwju wynipGpunwwnwihl
(uGnwywl hwuntbwgdwl) 2pswuncd: Wnwhuh GpGhuwubphu pne-
danud GU  «dnunnpbpnuwyhuyh dGpnnpny», nph nbwpnid [Gnwwhg-
JdGuinubpp pwjpwind GU nipinpwdwunwywaneu |nyuh wgnbgne-
rjwdp, L npwlbg ynugtunpwghwtu wpjwu JdGe uwagnid E: dEUN-
pwpphiwip W niph2 nGnwdhengutn, npnup pupwunwd Gu UDP-
quntynipnuppinpwlwdtpwquih uhtpbaqp, YnhglGp-Lwgwnh I nhwh
hwdwpuinwuhpp pnudtGint hwdwp wpnnibwybun ¢6U: Aniddwl pwi-
gwywnipjwl ntwpnd winwhuh hhjwunutph wpjwl 2hénLyncd ph-
Lhrniphup YnugGuinpwghwl gbpwqwugnud £ 20dg/ng (340dydny/)),
npp Ywpnn £ phiheniphbw)ht EugEdwnwywrehwih ywwndwn hubi:

unhqin-Lweswnh Il nphwyh hwdwpiinwbpy: Uju dwunwuquywl
hhqwunnteintup qupqwunitd £ ynujntgwgunn hwdwlwpgh wytih
Jonu puwuquwpdwUu nGwpnwd: Umwl phancynid phiheniphlp §nb-
gGlunnwghwl undnnwpwn sh gnuwqulgnid 20Uq/nin, puwyg wupnng
phihrnLphln ng ynlyniquigdws npup £ IGnwppphp £, np wjnwhuh
hhjwunutph Gnnt JdGe wnlw E phihnniphU-dnungpniyncpnupn:
Gupwnpnid GU, np wn qtuGnhy nGEPLYnp yepwpebtpnd £ wpnh
UDP-qyntynpnup; inpwluudptGpwquwjiht, npp Ywuwnwihgnd £ qpniy-
nipnUwepryh 2-nn UniGyniih thnfuwnpnudp phihnniphu-unungjney-
nipnuhnh ypw: Wn hhquwunutGpp qawyniu U $p&lnpwpphunnugp JGé
ynugGuinpwghwutph Uywwndwdp, nph wanbgniejwdp fupwluynid t
ng Uhwju phihnniphup Ynujniqughwt, wjllt wdpnng phihpniphl-
thnpuwlbwynn hwdwlwnpagp, nph hGnbiwlpny phihrnippup Ynugtuwn-
pwghwUu wpjwu Jte ujwagned E:
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2yptppeh hhdwlunnypyneli; YW wniinnund hhdwunnie)nlu E:
UdGh 2nuin nw hhjwunniejntbuGph funwdp E, npnug JGé Jwup
wwjdwuwynpywé E Ephppnghnubph yndwyGUuwwnnp hGdnihgnd,
npu hp hGpehu nunGygdnwd t gynlyniqugdwé hhwbpphipeniphlit-
dhuyny: Suwpwynp £ phiheniphh quiyenudp juwnnh wwnptUphdw-
nnq peheutpny Uunyuwbu puwuqunpqwé E: WuniwdGuwjuhy, wywp-
quwpwuywé E, np wyn hhjwunutph 2ppswunwd ujwaqnud £ UDP-
qyntympnbppinpwbiudbpuquyp  wlhmpyniyynilip: 2ynlyniqugywé
phipenipplip yunnn £ pwithwlgt] hGdwwnnEugGdwhy wwuwnubynd W
Juwut| nuntnp: Wuwhund, phihrniphbwihb EugEdwinwwghwl
(win pYnd bwle ng dwnwlgwywl, Phghninghwlwlu nbnUwpuwnp
nGwpnwd) uwpnn £ wwydwuwynpwé hutp Jhwju synujnigugyuwd
phLhrniphuh YnugGuinpwghwih pwpépwgnidny:

Bnnuplywlwll hnpnwwphly nEnliwpuin (dnphlp-2nlbuntp hwd-
wuwnwlfp): Uniinnund nbgbuhy duny dwnwlugynn wjn hhywu-
nnipjntup hwuqgbgunwd £ wpjwl JGy §nlyniqugdwéd phiheniphlp
wpunwhwjnywd Yyninwydwup, nph wywwdwnp ywnpnh pgheutphg
phipeniphli-nhgyniynipnbpnh wupnuwquundwl puwuqupniedu £ (Gnnt
JdGo: Upnmwqwwudwl wjnwhuh puwbgwpnudp JGpwpbpnud £ ng
Jhwju phihnnippupl, wyjlh wjp JhwgniejnitubGphu: IGwnwppphp £
uptG[, np Upwé wwpennghwh nGwpnid hhjwunutph hGwwuwnnghwun-
uGpnud hwjnuwpbpynd £ unpdwynd pwgwywinn whgutuwn, nph
punjep ntn wwpqwpwuywé sk:

Juwngbn « 3GUP YUSUELNLP2ULy pbduwyh ybnwpbnwy

1. N°n hjncujwéputbpnud £ Yuwwnwpynd hGdh Yuwwmwpnihgup:

2. bUg hEppwywunipjwdp W h°Us Jhwgniejniultp GU wnwewuntd
hGuh pwjpwjdwl dcwdwuwy:

3. hUswE°u GU wnwewUuntd nLnnwyh W wuntnnwyh phihnniphbutpn:
4. Y puphywyntd hugwEu GU hwynmuwptpnd nLnnwyh W wuntnnwyh
phihnnLphULGPP:

5. hUs Jhwgnipnitlltp GU wnwwunwtd phihnniphUuhg wnhpuGpned:
6. N°nU £ nLpnphhbwhU ghypp:

7. N°nU E hEdnhinhy nEnUwhunh ywuwnbdwnp:

8. hugn°y E pwgwwnnynid Unpwshuutnh $hghninghwywu nGnuwpuwnp:
9. hUs E wwntuphdwwnng nGnuwhuwnn:

10. h°Ug E opinnLpwghnu nGnUwpuwnp:

11. husgwyhuh® dwnwlugwywl hhwGpphihnniphuGdhwutn ghwnbp:
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PEUSEr «16UhP oNhULUYUNIRSNILLY PUILAS

1.N°n pEpdEUNh wynhynipjwl Ljwqdwlu hEnmbwupny ynpdhphw 2b
unuauuntu.

w)ptpnpnpuGiunwqu

p)nLpnunpdhphungtUntlwppopuhiwquw
g)ntpnwnpdhphunqbluuhlpwaw

n)o-wdhbwni htww uhbpwquw

B)wnnunnwnpdhphungtlopuhnwaquw

2.YnUwhunh  pbwypnd  Ynuynigugywé  phiheniphup Jwwpnwyh
pwpépwgnidp wpwu Jdtg, huy Ynwupnud uwmbpynphihungbuh pw-
gwlwjnipniup yywynd U

w)swihwynp hGywwnhwnh dwuplu

p)funGuinwah Jwuhlu

g)htunhgh dwuhlu

n)UDP-qynLtyntpnUupinpwuudtbpwqugp pwgwywjnLpjwl dwuhlu
3.36Ungnphuh Yuwwwpnihquh nEwypnid’

1.q nphup tnnpnhynid £ Jhugle wdhUwprenLubn

2. hphup wwhGuunwynpyned £ jupnnud

3.htdp innpnhynid E' wnwewgubiny |GnwwhgUGUwnubn

4.htdp wwhGuunwynpynid £ ywpnnud

w)1.3 p)1.2.3.4 q)2.3 n)2.4

4. "pnnnwynpdhppt IX-p*

w)inpnhyntd £ Uphusl wdhbwpenluGp

p)ywhGuunwynpyned £ ywpnnud

g)wlunwndth npnhynwd £ Jhusl |GnwwhgdGunutbp

n)pwjpwjyntd £ vhugl CO, L H,O

5.6pjwpp’

1.Jdwnuntd £ ghnnnppndutph Ywquh dGe

2.ywhGuwnwynpdnid £ jwpnnud

3.dnunud £ |GnwwhgdBunutbph Ywquh Jte

4.wpnjwl JGe mGnwhnfpuynid £ inpwbiudpbppuny

w)1.2.3.4

p)1.2.4

q)3.4

n)2.3

6.L2Jwéltphg n°pu £ UuUL.

w)hGUp uhtptqynid £ glhghuhg U untyghUh-CoA-hg

p)hGuh uphbprtgh wnwehl ntwlyghwlu Ywwnwpynwd £ Jhnnpnunphnid-
uGpnud
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g)hGuh uhuptgh Jytpehu ntwyghwu Jwwwpynid £ dhwnnpnunphnid-
uGpnud

n)hGUuh uhuptqh ytpghu nEwlyghwl Ywwnwnpynd £ ghinnwyuqdwncd
7.0°p pEpUEUp 2b UUULUUSNIU htdh uhupbtghl.
w)ALA-uhUpwqw

p)nLpnuwnpdhphlungtl nGYwnpopuhjwqu

g)hGUopuhgtUwquw

n)hGduhbpwquw

8.36Uh uhuptgh wlugwpnidubpp hwugbkgunwd GU°

w) wnjwu Utg phiheniphup YnugGUuinpwghwih pwpdpwgdwup
Pwnpdhnhwltinh wnwgwgdwlp

g)Fe” -hnuh opuhnwgdwup

n)nGnuwpwnh wnwewgdwlp

9.3tUh upupbtght Jwulwygnid GU°

1.gnLinwdhup

2.ubphup

3.glhghup

4.unLyguh-CoA-u

S5.whphnopuwdnudpwinp

w)3.4.5 p)2.4 q)3.4 n1.2.3.4.5
10.MnpdnphungbUl wnwowluned £

w)wynnpdbnphhungtbu nGquuhlUwquw)ny

p)ALA-uhUpwaquwiny

4) wnpdnphhungbl uhlUpwqwny

n)ALA-nGhhnpwwnwqwjny

11. Npnynpdhphungbu I-p W nupnwynpdhphungtlu HH-p mwpptpynud BU*
w)wgbwnh| U UGehy ludpbph nwuwynpniejwup

p)UGRhL U pniehphl fudptnh nwuwynpnipjwdp

q)ugGwh b wpnwhnuhi ludptph nwuwynpniejwdp

mutrehL L wnpnwhnuh| judptph nwuwynpniejwdp
12.Unypnwynpdphphungtul wrwewunid £ nupnynpdhppungbup’
w)nGywnppopuhjwgntdhg

p)ywnpopuhwgntuhg

q)UGrehiwgnLuhg

nnbutrehiwgniuhg

13.Untp Ypyudnn wnpdphphwyh nbwpnd’

1.pwnépwluncd £ nupnynpndhphungbU upbpwqw)h wywnhyniejntup
2.udwantd E ntpnwynpdhphungbu uhUpwaquwih wywnhynipniup
3.wnjwl Jbg bJwqgnud £ wdhuwlni hbwwnh pwuwyncpjnitup

4. wnjwu JdGe pwnpépwunid £E wynpdnphihungGuh pwlwyp

w)1.4 p)2.4 9)2.3 n)1.3
14.36Ungnphup wnpdhphtwjhu onwyh widpw-utphUwiht Ywdpgwyh
atnpdwl dwdwlwl wnwghu hEpphu wewewunud £
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w) phihytpnhu

p) y&pnnglnphu

4) phthnniphu

mnLpnphihu

15.N°n LEnwwhqubunt b wnwghup wewowunid ynpdhphuwjhu onwyh
pwjpwjdwl dwdwlwly.

w) nLpnphihl

) phihnniphl

4) phihytpnhu

n) uintipynphihu

16.~hthytpnhuh thnfuwnynidp phihenephuh, junwihgnid B
w)phihrniphU nGEnnLyunwquu

p)phthyGpnhu nGnniyunwqui
g)hGUopuhgtGUwquwu

n)rhLhyGpnhl opuhnwqul

17.36Uh pwjpwjdwl dwdwlwly 6Enpynid £ UGphUuwjhlu Yudppwyp'
w)l W I yhpniwjhu onwyutph dhol

p) I W I whpnwjhU onwyutph Jdhol

q) W IV whpniwjhb onwyutnph Jdhol

m! W IV whpniwjhtu onwyutph dhol

18.36Uh pwjpwjdwl dwdwlwly UEphUwjhu judpowll wugwwnyned £
w)CO.-h dlny

p)CO-h duny

4)CH4-h duny

n)CH3-OH-h duny

19.L2wdubphg n°pp [Gnwwhgutum QL.

w)phthyGpnpup
p)rhthnniphlp

g)nLpnphthungp
nwuhuwlni pbwwnp

20.UDP-qyntynipnuppinpwbiupbpuquts’
w)ywwnwhgnid £ UDP-gpynLtyntpnbwinh wnwwgniup

p)ywinwihgnid E phihyGpnhuh YGpwywligunidp

g)ywwnwihgnd £ nLnnwyh phithrniphup wnwwgnidp
n)ywwnwihgnid £ wuntnnwy phihrniphuh wnwwgnidp

Nuwunwupiwllbp'

1.n), 2.p), 3.w), 4.9), 5.p), 6.n), 7.9), 8.p), 9.w), 10.n), 11.q), 12.w), 13.p),
14.p), 15.9), 16.p), 17.w), 18.p), 19.n), 20.q):
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bpnwihdwlyuyhli fuinhnlibn « 36UP @NkULUYNIHRB3NIULY
pwdlh Yenwpbniuy

1.0pn2 nbnwdhgngutph (pwpphninipwwnubph, unipdpwlhpwdhnutph,
huutlywmhghnutph) ogunwagnpédwl nEwpnid wpjwu Ut b dGgnid JGSw-
unud E S-wdhbwilinipwnh ywpnibwynipyniup: hUgl E ywwmwnp'
1T.wdhUwjwni huwwn upbpwquwih pwuwyh wyGiwgnidp

2. wdhuwwni puww nEhhnpwwnwquwih wpgGwynwdp

3.ghinnnpnnu Pyso-h ywhwUugh wybGiwgniup

4.hGuh uhbprtqh wpwagwgnLup

w)1.2

p)2.3.4

q)3.4

n)1.3.4

2.3pjwlnh dtgh b wpywl JG9 wdhuwiwnithtwwnh bW ynpdnphihungtuhp
Ynugbunmpwghwutpp pwpép Gu: HYhnynud G uphpn-wunpwjhu hwdw-
Jwpgh pwluqupnidutp, npnjujbwjhu gwybp, hniquyuwu wulwjniunt-
pjntu L ng wntyjwwn Juppwaghsé: Npn’up GU wju huwlgwpnidubph
wwuwdwnubpp.

1.ujwqnid E mphywnndwl wyhpniwqwh wywnhynipjniup

2. 2wwnwunwd £ uGpninnupup W inphwywnwdhup pwlbwyp

3.udwqgntd E nLpnwynpdhphungtl uhupwquwih wywnhynienitup
4. Jeéwuntd E nLpnynpdbhphungtbU uhUpwquwih wywnhynieiniup

w)1.2.3
p)3.4

q)1.3.4

n)1.4

3.3hjwunh Jtgp wwpnibwynd b JGES pwlwlynipjwdp nipnwynp
dhphuubp W ntuph wbunynp gnibwynpnid, npp [nyuh wqnbgnipjwdp
dqwunwd E: 3pdwunh hupuwqgugnnnipjntut wdnwul wybih £ Juwnw-
Uunud® wplh Swnwgwjpltphg Jw2yh ypw wnwowgwd jungkph wwwn-
dwnny: Uynhnh oqunwgnpénidp bywuwnnud £ hhjwunnipjwu uhdw-
wnndutph nudbnugdwup: N°p hhjwunnipjwl dwuhl E junupp’

w)untp Ynyuynn wnpdhphw

p)pUwShU Ephpnwntunhy wnpdhphw
q)nipwqué dupluyhll wynpndhpnhw

n)dwnwlguwywu Ynwpnwnpdhphw
4. Rh-wbhwdwwtnblhnipjwdp Uunpwéhu GpGluwih opqwuhqunid nhwn-
ynwd E nEnuwjuwn: 2ynuyniqugwé phtheniphup Ynugbunmpwghwu wp-
jwl Utg unpdwjhg pwpép E: bugn’e:
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1.UDP-qyntynLpnupiinpwuudtbpuwquih pwbwyp phs £
2.UDP-qyntynpnuwwinh pwuwyp phs £

3.unpwéhuutph  2ppwunwd LUywwynd £ pwpnh  YGUuwphdhwywu
wUhwuntuntpnLu

4. wnpwauwunwd £ Eppenpnghnubph hGdnihqp

w)1.2.3

p)1.2.3.4
q)2.3.4

n)1.2.4

5.fhthnniphuph YnugGunpwghwtu wpuwu Jdte 18dqg/n, E, pun npnud,
phithnniphuh JG6 Jwup Ynuyniqugyué sk: Ipjwunh digh b wpjwu Jtyg
wnriw E bwl phihnniphu-dnungyniynipnupn: S Eunpwpphinwiny pnt-
dnidp nLtup npwwu wpnyniup, b phtheniphuh YnugEunmpuwghwu wpjwl
Ubp Ujwagnud E: N°p nEnUwpuinh Jwupt E junupp’

w)opwnnLpwghnl

p)hGUnihwnhy
q)wuwnbluphdwunng

n)dwnwugwywu

6.3pjwlnh Jw2yp L wylwqluntpp ntnuwé Gu, dtqp ntup qupbgph
gnibwynpned, Ynwupp wugnyu E: Upjwlu dGg phitheniphunhgpyniynepn-
uhnh pwlwlyp Unpdwjhg 2w E: N°p hhjwunnipjwlul U hwdwuww-
nwupuwund Udwé whuinmwuhaubpp.

w)hGun hinhy nEnuwhuwnpu

p)wnpdhphwjhu
qlopwunnipnwghnly nGnlwfuunply

mUnhalGp-Lwwph | hwh hwdwhinwuhhu
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QLNfv 4

NArhLUSPL G4 NP PhRURYPLUSPL
LNIYLGNShILEGNh dNlULUUNIE3NILL

TNniphuwght W whphdhnhUuwjhu UncylGninhnutnh nGpp Jtn
onqwuhgunud pwquwquwu E: Hwlp dinunwd GU npn) yndptpdbuwnn-
utph (NAD, FAD, CoASH L wju) ywquh dGe: Nthpnghdutpp® uniy-
lGninhnutphg Yuwguwé tpdGunutbnp, Jwulbwygnd Gu qEuh Epu-
wynGuhwjhu W uwywjuhugh gnhpépupwghu: Utp opqwuhqunid hwd-
punhwuncp EUGpqGnHhY untpunnpwwn £ ATP-U: Npn) nGwptpnd wjn
dnlyghwtu Ywnpnn £ wwmwpt bwl GTP-U: UTP-U Jwulwygnwd E
wohiwepwwnwihu JnundGputph wywmhywgdwup: LhyhnuGph thn-
huwlwyniejwu Jte wplnp ntp £ ywwnwnpnud CTP-U: Npn2 ghyihy
uncLyGninphnutnp (CAMP, cGMP), |hutiny Gpypnpnwjhu dGutuetnutn,
wpgwynpnd GU hnpdnbw| wqnwlwuh thnpuwugnudp: G4 ybp-
swuwbu, wniphuwjhbu W yhphdhnhuwjhu uncyGninhnutpp NLME-h L
NU(3-h UnundGputpl Gu: Ypwlp wypnuptwnhy fudph dwnyd Ywnpnn Gu
dwnubl unylGnypninGhuubpp Ywaquph dGe: Wnwhuh uncyGnwnpn-
inthuubphg GU nhpnundp, UnLyGnundp, hudnpunundn:

4.1.M°NHCPLUSPL LAFYLENSPILEGD
ucLuuubhLEEG2L

MniphUw)jhu uncyGninhnutpp upbpetqynid Gu Gpynt nLnhub-
nny’ de novo U wwhEuwnuwhli: Ipduwlwli ninhli de novo ninphl E,
nph dcwdwuwly wmppliwyplr onwilyp wunwewunid £ ulgplnulynypbnhg:

2 1
CO9 ey N, | — qLhghu
L L L1 LLE [V LN L] L) el N'f;cﬁ E'E‘c{.?-
s 14l 8CH +=—— S3bf3
83 ——HCR3 110 0
3

t 1t

gpnLwnwdplif
wuJdpruw)pl wqnunp

Uy.4. 1. dmpphliwypll onwiih wouwdlp U wqnunp
wwnndubph dwanedp:
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Nnephlbuyhll Unily Eninhnlibnh de novo uplipgh ninhl

nhpnqhl-5-pnudwn
¥
S5-pnupnnhpnqhl-1-wyhpndnudwn
‘,
5-pnupnnhpnghl-1-wdhl
| re- it

qlhghuwdJhnnrhpnghl-5-dnudwn
IN

5N1l]

=CH -FH, |

¥
DbnpdhigihghbwdJdhnnhpngh-5-dbnudwin

l‘ATF', gLnLunwudpl |

$npUhrgihghuwdhnhunhpnghp-5-pnudwn
|

S-wJpUwhJhnuwgniphpnghp-9-pnudwm

],

S5-wJdhbwhJhnugnp-4-Juppopuhpwun
nhpngqhl-5-pnudwn

l ‘ATP, LU L[ |

S-wJhbwhJdhnugnp-4-N-uncyghUw uwp=
popuwdhnnhpnghl-5-dnudwn

S-wJdhbwhJhnugn|-4-yuppopu=
wJhnrhpnghi-3-pnudwn

l' N,,- CHO= FH,

dbnpuhwJdhUwhdhnuwgniuppopu-
wuhnrhpnghl-5-pnuduwn

L Hs0

hunghUwpRENL

UY.4.2. Dmiphliughl UnilyGninpnlubph YELuwuhlipbqh de novo
nnnt nGwlghwlubpnh hwenpnwlwlnypynilip:
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1. 5 -$nudnnhpnghy- 1-whnndnudwiinh (PRPP) wrwowaqgniin

uﬁ) - 0
O-p-0~CHy O _H amp o CH, O
o s aTP g2t M s O 00
o ehpng-6-pnupuwin O—-p-0~p-0
whpndnupnlplwqw H \d— \D-
OH OH o
Pnupnehpnghpwhpngnudwu OH H
nhpnq-5-pnudwin uhUp bnuiqus

§-pnudnnhpnqhy-1-whpndnuduin

MniphbwjhU uncy Gninhnubph YGUuwuhUprtgh ninnt wnwsehlu
thniip rhpng-5-$nudwinhg (nhpng-5-P) W ATP-hg 5-dnudnnhpn-
qhi-1-whpndnudwwnph (PRPP wd $NND) wnwewgnidu E: NGwY-
ghwu Jwuwwihgnd £ wuunynp Uh $Gpdtun’ vheng-5'"-P-uyhnndnu-
dnypliuquli, npp ATP-h wyhpndnudwwnwihu Juwgnpnp nbnw-
thnfunwd £ nhpng-5-P-h Jypw: WyGh hwdwpu ogunwagnpdynid £ wju
dEpdEUnnp  Ujntu wudwunwdp®  PRPP-uplipbinwqu: Unwowgud
PRPP-U wpnn E oguinwagnpéytl bwl whphdhnhUuwjhu untyGnunhn-
utph YGUuwuhuprtgh dcwdwluwy:

2. 5-$nudnnhpnghy- 1-widhlih wnwewagnidn

MH,

i ~. O
ﬁ'mnumnnhpnth_1_®_® qnLALpG 5 3 |

3 -Ppnubnehpngfy -1-PP-
3 roun g o g un s buspks o g w

-gpnumnwuUdhbwppne, -PPi 5 - pnupnrhpnghy -1-wuhu

5-pnudpnnhpnghi-1-wdhup wnwewlnd E giniinwdhtuhg W
PRPP-hg qnuuinwdhldnudpnnppnghi-whnndnudpwin wlhnwinmwliu-
PLpwquyh Jwuuwygnipjwdp: dnudpnnhpnghiwyhpndnudwnp ntup
a-Unudphgnipwghw, huy 5-Pnudnnhpnghi-1-wdhup’ B-Unudphagnt-
pwghw: NGwyghwh pupwgpnid ywwnwnynwd £ bwl ynuphgnipw-
ghwjh dLuwithnpunwd: EuGpghwjh wnpjnp £ Swnwjnid yhpndnudwi-
nh hhnpnihap, npp Ywwwihgynd B whpndnudpuwinwquyny. Uw
wnitphbwjphu hpdptph upbprtgh wnwugpwjhl nGwyghwl E, npu
wnpqblwyynd £ JGpouwlujniebnnd (yniphuwjhu uncyGnuinhnutpny)
nL wquwubphuny:
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3. Y hahlnudhnehenghy-5 "-dnuduwinh wnwswagnidn

Hzli:-NHz
0 0=C\
+ HpN=CHz2= COOH + ATP '
? 2 ) ONI]_Q—CH NH
aLhgh a o-P
S-pnudnehpnghi-T-wdhl Lo by wupnpunppngh5-

4’"“4>1‘;:I‘_‘::|Ilﬂmqm o H HYH

OH OH

qalthghuwdhnnhpngh)-5-pnupuin

dnudnehpnqgpyqihghiwdhnuplipbinuugquw  dtndtunnh  oqunt-
prjwdp 5- nudnnhpnghi-1-wdhuh wdhbwpunwdpp ywwydnud £ gip-
ghuh wuppopuh| fudph hGun U wnwpwgunid gihghUwdhn-nhpngh-
5-pnudwwn: Qyuwhund, gmunwdhlup wdhnuyhll funcdpp nuununcd £
wmphluyhli onwlhp N-9-p, puly gihghlip® C4-p, C5-h b N7-h wnp-
Jep: NGwyghwynod Swhuudnid £ 7 dnmg&lyny ATP:

4. Snndhqghghliudhnehenghy-5-dnudwiinh wnwswagnidp

N
HG C=0
NN UGpEURLFH -0 Ozé H
gthghuwJhnnhpnghy- —_ o OML . choo. NH +FHa
—5.pnudwn Popdppunpwliupbpuqu 'O/I O
HYWH H/H
OH OH

$nnuhiqihghuwdhnohpnghi-5-pnudwn

Ns,N1o-UGRGUh-nGinpwhhnpndniwprryhg (S3d@ Ywu FHy)
alhghtwdhnnhpnghl-5-pnudwinh  Ypw nbnwihnfuynid £ dnpdhy
funtdpp, W wnwowunwd £ @npdpiqihghliudhnnppngpy-5-$nuduin:
NGwyghwu Ywwwihaynud t gihghliudpnnppngfydnupun $npdpy
wnpwlhupbnwquyny: Jjuwyhuny, S3dlE-U wnGnwihnpuynd £ UGy
woéhuwélwjhu Juwgnpn, npu hp wywunu E uGpnund wwwquw
wniphUwjhu onwyh C8 wwnndh dLwynpdwl UbGy:
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5. dnpdhiqihghiwwdhnhlnhpnghy-5 -dnudwinh wnwswgnidp

Rwennn thnind gntinwdhuh wdhnwjihtu punwdpp tnGnwhnfu-
Unwd £ dnpdhiathghtwdpn-nhpngh(-5-dnudwinph pw, b wnwow-

unwd £ dnpuhiathghbwdpnpl-nhpnghi-5-$nudwin:
H
PAN
o g on
- HN=c, ©
pnpuhigihghlwuhn. anunuleaTe - ONE o op o, NH
rhpnqhy-5-Pnudwin wipnunpwbudbbpuqu ~0 7

H

oH OH
PnnuhLqhghUuwdhnhl-

rhpnghy-5-Ppnudun
Cun npnud, ginttnwdhuh wdhnwjhu funtdpp nwnunwd £ www-
qw wniphuwjhu onwyh C3 wwmndh wnpnip: NEwyghwtu Ywunw-
Lhaunwd £ dnpdphiqihghlwdfinhl-nhenghy-5-pnupun uhlipbunwqu-
Jny qud wdhnuyghququyny: NGwyghwnud Swhuuygnd £ 1 UniGyny ATP:

6. 3-wihliuphdhnwagnirhpnghy-5-dnuduwiinh wrwowagnidn

Wju nGwyghwjh 2unphhy dLwynpynd E yniphUwjhu onwyh
Jh dwup® hdhnwaqniwjhu onwyp, L wnwewunwd £t wdpliupdhnwaqny-
rppnqgfy-5 -Gnupwnp. dwunnptEl wjl wwpnibwynd £ wniphup
hhuqwunwdwup onwyp, phuswbu twl wwwqgw Jtgwlnwdwluhp
onwyh 6 wwnndutphg Gptpp: NGwyghwu wwwihqynwd £t wdpliw-
pdpnwany-nhengfy-5-$nupwn uplipbinwquyny: dStndtuinh wywnh-
Uneintp wwjdwlwynpywd £ Mg - w K*-hnUukph wnyw)ntjwdp:

N
HC/ \\
TR
Kt e - 0 HzN'C\ /
dnnubigihghlhnhL- 1277 M9 ONI_o_cu _o N
-5- onuw -
ohpnghi-5-$nuduin omuuh T =g/
-ADP,-Pi
H\'  H/u
OH OH

5'-wJhbwhJhrugng-
rhpnqh-2"-$pnudwin
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7. Udhlinupdhnwagmyuwnpopupywiin nhenghy-5- $nudwinh wnrw-
swgnedn

o)
il
+C0O, +ATP C N
§-wuhUwhuhnwani- » 07 7 N\
nhpnghy-5-$nuPpuin 5"—”“""‘“&“““‘“'1"1"\ [l CH
ehpnqpi-S-prupunn ¥ -
Yuppopuhjwaquw HsN N

nhpng-5-pnupwan
S-wdhbwhdhnuagnp-4-Juppopupjwun
nhpnghl-5-pnuduwin

Wju thnip Ywuwwihqunud £ fuppopupjwquyny. Unwswlnid
widhliwpdpnwany-fuppopufywin-ehpngfy-5-$nupwn, npp wywnnt-
bwynd £ wnippbwjhu Yydwpuph C-6-nn wwnndp: 9w wnpnLpp
C02 -U E:

8. Udpliwhdhnwaqniunityghlpiywnpopuwdhn _rhenghy-5 -dnu-
Duwiinh wnwowagnin

Uuywpunwuwnh o-wdhbwpunidpp  thnpjuwgnnud £ Uwpunpn
nGwlghwjnid wnwowgwéd dhwgnipjwl Jwppopuhy hudph hGwnn'
wdhbwhdhnwaniuniyghlipiyuppopuwdhnnppnghy-5-$nupwinp
wnwywgnidny: NGwyghwu Yywwnwihqynwd £ ympwhunnncly uplipb-
wnwquyny:

COOH (iJOO' o
I H i
5-wuhUwhuhnuani-4- + HC-NH, &%, HC—N-C N
Ywppopuhpwwn (!‘.H S ; (llH C/ \
rhpngh-5=-$nudwn | 2 —ADP+Pi z Il CH + H,0
COOH CcOO™ /C
LU ULy LU (YLD LU LN H-N \N

|

rhpng-5-pnupwn
S-wJuhUwhJhnwqnp-4-N-
untyghhiywnpopuwdhn
rhpnqhr-5-pnudwwn

9. Udplnupdhnwgniunpopuwidhnnhengfy-5-dnuduwinh wnw-
swgnedn

UnGupywuniyghiwwqu $LpdGlunp Yywuinwhgnod £ uncyghuh
fudph ng hhnpnhnhy dtnpnudp, wpnjnitupnid wuswwnynid dnidw-
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pwwnp bW wnwewunwd wdpliupdhnwgn Guppopuwdhn rhpngfy-5-
dnudwur. Uujwyhuny, wyniphbwjht onwyh Jdty dinunwd bt wuwwn-
wnwinp dhuyll wdhliwfudpeh waonup.

it
HC—coOOH HN C\C/N
2-wuhLwhdhnwqn)-4-N- I + i CH
unLyghUuhjwppopuwdhn = HOOC-CH cC /
rhpnghy-5'-pnudwin u,l:iﬁgh{}h'ﬁ{w PpnLdwpwin HzN/ \"lrl

rhpnqg-5'-pnuduwn

S-wuJhbwhuJhnuqgn -4-
YuwppopuwdJhnrhpnqp-
o"-Ppnupwin

10. & npdpywdhnwhdhnwgniuppopuwdhn rhpnghy-5-dnudw-
wnh wrwswagntdn

NGwyghwl Ywwwihqunwd £t wipwlbudnpdpywquyny. dSnndp|
tudph nnunn t N70- $npdpy-inbinpwhpnnndnjwnnp. Unnntupnid
wnwewuniwd £ yymppliuyh onwlyh C-2 winndpr.

0]
i
”
10 H2N \C/ \\
5-wJUhuwhJhnwgni-4-Juppopu- +N -ﬂJ"nUhl-FH:: O=CH 13 CH
wJdhnrhpngh-5-pnudwn npwbdpnpdhpwqu “\N/C\N
= FH4 H |

nhpng-5-Ppnuduin

Ppnpdhpuwdhnuwhdhnuqgn-
JuppopuwJhn-
nhpnghl-5-pnudwim

11.Punghliwprayh wnuwiswagnidn

0

& N

d
$npuhiwuhnuhdhnugnp: ——— HP N \\
Ywppopuwdhnehpnghi- +o | I e

I
rhpng-5'-pnudwin

hunghlUwpRRNL
(hunghUdnUnpnudpwn, IMP)
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Wju nGwyghwjnd uwuwnwnpynd £ pbhpnpuwinwgned, L dLw-
Jnpynwd £ wynippuwjpb onwyp: NGwyghwlu Ywuwnwihqynid £ /MP-
ghlynhhnpmpuwquynyg U nintygynid £ wyniphuwjhu uncyGninhn' Alin-
qghliwppdh (hunghbdnundnudpuiinp, IMP-f1) unwewgniudny: bhunqh-
LUwperyh Ywaguh UGy dnunn wyniphuwjhu hhdpp Ahwynpuwlnnplls E:

4.1.1. IMP-h8 AMP-h E4 GMP-h UNUR2USNIUL

IMP-U Jhunpwjhu unctytGnnhn E: Yu hhduwywunwd oguw-
gnnpéynid £ AMP-h W GMP-h uhuptigh hwdwn: Uhwju sushu pwuw-
yngy IMP-U hwjnuwptpynid £ thNuE-h Ywaguh JGe, npp huswbu
hwjwnup £, hwpniuwn £ Jhunpwjhb uncyGninpnubpny: huswbu gng
E wnpdwd LY. 3-nd W 4-nud, wnblUpyuypl Unilyninpnlbbpl wrwyw-
Unud EU punghldnbindnudpwiinpg (IMP-pg)’ wdhuwgdwl JUhengnd,
huy gniwUuhjwjhbu untyEninhnutpp® IMP-h opuhnwgnidhg W wnw-
swgwd Uhwgnipjwl htlnwqw wJhuwgnidhg:

Un&uppwinp  (AMP-f1) wnwewgdwl hwdwn IMP-U uyqpnid
thnpuwagnnud £ wuwwpunw;mp hbn'® wunweowgubind  woblpjwuncly-
ghliunn. NEwyghwu Ywuwnwihqynud £ wpbEupjwunctyghliumn uplipb-
wnwquyny, W npwybu Eubpghwjh wnpjnip ogunwagnpéynid £ GTP-U:
Rwenpn nGwyghwynud, npp Ywwnwihqunwd £ wrElywuntyghliuquw-
yny, wbpwwinynid £ pnidwpwunp, b wnwowlnid £ yGppuwywlu wypn-
nnLtyinp’ AMP-U:
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H
Ht'.Z)'!‘;.‘nC-(;-i::H2 COOH
hunghbwpEpnL+wuwywpunwn+GTP

wnbUhwunLyghbwwn Y /C
uhupbnwqu GDP+Pi \C/ \ wnbUhjw -
CH o
unLyghlbwqu
\N/C\ /
nhpnqS -pnubLun
wnbuhpwunLyghlwwn
NH-
¢ N
— HC—COOH <~ N \
N
Il N
Hooc—-CH + H(I:\ (I;l e 0
Pnidwpuwin NN \N/ O._ CH,0 III’—O
=0~
H H oN
H H
HO OH
wnbUh wpRNL

{wnbunghl-5 -Ununpnudwin, AMP)

UY.4.3. UnEUunghlUudnindnudpuiinh (AMP) uplipbign
hunghludnundnudpwinphg (IMP).

IMP-h yGpwénudp gncwunghudnundnudwinh bu Yuwwnwnpyned
E 2 nGwyghwubph pupwgpnid: UnwehUu nGwlyghwind Yuwwnwnyned
E IMP-h opupinwgnid, L. wnwowunwd t puwlinplindnundnupwin
(XMP): NGwyghwlu Ywuwwihqynd £ pbnghunEhhnpngblwquiyny,
nph YyndtpdGuinp NAD-U E: 3Guiin XMP-p gmiwlpjunn  uplippb-
wnwaquyh W ATP-h dwuliwlgniyywdpe wdhliwgymd - qunuinwdhlip
wdpnuyhll fudpny: Jju nbwyghw)nud ogunwagnpéynwd Gu ATP-h 2
dwypntpg wwbtpp, pwuh np wju dGnpyncd £ AMP-h L PPi-h:

268



O

=

+ HN” \C/N\
hunqhlwppnt+NAD 0_& Il CH + NADH+ H'
hlunghUdnlundpnupun .
nEhhnpngGlwqu \H/ \N

I

rhpnq-3'-$pnupLun
puwlnh|wWRRENL

{puwlinnghlu-5'-dnunpnu-pwin, XMP)

NH2 AMP+PPiI
I I +ATP )
puwlunnhjwppn. + HzN—C—CHz-CHg—LI‘,-COOH T
20U Mg
ginLunwudhl H gnLwlpjwun
0O uhlbpbunwqu
& N
N N \\C ]
1
—_— HgN-C\ C + ginLunwudwn
X7\
nlhpnq-S'-q:nuwam
gnLwluhjwpRRENL

{gnLwlnghU-5'- Ununpnupwwn,GMP)

Ul.4.4. Qmuwlinghudnundnudpwinp (GMP) uplipbgnp
hunghludnundnudpwinphg (IMP).

AMP-h W GMP-h yGpwénidp hwdwwwwnwupuwl uncyGnghn-
nh- W unyGnghninppdnudwnutph Ubpwnnd £ 2 hwenpnwlwu
thneGp, npnup Jwwnwihgynwd GU hwdwwwuwnwuppwl bnelyybnghn-
Unundnudpunn Ypliwqulbibnny U UnilybEnghnnhdnudpunn Yhliwquilit-
nny: unLyEnghnunundnudwnn Yhuwquwubtpu GUY wnEuphfwwn Yhuw-
qwu W ghrwuhiwwn yhuwqwl: UnEupywnn Ghwqul (Gud dhnih-
bwquwl) ywuinwhgnid £ hGinljw nGwyghwt®

AMP + ATP = 2ADP

Wu dEpdGunh wywnhdnipjniup wnwUudUwhwwnnly JGé E
JywuubGpnid b ywpnned:

AQnLwuhjww yhuwqwu Ywwnwihgnid £ GDP-h wnwywgnidp®

GMP + ATP = GDP + ADP

b tnwnpptGnnieintu dnbndnudwinypliuquiibnh, unilyb&nghnnh-

dnupwin plwqul guynnllt wnwludUwhwwnynipjwdp odinywd
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dLtpdGuwn E, npp Ywuwnwihgnd £ ng Jhwju wniphuwjhu, wjlw wyhpp-
Jdhnhuwjhu uncyGnghninppdnudwnubph wnwewgnidp: Uwulw-
Unpwwbu, wju ywwnwihgnd £ GTP-h wnwwgniup®
GDP + ATP = GTP + ADP
ATP-h wnwywgnidp ADP-hg Jwuwnwnpynid £ opuhnwghnu Ywd
untpuinpwwnwihu $nudpnphjwgdwt Gnwuwyutpny:

4.1.2. MNCPLUSHL LIMYLENSHAILELh 4ELUUUALRE2,
NIGUSUSHL NILLErL

Qnjnieintl nlubl 2 wwhGuunwjhu (nGgtGpdwjhl, thpywnpwn)
nLnputn, npnup Yngynid GU bwle Ywwnpwuwnph Juwgnpnutphg upu-
rGgh nunputp: HYwlup huwpwynpnipntl G whu  ogwwaqnn-
66Nt unwUunpu-wnhpwjhu npwywnnid ywd ubGppgewihu nGgpwnw-
ghwjh wnpnynitupnud uncyGhuwpepniuGph W unLyGninhnutph abn-
pnudhg wnwewgwd wquwwn wniphulbpl nt npwug wéwugjwutpp:

Bwlwywlywl wnnudny gbpwypnnd £ wqwuw wniphbwjhlu
hhdptGnph $nudnnhpnghiwgnidp, Gpp PRPP-U oguwagnpéynid E
npwytu nhpnquwynudwuinh nnunp: LEpYwNLJu hwjnuh Gu 2 dbp-
JGuwnlutn, npnup dwulwygnud BU wju wypngbultphu b odinywé Gu
nwpptp untpunnpwwnwiht  jncpwhwmynejwdp: Hwlghg  JGyu
wnb&upl-gnupnnppngfy npwbupbnuqul £ (UHS), npp Juunw|h-
gnid £ wnGUhjwwnh wnwewgniup.

wntuhu + PRPP > AMP + PP;

Uinwup'  Apwynpuwliinpli-gniwipli-gnudpnepengfy  inpwliudt-
pwqul £ (3@9S), nnp Jwwnwhgnd £ W hunghuwuwnh, W gniwup-
[wwnh wnwewgnidp:

Rhynpuwuwnhu + PRPP - IMP + PP;:

Qniwlupu + PRPP - GMP + PP;:

(R4dS)-U wdblh wywnhy E, pwl wnb&lupl-$nudnrhpnghy
nnwlhudbnwquili:

NGgtGpwjhu nunhny pupwgnn nGwyghwubtpp dhugl opu [hn-
Jhu wwpqwpwuwéd s6U, uwlwju npwlp wnwlUdUwhwwnnty
ywplnp GU wju ppheubph hwdwnp, npnup nltuwly $6U uhuprtqgb|nt
wniphuwjhtu uncyGnuinhnutbp de novo nunhny: Iwjwnup £ bwl, np
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dwpnnt opqwuhqunid wju ninhny PRPP-h ogunwagnpédwl fuwl-
gwpnidp hwbgbgunwd £ npn hhjwunniejntuuGph qupgwgdwn:

Spypnpn mhwyh nGqtpdwjhu nEwyghwubpnud Ywuwnwnpynid £
wniphUwjhl untyinghnutbph 5-hhnpopuhy fudph $nudnphjwgnid:
Wu wbuwyh nGwyghwutpnud pninphg wywnhy £ gnpénud wnék-
unghuypiwwquils, npp pnudnphpwguncd £ ng Jhwju wnbunghup,
wjllL 2-nGqopuhwntunghup, uwywju Jjntu uncyGninhnubph hwu-
nGw wjb gnigwpbpnid £ eniyp wynhynee)ncl.

wnbtunghu + ATP — AMP + ADP
dwnbtunghu + ATP — dAMP + ADP:

4.1.3. MNIChLUSLL LNMYLENSHAILErP
UhLRrG2h YUraudnrntuce

MniphUwjhu  unLyGninhnuGph upupbqp Ywpawdnpynud E
h&wnwnwnd Juwh ulqenilpny’dh pwuh thnyGpnd:

De _novo ntpme Jupqwynpdwl wnwohu YGinp PRPP-hg 5*-
dnudpnoppngpywdplih wnwowgnidl E: Wyu nGwyghwl Juwnwihgnn
PRPP-wdhnwinpnwlupbnuqul wynuinbphly $endtinn £, nnp wnqb-
lwyyned £ ninni yGppuwlwu wpnnniywnutnpny® /MP-nif, AMP-ny U
GMP-ny, huy wynhjwunwd £ PRPP-nJ:

Fwjg npn2 ghnbwywulubph Ywpdhpny wniphulbph de novo
uhuptgh hhduwywu Ywnpqwynphsgu £ PRPP-U, nph pwlwyp wwj-
dwuwynpwé £ hp uhupbqh, jnipugdwl bW pwjpwjdwl wpwgnt-
rinLtuutGnny:

PRPP-h  uhUptgh wpwgniejntup wwjdwuwydnpjwd E
untpuinpwwnbtGph hwuwuGihnipjwdp (Jwulbwdnpwwbu nhpng-5-
Pnudwwnh) b PRPP-uhbpbunwquwih Yuwwwihnhy wynhynipjudp,
nnu wyunhyjwunwd £ wluopqwluwlywl d$nudwwniny U hGnwnwné
uwh ubgpniupny wpgGuyynid wniphuwjpu b whpdhnhuwjhu
nhpnunLyGninhnutph JG6 ynugGunnpwghwutpny (AMP, GMP, IMP
U wyu):
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nhpnq-5-$nudwin
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UY.4.5. Dmphliuyghl UnilyGninpnlubph uplipbgh
quwnquiynndwll dGfuwlihqdp:

PRPP-h jnLpwgdwl wpwantejntup ywhGuunwjhb nunpubpnud
hhduwlywunwd wwjdwuwynpywd £ npw ogunnwagnpddwdp, npuntin
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wniphbwjhu bW whphuhnhuwjhu hhdptGpp yGpwéynid GU hwdwwwi-
tnwupuwl nhpnuncyGninhnutnh:

Vwpqwynpdwl Jdjnwu yGuip MP-p JGpwénudu £ AMP-h U
GMP-h:

AMP-U htinwnwnd Guwwh d6uwlihqdng wungbiwuynid £ hp huy
wnwewgnidu wn&upyywuntyghliwin uplipbinwquyps Jwuwnpnwyny,
GMP-U ywnqwynnpnud £ uGthwywu uphuptqn MP-nEhpnnngbliwqu-
Jh wpgbuwlydwl dpgngny: UJGhu,” AMP-h uplipbiqp wyuwhwluenid t
GTP, huy GMP-h uplipliqp’ ATP: IMP-h dLwihnfudwU wjupwl Yuw-
unbwynp ppwswdl Ywpgwynpnudp ywluppwpgGinud £ wyniphbwjhu
uncylGnnnhnutbphg Jbyh uhlbptqp’ JUjntuh pwgwywjnipjwl wwj-
dwultGpnud (nt'u Uy.5):

MwhGuunwjhu nunphubpp unybwbu Gupwpyynd GU Ywpquw-
dnpdwl: Wjuwbu, AMP-U wpqbGiwynwd E wnBuphudbnudnnhpnghi-
npwluudbpwquwiphu, huy GMP-U L IMP-U' gniwUuhU-hhwnpuwuwnhl-
dnudnnhpnghiinpwlbiudbtpwquyhl:

4. 1.4. MNPLPLUSHPL LIMYLENSHKILErh UPLRE2H
I3NUHLUBLUSHAL 3Niru3usunieR3niuL

LYwrUwuntulGph ng pninp hjnujwéputbpu GU nLlbwly upluptb-
qGnt wyniphbwjhu uncyGninhnutp: EphppnghnutGpp W wynihdnpd-
Unphquwjhu Gjynghwnttpp ¢6U Ywpnn uhtuptqbl 5-Pnudnnhpnghl-
wuhl, L wjn wwwbdwnny npwup unwuntd U wyniphubGpp Eygngtu
dwuwwwphny: Lhddnghwnutpp npn2 swihny odinywéd GU de novo
nnhny wniphulbp uphupetqbint hwwynipjwdp: Iwdwbwjlu Gnwod
nyjwiupph’  ywpelbwuntuutGph nnbnp odnjwédé E PRPP-wuhp-
nwwpwludtpwquih swihwqwug gwoép wywnhyniejwdp, husghg
hGnlntd E, np wjuintn de novo ninhu wywhy sk Uwnpnnt nuntnp
uhuptgnid £ wyniphUuwjhu untyGninhnutpp ywhGuwnwhu ninhny
wd unwunwd £ npwup EYygnqblu dwlwwwnphny: Wuwhund, wnt-
nhuwjhu uncyGninhnutpp upuptqynd Gu de novo ninny hhduw-
wunwd pwpnnud W wyniphbwjhtu  uncyGninpnutGpny wwwhnynwd
pninn wju hyntujwépubpp, npnup gnupy GU wyn nLbwynipjnituhg:
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Fwngbn « MINPHALUSPL ULNTULENSHhRALENHh
ELUUUPLRE2LY pEunh YEnwpbniuy

1. N°nu £ wyniphuwjhu W wyhphdhnhuwjhu uncyGninhnutph nGnu
opqwuhguntu:

2. NpnUp GU wnippuwjhu unLyGninhnubph YGuuwuphupbgh nLnh-
utpp: N°nu £ de novo nunnd wnwowgwd vhwgnipjntuubph hGprw-
ywlntp)nLup:

3. N°n Jhwgnipejniuutpu GU wniphbwjhu onwyh wéhuwduh W wqn-
nh wwnndutph wnpjnip: LRG| gpwywd nhpptpp:

4. h°Ug EndEunnLGpny L h°Us Jhwgnipjnluubph Jwulwygnipjwdp £
ywuwwnpynd AMP-h L GMP-h uhurtqp IMP-hg:

5. Npn°Uup GU wyniphUwjhU UunLyGninhnubph WwhGuwnwjhu nunphutpp
U npwug $LpuEunLtpn:

6. MniphbwjhUu UuncyGninhnutph upurbgnud n°n $LpdGunutplu Gu
winuntphy: LEpYwywgut] wpgwynpdwl JGpuwlhqup:

7. LGl wniphUwyhu unLyGninhnutGph YGUuwuhuptqgh jNLpWhwwn-
ynrpjntulbpp tnwpptp hjncujwéplubnned:
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4.2. "NIPPLUSPL LNTYLENSPILEGNR 2U3LUSNIUL

FoonLd wupunhwuwn Ywuwnwnpynid £ uncyGninhnutbph thnfuwlw-
ynrpjncl: 5-unctyGninhnwquwutpp hhnpnihnhy swuwwwphny 66n-
pnud GU UncyGnuinhnubpp Jhusle uncytnghnutp: LnlyGnghnutpp
hptug hGpehlu pwjpwjynid GU unicylGnghn-$nudnphiwquubnny’
wnwewgltiny nhpng-1-dnudpwun L hwdwwwwnwuppwl wgnunwjhu
hhdptn: Nhpng-1-dnudwwnp  pnudbnnhpndniinwquih  wagnbgnt-
RrjwUp yGpwodynid £ hp hgndGph® nhpng-5-bnudwwnh, npp Ywpnn t
ogunwannpéyt] PRPP-h wnwowgdwUu hwdwn: buly wgnwwjhlu hhd-
pGpp yw'd ypyhu ogunwagnpdynid G wywwpwuwnh duwgnpnutphg
uncLyGninhnubph uhuprtgh nGwyghwutpnid, Yw'd GupwnpyynLd pwj-
pwjdwl:

Uwpnnt opqwuhqunwd wymeppliughle UnclyGninpnlbibnpf Yunw-
pnihgquh yGpebwywl wpnnniyinp dhquippnil E: LY. 6-nd UGplw-
jwgywé £ dhqueprdyh wnwowgnidp tnwppbp yniphbwjhu unwytn-
qhnutphg:

UnGuhiwjhu UncyGninhnutph pwjpwjnidp Ywelbwuntbutph
nGwpnwd pupwuntd £ Jpugle AMP L wntGungpl, npnup nGqudhUwg-
Jnud 6U wnb&unghlunbqudpliwquyh wqnbgniejwdp’ wnwewgubiny
hwdwwwuwnwupuwlunptu IMP W hunghu:

Wju $GpdGuinh wywnhynipjntup 2wwn pwpép £ JywlubGpnud:
Wjuintn hwjnbwptbpynn IMP-U wytlh J66 hwjwlwlwunipjwdp
nGquuhbwquwih waqnbgniejwl, pwlu wnippuutbph de novo upuprtqh
wnpnntup £ IGnwagwynd IMP-U dGnpdnwd £ 5-unLyGninhnwquwiny
L JGpwéynid hunghuh: Lnyu PEpdGUINh wanbgniejwdp GMP-hg
wnwwlnid E gniwunghlb: MniphuuncylGnghndnudnphiwqu dbp-
JdGuwnp abnpnud £ uncyGnghnutph N-gihynghnwjhb Ywwp, wupw-
unnd wéhuwenpwuwnwihu yndwynubuwnp, npnh hGunbwupny wnwewlntd
EU wqwuw wgnwnwjiht hhdptp® hunghuhg' hhwnpuwluwnhl, huly
gniwunghuhg’ gniwlhl: Qniwuhup nGquJhuwgynid £ gniwlpu-
nGquuhbwquwjiny b yGpwéynid puwluinhuh: Luwluinht wnwewuntd
E bwlW hhwynpuwuwnhuh opuhnwgnituhg, npp ywuwnwihqynwd £ puwl-
wnpliopupnwquyny: Gy Jtppwwbu puwuwnhup unyu puwlnnpliopup-
nwquw dtndtunny opuhnwuntd £ wnwewgUtind dpquipent, nnu k|
hGnwuntd £ JGgh Jhgngny: Wju nGwyghwutpp pupwunwd Gu ywn-
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nmd, Gnplwdubpnd, pupmpwly wnpplbpnd: Swénwywng yeunwuh-
utph nGwpnid wntunght nGquuhtwqwu pwgwywjnid E: Hpw thn-
huwpBUu gnpénud £ wnGuhUu nGgwJuhUuwquwu, npp Ywuwwihgnd E
wntBuphuhg hhwynpuwuwnhuh wnwewgdwl nGwlghwu:

£ i
el N N
|N/ I(I:/ .\\CH H'il/ \C/ \CH
1]
HC.,  .C C cC
Xy \rlq/ uN X \P/
n.hpnq nhpnq
wnblunghl gnLwlinghl
HqPO
Hzoj wnbkunghl- 3 4} wniphblunly Gnghn-
nbquuhlbwqu $nuPpnphpugu
nhpng-1-
NH4 Pnupwun
O O
& SO N
N NN HN® e \CH
T CH ¢ !;l
C I
HCs O / H,N RXN” N
N N H
|
nhpn gnLwlihl
— hpnq
HqPOy KU H k20 qniwlbhl-
wniphulny bnghn-
Pnudnphruqu nEquuhlbuwqu
nhpng-1- NH 4
dnupwun
i 2
~~C N puwlnhl- C N
i \ﬁ/ \CH ikl e HN e’ N\
| I CH
HC C =
\\\N/ \N/ 02 *FAD, o o C\N/C\N/
H  Mo™ ek H H
hhwnpuwlwnhl R puwlinhl
Tl jpuummhu
e opuhnuqu
H20
o
1N
~
HDII/ o <|:I’ -
aC=0
=C2
0=C{U O
H H
Uhqupent

(2,6,8-nphhhnpopuhwniLphl)

Ul.4.6.Uhquyppdh wnwowgnidp tnnwppbn wniphliwpl
hhuptphg:
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Uhquippntlr Juuin |nLdGh, pny) prenL £: WU wpnn E yuwwdbl
hUuswbu uwhwwynigubph htwn (op.' wnjwu Jby), wjuwbu £ Na*-h
hGin W Ywagdtl nipwwnlbp: Yw ywjdwlwynpwé £ opqwuhquh
yGUuwpwlwywU htnnLtyutph pH-h wpdtpny:

Luwlinhliopupnwqul dwynwypninbhn £, nph yndptpdtunp
FAD-U E: U wwpniuwynwd £t dmppnbEup b Gphwph pnblbn L
wwwihgnd £t Apwynpuwlnnhlp opupnwgnedp puwlinplfp, wuw®
vhquyepedh: Gpynt nbwyghwutpnud E| npwbu opuhnhs oqgunwgnno-
Jnud b dmb&yniywn preywéplp, npp JyGpwywuquynd £ Jhugl
H70,: Jdbnohuu uwwnuywquyny npnhynud £ H,0-h U O,-h:

Swépwywpg yphdwwnutbpp W Jjnu wprUwunltuutGpp (pw)jg ng
dwpnp W pwpépwywpg wyphdwwmubpp) nuBUu jnipwhwnniy Jh
dbpubun’ mppluwqu, npp Uhquippnit hhnpnihgned £ uhbsl wjwu-
innhu: Wwuwnnhup, h wnwppGpniejntut Jhqwerdh, wdbih jwy E
LnLéynid ongqwuhquh htnniyubpnud: GpyyGugwnutph, prgnLtUUEph
W unnnibutGph nGwpnud mppluwqu HepdGliinp pwgwluynid F L
npwtu wyniphbwjhbu nt wgnunuwjhu thnpuwbwynieywlu YyGpeuwlwl
wpnnnLywnutbp® npwup wpunwqwunwd G Jhquepent W ghiwUhu:
Ujn Yeunwuhutph W Jdhypnopqulhquutph nGwpnid wniphuwjhu
uncyGnuinhnutbnp pwjpwjynid GU° wnwewgubiny wgqww wgnwnwjhu
hhuptn, npnup wnGuhu- b gniwuhunGquUuhbwqwutpnd yGpwéyned
GU hwdwwwwunwuppwunnptUu hhwynpuwuwnhuh W puwuwnhuh: YGpghu-
UGpu puwlwnhbopuhnwquwih wantgnipjwdp opuhnwuntd EUY wnw-
swaltiny Jvhqwpepent: 3Ip2tGgutup, np Jwpnnt opqwlhqunid wné-
upunGqudhliwquyh hnpuwnptu qnpdnud £t wnblnghlinbqudhliw-
quilr.
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4.3. INI°hLLEGLD PNULUYNIE3UL
UhSULULNI@3NILL

MniphUwjhu unctyEGninhnutph thnpuwlbwyniejwlu wwreninghy
Jhéwyutpp punnidwé £ nwuwywnpagb] npwbu Apwbpmphlybdpuw,
hhwynniphlyEdhw U pdntiwnbEdhghun:

Upjwl wiwqdwnud Jhqurryh punhwuncp ynugGunpwghwu
waunwd £ 2-7dq/ny qud 0,15-0,47ddny/: Ywlnwlig nEwpnid hnbw-
lwywl t 4, 7dg/mp, huy wnnudwupnlwlg nEypncd’ 5dq/n;: Onqu-
Uhquhg opwlywlu dtgh Jdhgngny nnipu £ pGpynid 0,4-0,6q dhquiprent
U nmipuninlibp: Nipwinubph (nudGhniejniup opgwuhguh hGnniLyut-
pnid hwdbdwunwé Jhquerdh hGn wybh pwpén B dnin 6,4dq/ny:
Gpp Uhqweryh Ynugtumnpwghwl wpjwl wiwqdwjnid pwnpépwuncd
E, wnwywuntd £ hhwyGpniphytdhw, npu wpunwhwjnynid £ Jh pwlh
dubpny:

Mnnuwapw (hnpuwwnwyy): Mnnwapwih nGupnd Jhquepyh L
nipwwnutph J66 pwlwyuGpp Yyninwyynwd B wdwnutpnid, hnnb-
nnid, GupwdJdw2ywhu 2Gpuninid pjnipGnutph dwny, huy Gphywdut-
pnud pwptph duny: Lnpdwynd Jhqweryh ynugtUunpwghwlu Jwp-
nn. ongwuhgquh htnniyubpnud UnintGunwd £ | néGihniejwl uwhdw-
uhu: Mnnwqgpwjiny hhjwunutGph wpjwu Jte nipwwnubpp wwpniuwy-
Jdnud GU | néG hniejwl uwhdwup gGpwquwugnn pwluwyny (wnwow-
unwd £ hwgbgwé |nuonyp): QUwjwd 2hédnlyh uwhwnwynigutpp hug-
nn swihnd Ywpgwynpnd Gu pH-h thnhnpunipjniuutbpp, uwywju
gwluywgwé pH-h innbGnwjhu udwagnud (ophuwy' Jhquuwn ninhub-
pnid) Ywpnn £ hwugbgub] Uhqueryh W nphw wnbph pjnipGnwgdwu
opwhultnph wnwewgdwlp: WUnwowgwd pjniptnutpp Gupwpyynid
U dwanghwingh wnihdnpdynphquiht |Gjynghiutnh Ynndhg, npp
hwugtgunid £ [|hgnundwjhU pwnwluelLGph pwjpwjdwlp: Wpnyniu-
pnid |hgnundwjhu $tpdGunutpp nnipu GU qwihu Uhgpgeowhu inwi-
pwoéntenlu, pwjpwinid hwplwlu pgheutpp, huy wjn pupwgpniu
wnwewgwd wpnnniywnutbpp Yyninmwyynwd Gu: Lwpwagpywd wpn-
gtuutpp hwlgbtgunwd GU pnppnpwjhu nGwyghwjh qunpqugdwln,
nnp hwjwnuh £ ump wynnwanhly wppenpin wujuwunidny: pnuhyw-
wl pnppnpwjhu GplnypeUGpp, npnug wwwéwnp hnnbpnud, 9|6-
nnid, wdwnwjhu hyncujwéputpnid, Jwoynid nipwwnutGph innGnwjhu
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Yntnmwyndubpl GU, bwywuwnnwd BU wnnwanphy hwugnigubph® wnn-
dnrultph wnwewgdwun: IGnwauwnid wyn hyjntujwdpubph Unpdwi
Ywnnigywépp SdUwithnpuynud £, W qwpqwunwd t  ppnbpluwlwl
wnnwanphy wppphu:

UnLp pnppnpwjhb Unwwutpp W npwlug wagnbgnipjntup tnnwn-
pGp opqwultph Jpw, wnwpptp nbwptpnud, ntuh nwpptp Ywuwn-
dwnlutp W hwtwhwywunipjniu: Wu hhdqwunnipjniup wybih hw-
dwpu npulnpynid £ innwdwpnuwug 2nppwuncd, pun npnud tnwphph
hGwn gnigpupwg’ Unwwubpnh hwtwhiwywunieintp W hhywunnt-
rjwl  Swupnipjntlp JGéwunwd GU: Mnnwgpwl dwnwuqwywl
hhqwunnteyntl £, uwlwju npw gtuGnhlywu 2wwn pwpn £ YGnlu
Lthnyphu pwgwhwjinywé 6L Lwl wnnwapwjih hhdpnd Gnwdéd YyLu-
uwphdhwywl pwbgwpndubpp: WdELwU hwywluwywunipjwdp,
wnnwapwl JGunwpnhgdh wwppbpn puwdéhU  huwuqunpndutph
hGwmuwwup E, npu wpunwhwjnynd E nipwwnutbph wybigniywyhu
wnwoewgnidny: Ipqwunubph 2ppwlnd hwjnnuwptpnynid £ Hnudn-
ehenghyinpwlbudbnuwquibibnh dwuliwlyph wlhpwywpwnpnpinel, pun
npnud, wybih hwawh hpwynpuwliinpli-gniwlipli- W wytb h phy wné-
upudnupnoppnghyinpwlivdbpuquyp: Jju dptpdtunlubpp Yuwwnwih-
gnd U IMP-h, GMP-h bW AMP-h uhUptgp wywuwupwuwnh bwhunpn-
utphg’ PRPP-hg U hwdwwwuwnwuhwU wniphuwjhu hhdptphg:
LoJwéd dEpdGuinutph wupwywpwpnieiniup hwugbgunid £ PRPP-h
ynugbunmpwghwjh pwnpépwgdwlp, npp qqwihnptUu wpwaguwgunwd E
wnLphubGph yGuuwuhuprtgh de novo ninhu: Ipwlnniejwu JGY wyjl
duh nGwpnwd Lywuwnynid £ pnudbnnhpnghi-whpndnudwn uhlpb-
nwquwjh swihwqwug pwpén wynhynieiniu, hugp pwgwunnynwd E
dtpdEUnnp Ynnwynpnn qtuh dntinwghwubnnd: Upryniupnd puwl-
gwpynd £ dGpdEunnh winunbphly Ywpgwynpdwl dGhuwUhqdp:
Uuywhu ywwédwnutphg' PRPP-h pwndn pwlwlyniygynilp fupgwunid
E wmphllbph uplypbgp: Ujuwyhuny, hhwnpuwuwnmhugniwuplu- W
wnGUhudnudnnhpngh-npwbudtbpuwquutph  wupwywpwpniejwl,
U hwywnwyp, PRPP-uhUptunwqwh gGpwynhynipjul ywwndwnny
onqwuhguntd nhinynwd £ wyniphuubph wytbgniy: MnuphuutGph wju
dwup, npp sh punapydnwd uncyGninhnutph, NLME-h W Yule-h Ywaq-
dnud, pwjpwjdnud £ Jwuwnwpnhy $tpdGunutpny, b wpnjniupnid
gnjwunwd £ Jhqwperyh qgbppwlwynienit: Pwgh Upwd JGunw-
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pnihy gnpénuutphg, npnup Uwywuwnnwd BU Jhquerryh wybigniyh
wnwewgdwlp, wynnwagpwjh qupgwgdwup bywuwnnwd U GphYwd-
ubpph hhqwunntejnLtubtpp, npnup nuntygynid GU vhqwipryh wpnw-
quwwudwu pswgnidny, lmwpptp pnibwynpnedubpp, winpuhy hnhnt-
eInLup, hhwybpunnuhwl, wiynhnh sgwpwwhnidp, npn nGnwuJhgng-
ubph punniuncdp:

NMnnwagnwl pnignid GU wynwympplniny, nnn hhwnpuwliinphlp
Ywrenigwopuyhly whuwyngl £: Y)pw ywaunwd N-7 U C-8 winndUubpp
wnbnbpny thnfudwd Eu: U InwniphUnh wqgnbgnipjwl JGhuwuhqup
hupbwuwwUu wpqbwydwlu ophuwy E, Gpp dGpdGLUNh wqgnbgnt-
rpjwdp Jhwgnipjntup yGpwéynid £ hgnp huhhphwnnph, npu £ h
JGpgn hupu hptu huwywnphyjwguntd E:

oH OH |y | oH
C ' I C LC | C ; |
Z\_ AN I 2N A | =z AN !
hll C:\CH: N c ! \\| l*ll C:\C—OH:
C g SREL o | LNk g L__STOH,
> HC C -
N \Pe \E \\‘N/ \N/ ‘§N/ SN
H H
hhwnpuwuwnpl Jhquppnt
(5un| abip) witnwntphuny (5un| abip)

Wjuwhuny, winwyniphunip uygpnid hwunbu £ qwihu npwbu
puwlwnhUopuhnwqujh untpunnpwwn, www npwbu Upw huhhphwnnn:
dEpdGUnp opuhnwgund £ winwynippunp® wju yGpwétiny wyin-
puwuwnphuh (hhnpopuhwniphuny), npp wdnip Ywwywd £ dunwd
dEpUEUInh wynhy yYEunpnuh hGwn: Luwluwnhbopuhnwquwih wnpqgb-
(wydwtu hGnlbwupnd Yntnnwyynd Gu hhwynpuwuwnmphup b puwu-
wnhup, npnup wdbGih (wy Gu (nuéynud, pwlu Jhqwpepeniu, W pnppn-
pwjhu nBwyghwlutph wnwwgnidp Yunpny uwaned E: Wnwniph-
unih uGpdniénidhg hGunn Jhqueryh pwluwyp ywywunid £, Jhquw-
rrRYw]hU pwnbph gnjuwgnudp punhwwnynid E, huy wpephwinny hh-
Jwunh Jhdwyp’ npn2 swithny jwyjwuncd: Wpnwniphunih wpgbiiwynn
wantgnipintup Wywjdwuwynpjwéd £ bwl PRPP-h hGn thnpuwq-
ntgnipjwdp, npp hwugbgunwd £ hwdwwwwnwupuwl nhpnuncyGn-
nhnh wnwewgdwup: Wn wulnnuncyGninhnp (4&nd uncyGnunhnp)
nwuwywlu wniphuwjhtu uncyGninhnubph bdwu hGunwnwpd Yuwwh
uygpnitupny wpgbiwynid £ PRPP-uhbpbnwqwlu W uwhdwlwihw-

280



ynwd £ wniphuutph de novo uhurbgh wpwantentup: UYGhu, win-
wniphuninhpnuncyGninhnp wpgbiwynwd £ bwl PRPP-h yGpwénidp
dnudnnhpnghiwdhuh: Mnnwapwind hhJwunutGphu punphnipn E
npynid bwl uwhdwuwthwyt ynephbwjhb UnLy Gninhnutph punne-
uncdp ulunh dhgngny (ophbwy® 1npwaghutp, dhu, unpt, @), ghuh,
eprugnLy W w)lu):

LE>-Uphwlp hwdwprinwbpy: Uju X-pnndnundh hGun pnpw-
jwygywéd gbutbinhy nEdEyinp dwnwugynid £ nGgbuhy uygpniupny
UL wpunwhwjnydnud £ Jhwju innwubph 2ppwuncd: Ipdwlnniiniup
punLpwanpynid £ dwln hhwbEpmphlyEdphwyny, wnnwanpuyny . hhwn-
puwlinpli-gniwihipnudneppngfy npwlbudbnwquyph \nhy pwguw-
JwjnLpjwdp:

LE3-Uhhwluph hwdwpuinwlppp wupinwhwjnynwd £ tnwponphbwy
wwpennghly wpinmwuhpuGpny: Ipdwlunutbpp 2-3 nwptywl hwuw-
ynwd uyunwd Gu ynébnunt hptug dwwnubplu nL ppeniuplubpp: UGthw-
ywu Jdwpuhup yuwubnt dgnndp wjupwu JG6 E, np unhyywéd Gu
Lhuntd UdwUu hhdqwunubppu ywwnwwut| htug hptughg: Ujnwhup
gGubinhy nbtdtynny GpGhuwubpp wagptuphy GU Lwlb Jjnculbpp
hwunbw, nmwnwwnwd U snwagniejwdp, dnwynp hGunwdluwgnt-
rjwuUp, wpdniduGph Yynpnhuwghwjh ppwbgwpnidutbnnd: LG2-Lhhw-
uh hhjwunnientup JG6 hGunwppppnientt £ ntuh JGwmwpnihy
inGuwlybwnhg: pPUswybu Updbg yGpnid, hwjnup GU wniphUuwjhlu
unLyGninhnutph upuprtgh Gpynt nunhutp® de novo ninh, nph ntw-
pnud wyniphbutbpp uphbpbqynud GU thny wn thny bW wywwunpwuwinh
duwgnpnutiphg uhtptgh ninh: L2wsé wweninghwih nGwpenid
Wwwpwuwnh duwgnpnutphg uhuptgh nunhu sh gnpénid, pwjg uhu-
rtgh de novo ninhu sh Juwuynd W wyniphbwjhb uncyGninhnubn
uhuptgqynwd Gu: Wuwhuny, wnwewgwd wynnpGdutpp pwgwwnpn-
Jnud GU ng et wyniphbwjhb uncyGninpnuGph wbpwydwpwnpnipjwdp,
wj|, hwywnwyp, nhwug gbpwpunwnpnipjwdp, husu wnwewunwd E
hus-np ywpgwynpphs UGhuwuhquh ppwpunmdwl hGinmbwupnyd W nudbn
thnthnpuniejwUu £ Gupwpynwd GpGhuwih Jwppp: MniphuutGph wytb)-
gnLtyp wnwewgunid £ Uhqueryh (npwbu pwjpwjdwl ytpsbuwljnie)
b PRPP-h swithhg wdbh Yyninwynwdubp (ywhGuwnwihu ninnc
fuwhiindwl hGnlwlp): Uujwdhg wwnq E, np wniphUwjhu uncyGn-
inhnutph ywuwnpwuwnh Juwgnpnutphg uphuprtgh nunphb dnfunteinLu
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s£, wju 2w Ywplnp nGp £ Ywunwpned, uwluwju ubGpyuwinidu nbn
pwgwhwjnywé sk:

Grt wnyw t wju hhjwunnipjwu hwjwlbwlywu [putnt hwu-
np, www punphnipn £ nipdnd wlupuwnpgbihg bywwnwynyg hnp
wlwlg 2ppwuntd Ywuwnwnpbp ypGuwwnw] whunnpn2nud W wdlhn-
inhy henniynd npnptp hwdwwwwnwupwlu dGpdGUnh wynhynt-
rrInLun:

Enynnpnuyhli hhwybpmippybdhw: Nnn2 hhwunUtnh 2ngwuncd
Jdhquwrrdh gGpwpunwquunnudp (opwlywl 600dg-hg wybih) Ypnwd E
Epypnpnwjhb punyp: Gpypnpnwihb hhwGpniphytdpwtu hwdGdw-
nwpwn hwqwunbwy hwunhwynn wwpeninghw £ W nhinygnd E
Gphywdubph npn2 hhywunnijniuubph® swpnpwly ninnigpubnh,
wunphwgqh, éwup UGunwnutnny pntbwynnybint Ywd npn) nGnwuh-
gngubp punnLuGinL nGwpnid:

dnl-3pnlyh hhdwlnnipywll ntGuwpnid wniphuutbph qbpwnp-
tnwnpnipintup W hhwyGpniphytdhwu Gpypnpnwihu Gplnyrubp Gu W
wwjJdwlwynpywé Bu g|nLyng-6-dnudwunwquih wlupwywpwnnt-
rjwdp L gyniynqudnundnudwunnwipl 2ntbinh wynhyjwgdwdp:
Snibinnud wnwewgwd nhpng-5-Ynudwinhg U666 pwuwyny uhuptq-
dnwd £ PRPP: QnLyng-6-dnudbwnwquih wupwywpwpnrejntup hp-
JwunutGph 2pswuntd unynpwpwp wnwwguntd £ ppnuphlywyw
lwywmwuwnwihu wghnng, npp  pwpdpwgunwd £ Gphywdwjhu 26Up
nLpwwnutph hwdwnp. wjb Wu bywuwnnwd £ opqwuhgunid npwlg Yne-
tnwydwup:

IhwGpniphyGdhwih nGwpenid pwqlwehy wweninghy Gnt-
JnyplUtp pwgwwnpynid Gu PRPP-h UGppgowjhUu YnugGuinpwghwjh
pwnépwgdwdp:

FhwynnmphlybEdpwlr nhinynud £ Jhqweryh W nipwwnutbph Yud
gGpwpunwqwundwl Ywd phs pwuwyny wnwewlwhu: Uhqupprryh
wnwewgdwlp dwulwygnid £ puwluinhbopuhnwquw $tputuwnn, nph
wlupwywpwnpnepjntup bywwnydnd £ pwpnh Juwudwlu nbwpned,
uwywju Ywpnn £ yptG bwl gGuGwnhYy punye: “Hw hwlugbgunwd E
opuhwntphuubph® hhwynpuwuwmhuh W puwuwmhuh JGé pwlwlyutph
wpunwqwwundwup W hhwynniphyGdhwjh:  LuwlwnhlUopuhnwaquwjh
swunp wupwywnpwnpnipjwl nGwpntd bywwnynid £ puwlbnphuniphw W
puwlwnhbwjhlb pwptph wnwewgnid:
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Ljwpwagpdwéd GU yniphuubph thnpuwlbwynipjwl  EpdtLun-
utph wupwywpwnpnipjwdp Wwjdwuwynpywsé Gnyne pdntliunb&Edh-
ghunuyhli dhawllbibp:

UnEungplinbqudhlwquyh whpwdwpwpniyeynelp Uywnyned £
éwup, yndphuwgwé huntbwntdbhghwnwihu yhdwynid: Pwuh nn
wjn dtpdGuinh wywnhynipyntup U666 £ hwwnywwbu |hddnghwn-
uGpnud, nwunh npw wlupwydwpwpnipjwl ntwpntd Uwagnud E
huswbu T-, wjuwbu £ B-lhudnghwnutbph pwluwyp W npwug pnLuy-
ghnuw| wywnhynrpinitup: Uw 2wwn Junwlugqwynp wwpeninghw L,
pwUuh np uwpuwnydnid £ W poowjhu, W hnudnpw| hdntupwintGunp:

Nmphlincy Gnghndnudnppywquiyh wlhpwywnwnpnpyncill
hudntbwntdhghinwihu yhdwyph hwdtdwunwpwnp wytlh ptGrlU nb-
uwyl E: Un nbwpnud ppwpuindned £ T-ihddnghinutph $nuyghw’
B-ihddnghwnutph hwpwpbGpwywl Uunpdw| gnpénlbGnipjwl nbw-
pnud: Hw hwugbgunwd £ ppowjhu hdntupinGinh bjwqdwup: LYwod
hudntuwntdhghinwihu yhdwyutbpp dwnwugynd GU wniinnund nb-
gtuhy hwwnywupputbpnd: Gpynt nGwpnid £ huntbwjhu hwdwluwnp-
gh wju puwbgwnpndubph dniGynywp dGpuwuhqup pwgwwnpynud E
nGgopuhnhpnuniLyGnghninphdnudwwnubph  (Jwulbwynpwwbu
dATP-h) UGppeowhU Yninwyndubpnnd: dGpghuu Ywpnn £ winunt-
nhy duny wpgbiwytb] nhpnuniyGninhnnGnniyunnwuqw dtnpdGunhl,
nph hGnlwupny peheltnp (W hwinwwbu |hddnghinltnp) gpyynid
U YUfe-h upUprtqh hwdwp wuhpwdtwn Uwhunpnubnhg:

Uwpnywug 2ppwuntd wyniphuubph wupwywpwpnipjwl nbw-
ptpp hwaywnby Gu: UGS dwuwdp npwlp wwjdwuwynpywd Gu
Pniwprryh bW yhunwdhtu Bi-h wupwydwpwpnipjwdp: Upnyniupnid
fuwhuunnygnid GU pnpnp wju nGwyghwutpp, npnugnid Jwuliwygned Gu
wjn yndtpdGunutpp:
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Jwngbn « MNILPPLUBPL ULNTYLENSHPRALEh PUSLUINIUL
&Ed MNPLhLUBPL PRRULUUNIRIUL USULULNIR3INIULLY
p&UwlEnh JEpnwpbnwy

1. N°nu £ wnBupwjhu W gntwUpjiwihu uncy Gninhnubph pwjpwjdwu
hwonpnwywuntejntup W npn°up GU $EpUEUNLENQ:

2. huswhuh® $EnpdGU E puwuinhu opuhnwquwl:

3. N°nu £ wnipphbwjhtu untyGninpnutph pwjpwjdwlu yLGpeuwlywl
wpgwuhpp pwpapwywng b gwdpwywpg Yeunwuhubph nGwpned:
4. P°Usp Ywpnn £ ywwmdwn nwnbw| hhwytpniphy&dhwih hwdwn:
LotGl Uhqueryh W nipwwnutph UnpdwU wpjwu JGe W UGgntd:

5. bUy £ ynnwagpwl: buswyhuh® JGhluwbhgquubn Gu gnpénud wn-
nwaphy wnndnwultph wnwewgdwu hhdpnid: N°nU £ wynnwagpwjh
pniddwl Uywwnwyny ogunwgnpéynn winwyniphunh wgndwu Uut-
huwUhqup:

6. N\pn°Up GU LE2-LhhwUh hwdwhpiunwUuh2h wnwewgdwl ywwndwn-
utpu nt JnLpwhwwnynepynibutpp:

7. P°Us £ Gpypnpnwihu hhwGpniphyGdhwlu, npnup GU npw wnw-
swagdwl wwwndwnutbpp dnu-3ppyGh hhwunniejwl nGwpntd:

8. G°np E nhindnd hhwynniphyGuhwi:

9. hUs £ nhnnynd wnBunghuntgwuhtwqw W wyniphu-untyGninhn-
dnudbnphiwqu pGpdtunnubph wupwywpwpniejwl nGwpnid:
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4.4. " b~hURYNLUSDPL LNFYLENSPILET P
UuhL@GaL

NhphuhnhUwjhU Uunty Gninhnutipp, hugwbu U wniphuwhultpp
uhUptqyntd EU Gpynt nunhutpny® de novo L WwhGuwnwjhu:

QUwjwd whphdhnhuwihu onwyp, h wwppGpnieintl wniph-
Uwjhup, wuhwdGdwwn wwpg E, b npw YGuuwuhbpebgh de novo
ninhbu wyGih wpéd E, uwlywu wyn Gpynwub Ep nluGU Jh pwlhp
punhwuntp bwhunpnutp® PRPP, ginttnwdwwn, CO, b wuwwpunwn:
Fwgh nnwuhg, hugwtu whphdhnhUwjht, wjuwbu £ wniphuwhu
unLyGninhnutph uphbpetgh hwdwnp wuhpwdtn £ nGunpwhhnpn-
Pniwpryh wowlgjwip: MniphUwiht b whphdhnhUwjhu uncyibn-
inhnutph uhuptqh uyqpniuputpp Ewwbu nmwpptpyned Gu: Mnuph-
Uwjhu uncyGninhnubph upuptgh ntwpnd onwyp hwdwpynid E
wudhgwwtu $nudpnnhpnghiwhpndnudwinh Ynuw:

Nhphuhnhuwjhb UniyEnnnhnutph uhuetgh ntwenwd vhqemd
hwywpdmd F onwiyn b wwyw dhuyll dhwlined PRPP-hLr.

HCO,; ; gqunLunwdhl
r 2ATP

Ywppwunhppnu-pwn

r— LU LILYLUILALULN

YuwppwuJnhwuwwpuwun

L H,0

nhhhnpnopnunwpRRNL

l(

PRP
opnUWpRRNL > [OMP]~—> [UMP
cO

?

UlY.4.7. de novo ninny whnhnhluwyhl UnilyEninpnlibnh
uplpbgh UGuwlihqup:

285



1. Ywnpwidnfy $nudwinh wnwewgnidn
') ')
Il Il

HCOz + 2ATP + qiniunwdhl
Juwppwdnhppnupwn uhbpbunwqu

. HZN—C—O—F—O- +2ADP +Pi + qniinwdwwn
o-
YJuppwdnhppnudpuin

Mhphdhnhuwjhb uncyGninhnubph uhbprtgh de novo nLnnt
wnwehUu nGwyghwl Ywppwdnhpbnudbwnh wnwewgndu £ gpne-
wnwudhuhg, ATP-hg b CO2-hg: Wju nGwlyghwU Ywuwnwnpynwd £ gfunn-
wwqgduynid . ywinwihqunwd £ Juppwdnpydnupunn uplipbinuqu
/I-ngf, npp wywinhy £ gpbrt pninn Ayncuydwdplipned: InoGgutup, nn
gnjnLeintlu ntuh JGY niphy bdwl $EpdGun’ Juppwdnhpdnudwn
uhtuptunwaquw I, npp UnyUwbu Ywwnwihgnd £ Yuwppwdnhpdnudwinh
wnwewgnidp, pwjg Uhwju dhqwujnieh upuptgh hwdwn, b wnbnw-
wjwé E pwpnh JdhinnpnunphnudutGpnid: Fwgh npwuhg, Jhun-
pnunphnudutGpnd Yuwppwdnhpnudwnh wnwewgdwup dwulwy-
gntd £ NH3-p, huy ghnnngninud® g ntinwdhup:

2 Yuwnppwidnhwuwwpwahliwppyh (Guppwdnhwuwwmnuwiunf)

wrwswagnLdn:
0 f

O (8] -O_E LU U L LU YU L /'C

1] I - ‘-..CH npwluljwp- G \CHg
H;N-C-O~P—0 2 pwudnhjuqu_ H2N |

b * "’/(lyH S A /é\ o )
N ~ 7

Ywppwdnhppnudwn HsN COO 0 H COOH

wuwywpunwin N-YwppwuUnhjwuwwpuwwn

{(nLpGhnnuniLyghlwwn)

wppwUunhdnudwinhg LW wuywpunwwnhg wnwewlnd E
Gwnpwidnywuwwnwaghliwpent, nnp ywnw | hqynud £ wuwwmnwn
wnnwlhuljwppwdnpjwquyny:
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3. 2hhhnnpnopnwnwppryh wnrwswagnLdn

N-Juwppwdnhpwuwwpuiwwn Tzob | \
&C\ﬁ/c NCOOH
4-nhhhnpnopnuwpRNL
(L-nhhhnpnopnunwpRn)

Oonwlp thwlndp' H,0-h Jhwdwdwluwly wlpswwnnidny, Yw-
nwihqynwd £ pahpnpnopnninuquyny L hwugbgunwd L-nphhnpn-
onnunuwpptfi (DHOA) wunwewgdwlp: YGUnwlwlwlu hjntujwéplt-
nnid wnwehu 3 $GpdGunutpp, npnup Jwuliwygnid Gu wyhphdhnh-
Uwjhu onwyh upurbghUu (Guppwdnpydnupwnn uplipbinwquli, wu-
wwmnuwin-inpwlhulwnppwidnmwqul U nhhhnnnopninwquly), Jpun-
unwd GU punhwunip wnihwbwwunhnwihu 2nepwih uagdniejwlu Uty W
hwjinuh GU  YUP-pwquwdnililighnuwy $LEpdELn wujwunidny, npp
Enptp dEpdGUINLEPh wnwohU tnwnbphg yuwqUuwé hwwwynid E:

4. Onpnunwippeth wrwowagnidn

+ NAD' - HN’ﬁ\

L-ﬂhhhﬂnnol\“‘"“’f"f"m nhhhnpnopnuwwn I (I:IH
nthhnpngbbwqu  ~ C—CO0OH
—NADH+H* S
H
ONNUNWRRNL

NAD"-Ywpyywy nphpppnopninuwin  nEhpnpngElwquih ogunt-
rjwdp  phhhnpnopnuwypepnill opuhnwuntd £ JhUsl opnunwyaent:
“Yhhhnpnopnunwwn nGhhnpngtuwgqwu yhphuhnhuutph de novo uhu-
rtgh Jhwly dGpdGunnu E, npp JhnnnpnunphnudutGpniud E: Wn upu-
rGgh pninp Ujntu $EpdGUILEGPD nnGnwywjwé B ghnnwwqUw-
jnLu:

5. Onnunhnfydnndnuduwiinh wnwewagnidn

Wn nGwyghwjntd opnnwperyh U PRPP-h thwhiwgntgnt-
rInLtUhg wnwewuntd £ wyhphdhnhUwjhtu uncyGninhnutphg wnw-
ghup® opnnunhnphdnundnudwwnp (OMP): NGwyghwu Ywuwnwihqynd E
onnuwin gnudpnnhpnghy npwlbivdbnwqu pendtlnnny, nnp wynLpp-
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Uwjhu uncylGninpnutbpp YGUuwupuprtghu Jwulwygnn hhwnpuwl-
wnpl-gniwlpli-pnupnohpngyinnuwbiudbnuwquyp b wn&upli-Hnudn-
ehpngyunpwbudbpnuwquyh whuwyngli £: OMP-U dhunpuyhli Unily En-
wnpn E:

0 O
“Omp-0=CH2,0._ H

n ;
PPi
HN’C\‘CH + -6 Ici' lcil -
| i i Hf—0-p-0-R=0 4»
P /C—COOH N _ \0_ ORI
g N 0 dnuPnohpnqhy -
H OH OH unpwlbudbpuqu
onNuU W RRNL 5-pnudbnnhpnghp-1-PPI
0
1
HN" ey

]
= =COOH

o S
\-0
O
H

OH OH
opnunhnhU-5-pnudwin

6. Nunhnhludnlindnudwinh wnwewagnidn

Opnuinhnwuwnh (OMP-h) nGywppopuhjwgdwUu nGwpntd opnunp-
nhu-5-dpnudwwn nGlwppopuhjwquih wqnbgniejwdp wnwewuntd E
niphnhudnundnudwin (UMP):

W
HN" “cH
opnunnnhlu-5'-pnuPpwn Ié ]
nEywppopuhwqu = CH
OMP > 07 NS "
\ N
CO, -
H
OH OH
niphnhjwpRnL

(nLphnhl-5"-pnuPpwn, UMP)

Ppwywuntd wju nunnt Gpyne dGpehu $Gpdbunnubpp dinuncd
Gu JphWunyu $tpdGunh’ UMP-uplipwquyp Luwaqdh dEg: Uw ph-
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dniuyghnbw ptpdGun E, npp gnigwpbpnud E Gpynt inbGuwyh
wywmhynipinlU’ opnunwn $nudpnnhpngpyinpnuwlbiudbnuquypli b opn-
wnpnhl-5-pnupwin nEhwppopupwquypl:

4.4. 1. DhrhUPIPLUSHL LNYLENSHPAILErh HErUONIUL
SPhUMYLENSAILErh &4 CTP-P UNURUSNIUL

NAppnhudnundnudwinp (UMP) JGpwdynd £ niphnhunhdnu-
dwuwnh (UDP) jnipwhwwinnly meppnmyuwn fplwquyph ogunipjwdp,
www' hwdwwwwnwuhiwl mphdnudwinh (UTP) bnclyb&nghnnhdnu-
Swwnypliwquyph Jwuuwygnipjwdp: Gpyne nbwpnid Ef nudnpw-
ywl pudph nnunpp ATP-U E:

CTP-U wnwowlund £ UTP-h wdhuwgnidhg CTP-uplipbunw-
quih wanbgnipjwdp: Udhliwfpudph nnunp & qinewnwdhlyr.

0
T
HN/ \CH
o:(lz I i NH,
CH
N o o ¢ HHN=C—CHy=CHy=C~COOH + ATP
I i - H
\'O-P—O-P—O qiniunwdhl %
H H e} o \0" CTP-uhupbunwqu , Mg®t
i & - ADP, Pi
OH OH
nLphnhluwnphpnudpwn (UTP)
NH,
&
-
0=C, CH
— -
™ oW W '."'H2
0-R=0-R-0O~R~0 + HOOC=CH;=CH; —=C—COOH
H H o) 8] O H
2 H qnLunwdwn

OH H
ghunhnpuwnphpnudpwn (CTP)

UY. 8. Shunhnhliunphdnudpwinp uplipbqp (CTP):
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4.4.2. MhLAULPLUSHL LNMYLENSHhILErP
GGLUUURLRE2h NUIEUSUSHL NMPLENL

Mhphdhnhuwjhu unityGninhnutpp wniphuwjhu uncyGnuinhn-
uGph UWWwl Ywpnn GU wnwewlw| WYwhGunwjhu JGunwpnihYy nnp-

utpny:
Wjnwbu, nipwghip, thnpuwqgnbiny PRPP-h hGwn, Jwpnn E
JGpwoéytp UMP-p*
nipwghy + PRPP = UMP + PPi
Mmphnplughunpnhliypiwquyph ogunipjwdp hwdwwwwnwuhuwU
uncyGnghnutphg wnwowunctd GU uncyGninphnutn®
niphnhu + ATP = UMP + ADP
ghunhnhu + ATP = CMP + ADP:
dGpgwwbtu, nipwghihg mppnpbpnudpnpppwquyny Yupnn £
uhtptqytl nLphnhu’
nipwghy + rhpng-1-$nudpwn = nphnpht + Pi:
unylu dund gnpénud £ phdhlinhudpnupnphiuqu HEpdEUIUNp,
npp ywwiwihgnid £ phuhnhuh wnwwgnidp phuhuhg®
phuhu + nkqopuphrhpng-1-pnudpwin = phuphnhl + Pi:
Shinhnhudnundnudwinh vh dwup Ywpnn £ nGquuhuwgytb|’
wnwwgutny nuppnhudnundnudpwin’
CMP + H,O0 = UMP + NH3:

4.4.3. MhLAULIHPLUSHL LNIYLENSHAILELH
GGLUUUPLRE2, YUraudNrntue

NhphuhUuphnhUwjhu Untytninhnutnh Yeuuwuhuptah  npnzfi
thnyp N-Quppwdnhjwuwwpnnuwmnp wunwowgnidl £ wuwwminuwinhg
U quwppwidnpydnuduninpg: Jju ntwyghwtu Ywuwnwihgnn tpdtunnp’
wuwwnunuwin-inpwbulwuppwdnpwqul, huwynhdqwunwd £ r&wnpn-
wnqbwlydwl ulgpenipny'’ CTP-ng L wyinhywunid £ ATP-ny: CTP-U
huwywunhdwgunwd £ $GpdGunnp’ UJwqbgubind npw hubwdwygnt-
pINLUp untpunpwwnubph Uwundwdp: ATP-U, hwlwnwyp, wyunnhp-
Jwgunud E  $GpdGunnp® JGSwgubGiny npw  hubwdwygnipniup
untpuinpwwnltGph Uywwndwdp: ATP-h U CTP-h Jhwgnudp wuwwpn-
wnwwn-npwlhvluppwdnpwquypli nluh dpgwygwjhu puniyp: dwu-
innpGu A7P-U hwjwuwnptgund £ wyniphuwjpu W wyhphdhnhwjhu
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uncyGninhnuGph YGUuwuphuptqutph wpwanienLUUGpp: LnlyGh-
Uwpeniubph upbrtgh hwdwp hwpywynp GU wju Gpynt tnhwh uncy-
LlGninhnutGph hwdwndbp pwuwyubnp: UYGphu™ wynhdwgnidp ATP-h
waqnbgnipjwdp Jywjnwd £ npw pwdwpwp ynugGunpwghwih dw-
uhU, npu wuhpwdtwn £t whphdhnhtwjhtu uncyGninhnutph YEuuw-
uhUptah npn2 nGwyghwlbph, onphuwy Yuwppwdnphdnudwinh,
UDP-h W UTP-h wnwewgdwUu hwdwn: JFwgnnn qunquynphs Hbn-
UGlunp quppwdmhdnupunn uhlipbunnwqu 11-U E: Y)\u Wi wnpgbjwly-
ymd F hinwnwnéd Guwwh uljgenilipny Ycuuwuhuptgh UGy wj wpn-
nntynny® UMP-ny b whnphgwlnmd PRPP-ny:
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q16

CO,
PRPP g ----- 1| BATRC--- 2

o) wuw o
2>l/ G

JwppwUnhjwuwwpuwn

3 v\‘HZO

NAD*
' N
y ANADH +H’

onpnuwn

PRPP
/

OMP

nhhhnpnopnunwwn ;

ATP
Y - 8 \(
UMP—UDPUTP CTP

UY.4.9. Dpppdpnpllibnh uplipbgh Qupqguignpnedp’
1.4dU /I, 2. wuwywpnunuwn inpnwliuljuppwdnywqu,
3.nhhhnnnopnuinwqu, 4.nphhnnnopnninuwiin nEhhnpngtliwqu,
S.onminunn $nudpnnphpnghyinpuwlivdbnuqu,
6. OMP-nEljwnpopupjwqu, 7.nippnfwn Yhliqu,
8.unyEnghnnhdnupwin Yhliuqu, 9. CTP-uplipbinuqu:
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4.4.4. 2G20LUPNPLLNALNIYLENSHPILE D, UNUR2USNIUL

Mniphbwhu bW whphdhnhuwjhu nGqopuhnhpnuntyGninhnut-
np wnwewunid U hwdwwwwnwuppwU nhpnunityGninhnutphg' nh-
pngh yGpwywlquniudny: Pninp ¢npu nhpnuncynghnnhdwnutbpp’
ADP-ph, GDP-h, CDP-h U UDP-h JGpwwuqunidp hwdwwwuwnwu-
huwlu nbGgopuhwéwlugjwiutnh® dADP-p, dGDP-h, dCDP-h It dUDP-h
Jwwwihgynid £ dhulnylu epdtuinnd’ epenlinclyEninpnnbnnilyunw-
quymy: Un nGwlghwubph plupwgpntd nhpngh duwgnpnh Gpynpnpn
nhpph wéhuwduh hhnpopuhp funwdpp  thnfuwphuynd £ 9pwdlh
wwnuny: 2penbncyiGninpnebontynwquili pwupn  $tpdtunwnhy
hwdwlwng E, npp pwnywgowé t phnnkEnopuplihg, phnnkEnopupl-
nEnnityinwquihg (uyll rwdnynminhll £, wwpnilnwlyned £ FAD) U
NADPH-pg: ElGUnpnuutGph W wypnuinuutGph wudhswywU nnunpp
phnntnopupli whwwhnl £ nph Gpynt unidhhnnhy fudptipp opuh-
nwuntd GEUT nhunt bhnwihu yudpeswyh wnwewgdwup: @hnntnop-
uhuh yGpwywugunidp Yuwuwnwnpynd £ NADPH-h Jwulwygniejwdp
U ywwwihqunwd £ phne&nopuplntnniyunwquw Stpdtunny: LoJwod
wpngtuutpu pupwlunwd GUu  peond YUlf-h wywnhy uplptgh
pUpwgpnLu:

wqnuwjhu wgnuwjhu
hhup

hhup

o] nhpnuntyEninhn-
” nGnnLyunwqu

P o0—FP OH >
o]

N
HO ) OH

rhnntnopuhlu rhnntnopuhu

SH [
H rhnntnopupu S $
nrEnnLyunwqu

NADP* NADPH+H"

UY.4. 10.nhpnlunclyEnghnnhdnuduwinlibnh JEnwlwlbqlnidn
2-nlkqopupnfpipnlnily Enqpnnpdnuduwinlibph:
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Lywpwagpywé wypngbund gnwdlh nnunp wnpnn £ dwnw)b|
bwl JGpwywuguywéd gintnwehnup: Wu nbwpnid wlUhpwdtown
ythuph JGY niph2 uwyhwnwynig' quawnwnetnopupll, npp  gnLnw-
rhnUhg nhpnUntyGninhnpGnniyunwquih ypw YunGnwihnfuh wnn-
wnnuutpp W ElGYnpnuutGpp: Opuhnwgwéd ginLnwpehnup Ywpnn t
JdGpwlwuquyty NADPH-Gwhywy qinuinwphntnEnnilyinwquyp oq-
unLpjwdp: hnntnopuhbwjhu W gintinwntnopuhbwjht hwdwywn-
atph wywnhynipjwl hwpwpbpnipyniup in vivo wwjdwuubpnwd utnp-
wjnidu ntn wdpnnenyhu pwgwhwjinywé sk:

Nthpnuncy Gnghnnhdnudwwnutph yGpwywugunwdp hwdwww-
tnwupuwl nhgopuhwéwugjwuEph Ywpgwynpynid £ pwnn winuwnt-
nhy thnjuwgnbgnie)niuutpny:

nppnbnclyGninpnebnntynwqu  $pdEliinp nluh Gpyne wn-
untphy YGunpnuubp. npwughg Jtyp Ywpgwynpnud £ GpdEUnp
punhwuntp wywnhynipynitup, huy Ujncup® untpunnpwnwihl jnipw-
hwwynipniup: 2aenbnclyGninpn-nbEontyinwquill hEnwnwnd Juwh
ulgenilipny wpgbwlygmd F dATP-ny: Y Jywjnid £ nGgopuhnhpn-
uncyGninpnuph wnwwnipjwu Jwuhl: Ywpgwydnpdwl wjn pwnpn
hwdwlwpgp wwywhnynd £ pwdwpwp pwbwyny pninp gnpu nbq-
opuhnhpnuntyGninhnutph wnwewgnudp VYuld-h uhuptgh hwdwn:

4.4.4. 1. 26qopuhphidhnpunnll wpwowlinid F
nkqopuhninhnhiwinh UGphiwagntdhg

huswbu hwjinuh £, YE-h Juqunipjwl dbe dinunwd £ phdpu’
nipwghth UGphiwgdwéd wéwugjwip: Ubpmwgnidp Ywuinwnynud E
phupnuin uplipwquw $EpdGlnnny nhpnunitytnghn-dnundnudpw-
inh Jwywnpnwyny: Wu nbwyghwjnud JGehl fudph nnunp £ S3d/6-h
wowlguwyn ' NsNqo- UGy Elintwnpwhhnpndmunp: NGwyghwih pu-
rwgpnd wju opuhnwuntd £ Jhusle nhhhnpndniwwn (RdME Ywd
FHy):
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A P

W e
O:C\N/CH +N5,N1I]'Uhl3hlhu'FH:_ 0=C"-N/CH + FH,
'.Z.J rhUhnhiwwn 0 nhhhnnpn-
O O-F:\'—_(T uhlUpbGunwqu o) O_B_O. $npwen
g 3 ‘o
H I H HA
H  OH H  OH
dUMP ntqopuhphJhnhu-5'-pnupun (dTMP)

Ul.4. 11.dUMT-hg dTMT-h wnwowgnidp:

RGnwaquwnid  gahpnpndnuinnEnniyinwquyh wgnbgnipjwdp
(UndtpdGuinp NADPH-U k) 23&@-U Epwlwliquymid F S3&p-h’
nhhhnpndnpwin + NADPH + H* = wnknpwhhnpn$njwwn + NADP™:

Jwngbn « MhrhULPLUSPL LNYLENSHAILErD
YGLUUUPLRE2LY pduyh YEpwpbnuy

1. MhphudhnhUwjhu UncyEninhnutiph uhupetqh huswhuh® ninhlutn Gu
hwjwnuh:

2. b°Uus dJphowlyw| Unietp GU wnwewund UMP-h uhUpbqh
pupwgpntd de novo ntnhny: hUs $EpdGunubp GU Jwuliwygnid wyn
wnngbuhu:

3. huswyhup® wwhGunwjhu ninputp GU hwjwnuh wyhphdhnhuwjhu
uncyGninhnutph YGUuwupuptgnid:

4. Npn°Uup GU whphdhnhbwjhu unLyGninhnutph uphupbgh winuwnt-
nhy $tpdGunutpp: Ywlug Ywpgwynpdwl hugwhuh® UGhpuwuhqu-
utp ywu:

5. huswt°u BU wnwewluntd ntqopuhnhpnuntyGninhnutpp: N°pu E
nhpnunty|GninpnnGnnLyunwquwihu hwdwlwpan:

6. N°n dGpdGunny £ Jwuwwihgqynid dUMP-hg dTMP-h uhUptqnp:
N°nu £ JGrh udptph nnunpp dTMP-h Junnigwdpniu:
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4.5. "b~hURMNLUSDPL LNFYLENSPILET P
yusuenLh2uL

NhphuhnhUwjhU UntyEninhnuGph Ywwnwpnihgdp Yunwp-
Jnud £ hphduwywunwd jupnnid, npp hGnbwupny wnwewunid GU

lwy |néGh YGpewywl wypnnniywnubn® B-wjwuhu W B-wuhlUw-

hgnpniphpww: Iho6LURE, np wniphbwjhU unLyGnuinhnutGph Jwwnwpn-
Lthquh wpnjnitupnid wnwowlnid U YGhuwpwluwywUu hGnniyutpnud

Jwuw |ntéynn vhqueent UL bwwnphnidh nipwiwn:
e )
o o

. CH tHo 7 ° lij-fc\ NADPH+H" -c:f("’\s(:H2 + Hyo
I ghwnghl ] nhhhnnnqhuUqu ] | “nnhpnnn-

HO‘CQN, nbquihbuwqu HO-Co CH HO- C\ 4,CH3 whnhdhnhlwgus
N7

%‘”‘"qh" nLpwght nhhhnnnmnwgm
H + Ho0 H
—>H3zN- C—N—CHQ CH[COOHEI-NH3+C02+H2N—CH2 CH~COOH £ 0=C—CHy—COOH
B-nLphnwwpnwhnuwn =" B -wiwuhl wdhhwqw dwinuh ypuwwnkhhn

wnnuhnlbwn
NH, OH

2N NHa #C\ MADPH+H" G\ + H20
20 CJ—I

N C—CHy tHz0 C—CHgq
] N | 1] nhhhnnnqlﬂu.uql.u | \CH:!
HO— ol I C
C\ -~ nbqudhlbiwguw HO— C\N/ HO< \N"’CHz
mehlghmnqhh rhUhL nhhhnpnphuhl
CHa CHs n $Hs
—_— I
nhhhnnn- HzN—c]—N -CHo- C—COOH WNH3+002+H2N CHz-(:—COOH ooy 0=C—C-COOH
whnphJhnhl-
i B- nthhnmhqnanphnwm wihbwhanoniehnwe  wdhtwaw  UGphidwinlh
B-wdJhlwhgnp rahn Yhuwywnthhn

unLyghlwun

UY.4. 12. Dhphdhnhlwypl UnilyEninpnbbnh Qunwpenihgdnp:

MnhdhnhUwjht uncyGnnnhnubph  pwjpwjdwl ulygpbwywl
thneyned hhnpnihgynud £ N-ghynghnwjpht ywwp, b wuswwnynud E
Pnudbnwshuwepwnwihu Yndwnutuwnn:

Gy nipwghth, W ghwinghuh, W phuhuh wwwpnhquh pu-
rwgpntd  whphdhnhUwjht  onwyh &Gnpypnpn nhpph  wéuwodlhg
wluswwnynwd £ CO,. Sfunnghlp U nipwighyh Yuwnwpenihquhg npuytu
Jopguwlywu ypnnniyn wnwewunwd £ g-uyqwlpl, huy phdhlp juw-
wnwpnihquhg’ B-widhliwpgnpeniphpwe:n: Juwun wnhpnid pwynbphwy
dtpdGunutpp Ywpnn B oqguwagnpét B-wiwuhup® ywluwnnwnbuw-
rrenL uhUrtqbint hwdwn: B-wdhuwhgnpniphpwnh hGunwagw thn-
huwlwynceintup phs £ ntuncduwuhpywé, uwywju jungh Gphywdub-
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pnid hwjnuwpbpyt) £ $GpdGun, npp ywwnwihgnd £ npw nwnpabih
npwluuwdhbwgnudp: B-wdhuwhgnpniehpwwnp yGpwéynd £ UGphl-
dwinuwwnh Yhuwwnthhnh, wju hp hpphu’ UGphidwunihi-CoA-h L
wwuw® untyghuh-CoA-h, npp YUntpuh GrywppnUwwnwiht  ghyrh
Jhowlyjw| Jhwgntpjntl E:

4.6. "bPhUNLYNLLEMP UGSURLNLPOUR
UhSUpULNIE@3NILE

hPUswbu wpntu U24Gg, whphuhnuutph Ywwwpnihquh ytGne-
Lwywl ypnnntyinutpp (wy (nwdéth Jhwgnipjnilutp Gu, ntunh wjn
thnpuwbwyniejwl puwuqwpnudubpp Ywpnn G hG)nnueywdp pw-
gwhwjndtL yihuphywynd: 3pwyb&pmphly&dpuyp nGwpnid Lywnynid
E PRPP-h YnugElunpwghuyh pwpdmwgnid, nnp wpwawgunwd E
hUuswGu wniphuwjht, wjuwGu £ whphdhnhuwjhu uncyGninhnuGnh
uhupbqp: Pwjg uncyGnnhnubph wjnwhuh J6é pwluwyubpp sGU
hwdwwwwnwupuwunwd peoh wwhwlsutphu, W joquwgnpdywd
unLyGninhnutph qqwih Jwup Gupwpyynwd £ pwjpwjdwl: Dnaepp-
uuyhlr unilyyGninpnlubnh Quwnwpnihguh htinblwlupny wnwewuncd Gu

Upquyppnt U nipunnlbibp, huy whphdpnhluypllibph’ B-wywipl U
wihliwhgnpniphnwn:

lowugqwpniduGpp Ywpnn G wwdwd |hubp bwl uphlbptgh
ninhubph puwhuindwl hGwn: Ophuwly’ phuhnhjwwnh wnwwgnidp
gawhnptGu bdwagnud £ $niwprrdh W yhnwdhlb Bi-h wupwywpw-
nnLpjwl nGwpned:

B-Udplwhgneniphpwnughll wghnmphwl dwunwugwywl hp-
Jwunnipintb £, npp hwowu hwlunhwnud £ wuphwghubph dnn L
dwnwugynwd £ wniinnund ntgtuhy hwwnywuphony: Wu hhjwunnt-
rjwl nGwpnd undnpwpwn wpnwhwjnywéd whunmwpwuwywl yh-
dwyutp s6U nhnnwpyyned: Qphuwunwuh b Awwnuhwih hGwnwgnun-
Jwé puwysnipjwl 25%-p wpunwquwunnid £ B-wdhUwhgnpniphpwnh
swihhg wybh pwuwynipjntuutp: —wdhbwhgnpniehpwnh wpnw-
quuwunidp JGdwunwd Euwl |G)y6dhwh W opqwuhguh ypw ntuwngtu
dwnwauwjrUtph wqnbgniejwl ntwpnid, npp wulwulwé, ppheltnh
L Yufe-h wpwag nGunpniyghwih wpnyniup E:

Mhphdhnhuwjhb thnpuwluwyniejwl wyweninghwlu hhduwyw-
unid wpwnwhwjinynd £ dwrwlhquwlwl opnunwghnmphuyh 2 nk-
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uwllbpny: “nwlup puntpwagpynud G opnunwprdyh gbpyninnwynt-
dnd b npw’ Jtgh Jdhengny qgbpwpunwquuinudnd: Unwdb) plnhw-
unip inGuwlp (I-p), npp pwywywupu hwqdwnbw E, puntpwanynid
E UMP-uplipwquyph wlhmnpyniypywl bfwagnidny: Jju ywpninghwjh
nGwpntd whphdhnhuwjht uncyGninhnutph upurtgh de novo ninhu
ywlg E wnuntd opnunnweryh wnwewgdwu thnined, huy UMP-U, npp
wjn nunnt yoppuwywu wypnnntyunl £, sh wnwowuntd: IGnlwpwn
de novo nunnt wpqwynpnudp hGunwnwpé Ywwh uygpniupny
puwhuinynud E: Uynwhuh uwbgwpnudnyd GpGhuwutbpp dinnwynnp pbn-
qupgwgwd Bu L nwnwwnud GU JGgwnpiwunhy uvwywywnpjnt-
untpjwdp: Ljwwnynwd £ Lwl uhpwn-wunpwjhlu W wnGunwdnpuwjhl
npwywnh wlupwdwpwpnee)ntu: hvwpuwnynd £ GpGhuwlbGph hdnt-
Uwjhu hwdwywngp, W Upwlp 2w qgwjntt GU nwnrunwd Jwpwy-
utph Uywwndwdp: Opnunwperdh qgbpuwpunwquwunudp Juwunwd E
Jhquuwuwp hwdwlwngp, nnp hhduwywunwd wpunwhwjnyned £ pw-
nGph wnwewgdwdp: Iwnpy £ UREL, np opnunnwwnp nnpupy sk Wyn-
whuh pwqUwplnte thnhnpunipjntuutbpp pwgwwpynd GU opgqw-
Uphqunud «wyhphdhnhUwjht pwngny»: Niphnpuph W ghnhnhuh  pu-
nniunudp yGpwywuqunud £ bnpdwy wép, Guwlpunid uwlwgwpniine-
pyntup U pswglhnid opnunwppdh wmnwquiinnidp: MwhGunwihl
ntnhny npwup yGpwéynid Gu UMP-h W CMP-h: Yw LUwhu® [pwgluniu E
whphuhnhUutph wwhwugp W Gpypnpn wpgbwynd £ UUA-dbP-
JdGuwinp W opnnnwperyh gGpwpunwnpnie)nLup:

dwnwlquwlhwll onminwghnniphuyh dintu in&uwlyp (11-p), wyw)-
dwuwdnpwé £t UMP-uplippwquyp dhuyli OMP-nEpljwppopupywqu-
Jhl whwnhynipywl whpwywnpwpnipywde: Jju nGwpnud, Gpp | nGuw-
ynd hhdwunubph ppswuntd hhduwywunwtd wpunwqwuwnyned £ opn-
tnwppepent, hhjwuntpjwl Il mGuwyny lnwnwwnnutph 2ppwuntd hhu-
Lwywund wpunwquwwuynd £ opnnnhnwwn (OMP) W phs pwlw-
ynipjwdp opnunwpent: Y huhywlywlu wpnmwhwjnnuduGpp W hhjwu-
nnipjwl pniddwl dubpp UdwUu BU opnunwghnniphwih | tnGuwyhu:
Wju nhinwpynduGpp Jywynd U wju Jwuhu, np Lpywéd pLpdGuwn-
ubph wywnhdnipjwtu wpgwdnpdwlp dwutwygnd Gu JGYy uwd
wyth yeppuwywlu wpnnniywnltn: Cuwn Gplnyehl, tnbnp £ nluGuncd
wutLUwphsp 2 pEpdGunuEph Ynnpnhuwgywé puydned:

Mniphbwjhu bW whphdhnhuwjhu uncyGninhnubph thnpuwuw-
ynipjntubGpp uGpunnptlu yuwwywé Bu Jhdjwug hGwn: Wuwbu Lyw-

nwanpwé £ opnwnwpepdh, nipwghth W niphnhUp pwpép wpunw-
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quwunidu opupmhunpwuuywppwunhjwqwih wlbpwywpwpnipjwu
nGwpnwd: Wu $EpdGunnp (njwihqugywéd £ yunnh dhinnpnunphnid-
uGpnud W wwuwnwuppwlwwnne £ Jhqwperdh uhuptgh uyqpuwywl
thne lGph hwdwp: Opuhinhunpwlbuwppwdnhjwqwih wupwywpw-
pniejntu ntubgnn hhjwunuGph ywnnph dpinnpnunppncdubpned §ne-
wnwlydnid E Quppwdnpy pnudpunn: dtnpshuu intnwihnfudnid £ ghinn-
qgn(, npuintn oguwagnnéynid £ ywhphdhnhUwjhu uncyGninhnutnh de
novo uhuprtqnid: Opmunwyppedyh gbpwmnwnpniyeynilp hwuqbguncd £
onnunuwypll wghnnippuyh, nnp indjw| nbwpnid dhghu éwupnipjwu t°
wnwlg pjnepGnutph wnwewgdwl, uwywju Swlpwlunwd E wagnun
wwnpntuwynn Jhwgnipjniuubpny hwpniun ubunwdebpp punnlub-
Lhu:

Nnn2 nGnwdhengutph Yyhpwnnudp Wu nunGygynid £ opnuinwijhu
wghnniphwjny: Ruwlwnhuopuhnwquwih huhhphinnp wilhwniphunip,
nph wantgniejwu UGhuwuhqup pulwpyyt] £ wnnwanpwih pniddwl
nGwpntd, Ywnpnn E Jhwlbw| PRPP-hU opnunwwn  $nudbnnhpnghi
npwludtnpwquih dhgngnyd’ npwuny huy dngwygnnptl wngbwytinyg
onnnnwperYyh dnudnnhpnghiwgnidp: UJLGhU" wnwowgwd wpunw-
ungynp uncyGninhnp wpagGiwynd £ OMP-nGywppopuhiwquwl, npu
nLnGygynud £ opnunnwijhu wghnniphwjny W opnupinhuntphwjny:

NGh hwdwpuinwpy: Jju nGwpnud Uywindnud £ Epgypnpnuypl
onnunuyhlt wghnnippw. uwpunydnid £ Ywppwdnppdnudwnh jnipw-
gnudp ywpnnud: Quwhuh opnunnwjhu wghnniphwu bdwu £ opuhwnpu-
npwlbuywppwdnhjwquwjih cwnwugwywlu wupwywpwnnipjwun:

4.7. 3UMUNNNI8LU3PLL GUS MPrEMUCrUSLER
u2antv 6L vnkivuLenshaLGrh dNkuuunt@3uu vru

Snpuhy ntnwdhengutnh npnunwdp, npnup punpnnwpwn Gu
wannid ntnnigpwjht pehoUtph Ypw, 2w pwnn fulnpp k£, pwuh np
nLnnigpwjhu pehoutpp YGUuwphdhwywl gnigwuppubnny s6U tnwp-
pGpdnud wju peohoubphg, npnughg wnwywuntd Gu: Wyuwhuny, wju
unLetpp, npnup pnlbwynp GU ninnegpwjhu peheutGph hwdwn,
unijbwlbdwU pntuwynp GU bwl Unpdw| pphouGph hwdwn: Uwywju
nLnnigpwjhu ppholbpu odnywé U wybh JG& Uhinnuinhy wywinhynt-
rjwdp, pwlu unpdw| pehoutpp, htnmbwpwnp wnwybjwwbu ywjdw-
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bwynpywé BU Yufa-h uhuptgh wpwaniejwUp: Iwyh wnutiny wjn
hwugqwuwupp' Jowyyt| £ nGnwdhengutph Uh wdpnng 2wpp, npnup
uncy|Gninhnutph GuUuwuphuprtgh wuwmwagnuhuwnubp Gu:

Qnunwdhlp  wlnwagnbpuinlibpp, ophuwly, wquwubnhln
(Streptomyces-hg wlupwwnywd wunmhphnnhy £) W 6-phwagn-5-opun-
2-wdhliwhbpuwlwppnil, wpgbiwynd GU wniphutbph W whphdh-
nhuutph upuptgh wju thnytpp, npnugnud Jwutwygnid £ gnn-
wuhup, Jwultwynpwwbu wju nGwyghwutpp, npintn intnh £ nLuG-
unwd gmuunwdplup wdhnuyhll wgnunnp ntnwihnpuned: Wuwhuny,
wju Jhwgntpjntuubpp fungpunnunnid Gu 5-$nudpnnhpnghr-1-wdhup,
huswGu Uwl $npdhigihghtwdhnhunhpnghl-5-$nudwinh wnwow-
gnudp, wjuhupl® puwuquwnpyned £ N3-p W N9-h dniwinpp wniphuwjhlu
onwy: LXJwd UjnLetph wagnbgniejwdp wpgbiwyyned £ bwl IMP-h
JGpwoénudp GMP-h W UTP-h yGpwénudp CTP-h:

Nnwbu hwlwniemgpuyhli dpgnglibn ' hwennnipjwdp Yhpwn-
gnud GU wagnuwjhu hhdptph Ywd unctyGninhnutph Ywnnigywé-
pwjhUu wuwngubpp: YGpghultpu unLyGninhnutph phuswGu hnhuw-
LUwyniejwl wnwUudhu nGwyghwutph huhhphwnnputp Gu, wjuwbtu £
wudhswywunptlu Jhwunwd GUu Yi@-hu Ywd NULM-hu: Wn nwup
ntnwdJhgngutph Ubpywjwgnighsu t S-punpnipwghin’ npwghif
Ywrenigdwopuyhll wlhwyngp, nnp Y huhywynd (wjunptu Yhpwnynn
hwywninnigpwjhu ywwpwuwnnty E: Opqwuhqunid wju Jhwgnt-
rpinLtup $tpdGunnwnhy swuwwwnphnyd yGpwéynid £ unnpnbgopuh-
nLphnhudnundnudwinh, nnp dUMP-h Junnigwépw-jhu wuwnql k£
L wunwpabih Yepwny wpgtiwynid £ ghuhnhjwn uhUpwquw dbp-
JGUwnp: Fwgh npwuhg, $nnpnipwghip nipwghth thnpuwptbu Ywpnn
E Jdinlt] NLME-h Ywaqdh dGe: Mwpgytbl E, np wju nGwpnd $wnnn-
nLpwghip nuenigpwjhu peheubph hwuntbw gnigwpbpnud £ wdbih
pwjpwjhs wantgnieinil, pwl Unpdwy pghpUGnnid, huy phuhnhiwn
uhUpwaquwih wnpgbiwynwp hwywuwpwwbu wpnwhwjnynud £ W
unpdwy, W ntnnigpwjhu pghelnpned:

Rwywninnigpwjht - wwwpwuwmntyubph  hwenpn  punwdpp’
wlinphdmpuwinlbibpll £U: Ypnwug ubpywjwgnighsubpu Gu dEwnminpbpu-
wwp b wdhliwwymnbpplp: Jju wywwnpwunniyutpp dpgwygnptu
wnpqblwynwd GU phahpnpndmuin nEnntlyinwquill, npp ywunwhgnod
E wnnEnpwhhnpnndnjwinh wnwewgnidp nhhhnnndnjwwinpg: Uju pudph
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hwlwninnigpwhu wwwnpwuwnnityutph phpwiul £ phdhnhiwwn upu-
rwqwlu, pwlh np nhhhnpndniwwn ntnnlyunwquih wpgbiwynwdp
anynud £ phupnhiwwn  uhUpwquwiht hp unipunpwnhg® NsNye-
JGrhlGUnGunpwhhnpndniwwnhg, npp UGrhy udph nnunp E: Upnniu-
pnud fuwhuinynwd £ dTMP-h wnwwgndp b npw hGn Juwywod
YUl3-h uhurbqp:

Fwpnglin « MALAULINLUSHL LNIYLENSAILELh
GUSUPNLP2UL, UNSURLULMR3NILL G4 3UYUNINNISRUSAL
NPENUrUSLErh U2268N1R3NIVLY pEdwlbnh JEpwpebnw)

NAnn°Up GU nLpwghh pwjpwjdwl yEpeuwlwl wpgwuhpubpn:
Nnpn°Uup GU ghinnghUh pwjpwjdwl yGpouwlwu wpgwuhplbnp:
Npn°Up GuU rhUhUh pwjpwjdwl yGpeuwwl wpgwuhpubpp:

N°nu £ dwnwugwywlu opwwnwghnniphw I-h ywwnéwnp:

N°nlu £ dwnwuqwywu opwwnwghnniphw Il -h ywwnéwnp:

h°us Euywuwndnd NGh hwdwhunwUuh2h nGwypnid:

. Nnpn°Up GU hwlwnirnigpwjhlu Wwwnpwuwnntyubph wgnbgnipjwu
uyqpniuplubtpp:

Nk~
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PEUSEr « MNICHhLUSLL &G4 NhPAULINLUSHL
UNYLENShILErh onkULUYNIRAILLY PUTLAS

1.8hunnywgqdwnid gnpénn uppwdnppdnudpwn uphupbnnwqu’
w) wpabGiwyynid £ nuppnhudnundnudwnny

p) wywnhywuntd £ wgbunhgptinwdwnny

q) Jwuliwygnid £ Uhqwujnieh upbpetghu

n) hwjnuwptpwé st yupnnud

&) Jwuliwygnid £ ynippuutph YGuUuwuhuptghu

2. Mhphdhnwjhu onwynid wgnnp Gpynt wnndubpu wrwgwund U
w) ginttnwdwnhg b ywppwdnhpdwudpwinhg

p) ginttnwdwwnhg b wuwwpunwunhg

q) ginttnwdwwnhg W gneinwdhupg

n) glntinwdhuhg b wppwunhdnudwinhg

G) wuwwpunwunhg bW ywpwdnhp$nudwinhg

3. N°p wunnudp 8hGS 2E puwlwmhUh yEpwpbpjwi.

w) wju gnrwuhuph wudhpwlwlu bwhunpnu £

p) puwuwnhbopuhnwquwjh untpuinpwwnu £

q) puwuwnhbopuhnwquwjh wagntgnipjwl wpnnnitywnl £

n) opuhnwuw(ny’ ytpwéynid £ Uhquppyh

&) hhwynpuwluwnhuh opuhnwgdwlu wpnnnLywnl £

4. Mhphdhnhuwjhu uncyEninpnutph upupbqh wpgbiwynwdp htwnw-
nwpd uyh d6juwuhqunyg 2h YUQrN uwnwpybl'

w) ywppwdnpdnudwin uhtptnwquwih Jwywnpnwyny

p) wuwwnpwwn npwlbuwppwdnhjwquwih dwywnpnwyny

q) CTP-ny

n) UMP-ny

G) dTTP-ny

5. MnphUuwjhu UntyEninhnubph upbptqp n’p Jhwgnipjwdpe 2bh YUrN1
wpgblwyysi.

w) GMP-hg

p) UMP-hg

q) AMP-hg

n) IMP-hg

6.Unnpl pywpyywsé dhwgnipjniuubphg n°pu £ wgnnh wwnndubph
nnunp U wyniphuwjht, W yhphdhnwjhu onwyutph uhuptgh hwdwp.
w) wuwwpunwunp

p) Ywppwunhbnudwinp
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4) wouwdlh Gpyopuhnp
n) g nLinwdwnn
&) PRPP-p
7. N°n wunndubpu EU 6h2nn yhphdhnhuwjhu UnctyEninhnutph uhupt-
qh yEpwptpjuw.
1.uyqpnid uphturtqynid £ yhphdhnhuwjhu onwyn, hGunn wju Jhwuntd £
PRPP-hu
2.uygpnwd upuptgynd £ PRPP-p, hGwnn npw dpw hwdwpynd E
whnhuhnhUwjhu onwyp
3.uphuprtqp uyuynid £ Jhinnpnunphnidutbnnud
4.uhbptqp uyuynid £ ghinnwwqdwjnid
w)1.3
p)2.4
q)1.4
n)2.3
8. Ywppwunphpnupwwn uhupbnnwqul Yupgwynpyned E*
w)hGunwnwnéd wwh uygpniupny
p)Jwulwyh wpnuintnihqny
)ynjwtun Unnhdhlywghwh Gnwlwyny
nynGuwwnnipwghwny
9. Uuywpuww Yuppwdnhpinpwluudptbpwqwu 2b yuraudnrdnty:
w)nGunpnwpagbiwyndny
p)ATP-ny
q)CTP-ny
n)PRPP-ny
10. Ywuwynptl whphdpnhtwjhu uhuptgh Uhgwuljwy Uniptpp puwn
hEppwlwuntpjul’
1.opnunwwn
2.UMP
3.nhhhnpnopnuwwn
4.Juppwunhwuwwpuwin
5.0MP
w)4.5.3.2.1 p)4.3.1.5.2 9)3.1.5.4.2 n)5.1.2.4.3
11. Nhpnuniy Ennpnebpntunuqut juqujwé £
w)rhnntinopuhlhg
p)NADPH-hg
q)FAD-hg
n)FMN-hg
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12. N°n wunnwdu £ UUL rhpnuniyEninhnebnniyunwquyh yepwpetpjwi’
w)ywwnwihgnid £ nhpngh wnwewgnidp

p)npw Yuwquh JGe dinunwd £ phnnGnopuhUntnniyunwquu
g)winuntphy $tpdtuwn k£

nwnqgbiwyyned £ dATP-ny

13.N°n Gnwluwyny £ dTMP-U wnwgwuntd dUMP-hg.
w)ywnpopuhjwgdwl

p)nGYwppopuhlwgdwu

¢)ubrhlwgdwu

n)nGquuhuwgdwu

14. dUMP-hg dTMP-h wnwowgdwl hwdwp wuhpwdtaw E*
w)N5-CH3-FH,4

P)N1o-dnnuh|-FH,

4)Ns-N1o-UGRrGUh|-FH,4

MNs-N1o-Ubiph GU-FH,4

15. h°ug 2h UNURUULNIVU phUuhUh Yuwwwpnihquh nEwypnid’
w)pB-wiwuhlu

p)CO

d)NH3

n)B-wJhUwpniehpwn

16. Untunghuntquuhbwquwjh wupwywpwpnipjwl nbypned®
1.udwagntd £ B-lhddPnghwnuph pwliwyp

2. bjwagnud £ T-(hddnghwnltph pwlwyp

3.wnwywuntd £ hdntbwntdhghun

4. pjuwhuwwnynid £ Yule-h upurbqn

w)1.2 p)1.2.3 q)1.2.3.4 n)2.3.4

17. Utnh htwn 2npwjwlygywéd, ntgbuhy hwwnlywluh2ny thnpuwlgynn
LE2-UhhwUh uphunpnuny hhjwunubph 2pgwuncd 2b LUUSUNIY?
w) wnnwagnpw

p) Jlnwynp hGunnwdlbwgntpnLu

q) hhwnpuwUwhuh dwywpnwyh hgtignid

n) wpjwu 2héntynd Jhqueryh wybiwgnid

&) dnudnnhpnghiwyhpndnudwinh dwlwpnwyh pwpdpwgnid
18. Cuwnpbp yniphuwjhu uncy Ennpnutph upupbqh nunpukpp’

1. wwhGuwnwjhu
2. ynnUlwjhu

3. de novo

4. ntquuhuwgdwu
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w) 3.4
p) 1.3
q) 2.3

n) 1.2

19.Mpphdhnhuwjht hhdptph Ywwwpenihquh gEpglwjwl wpqwuhp-
utpu GU°

1. JhqwpernLu

2. pGnw-wjwuhup

3. NH3-D w COQ-D

4. glhopuw|wErNLU

5. nhhhnpnehuhup

w)2.3

p)1.3

q)4.5

n)1.2

20.Ywppwiunhppnudpwwn uppbunnwqu l-p*

npwtu wgnunh nnunp ogwnwannénid £ g ntinwdhup
LInywhqugywé E ghnngninid

(nywihqwgywé E UhinnpnunphniduGpnid
Jhqwujnieh upuptgh $tpdtuwn E

whnphuhnhUwjhu hhdptph uhtetgh $tputluwn E

w) 2.3.5 p) 1.2.5 q) 2.4.5 n) 1.4

Ok wh =

Nuwunwupiwlulbp'
1.w), 2.k), 3.w), 4.k), 5.p), 6.w), 7.g), 8.w), 9.n), 10.p), 11.n), 12.w),
13.9), 14.n), 15.w), 16.9), 17.9), 18.p), 19.w), 20.p):
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bpwyhdswlyuyhli uinhplibn « MNPALUSHPL EY
NhLPPUPIPLUSPU UNIYLENSHRALE P PN ULUUNIR3NILLY
pwdlh Yyenwpbniuy

1. 58 wwpblywlu wnnwdwpnp gh2tpp wbuwywubih wppUwunwd £ wy
pwpph unip gwytphg: Yuwuywd hnnp ntpwéd E, jupdpwé b 2w nwp:
JGnwgnunipjntbutph wpynitupnid Wwpqybkg, np wpuu  dbGp
dhqupepryh pwluwyp 11dg/n E: Uju wndjuwiutpp n°np hhuunnipjw
dwupUu U yywyned’

w)LE2-Lhhwuh Llynnwaqnuiih

q)N&jh uhunpnuh nhuntbwntphghunh

2. 2 nwptljwlu GpGpuwl, npp nwnwwnd £ Jonwynp hEnwdluw-
gnipjwudp, 2w wqgnptuhy E pugwbu niphutph, wjuwbu £ hp LYwwn-
dwdp: Lw wbpunhwwn Yénmd b ubhwlwl dwwmlbpp, adteptpp L
2ppniuplutpp: hUg hhjwunnipjwdpe £ nwrwuwnid wyn Gpuwl’
w)L&>-Uhhwlh hhdwlnnipiwdp p)NGh hwdwpuwnmwuhony
¢)dnu3ppyth hhjwunnipjwdp mhuntbwntdhghwinny

3. Unwynunjwl wppuwlwinig wudhgwwbu htwnn GpEfluwl nuguwg £
thuntd: Lpwlu nEnwthnfunid U hhywunwung W hEnmwaqnunipyniuutph
wpmyniupnud ywpgyned £, np Upw opquuhqunid dvhquppyh, wnnhgih-
gtphnutph L (WYwnwwh pwbwyp Unpdwihg pwpép E, puinhwywnwyp,
gynityngh pwbwyp gwén E qyniyng-6-pnudpwnwqu $tpdunh wupw-
Juwpwpnipjwlt ywwwneny: bUs hhuunnipjudp £ nnwnwwnd Gpk-
fluwt®

w)huntbwnEdhghwnny p)LG2-UhhwUh hhjwunnipjwdp
q)®nli3hnlybh hhywlnnip wdpe n)NEh hwdwhinwuh2ny

4. Gptluwlt nmwnwwnud £ pnipwdnnipjudp b JEqwinpiwunhly wlk-
dhwyny: Lw 2w hwéwh hhywunwunwd £ gppyny: Lw ntuh bwlb
Gphywdwjhu wupwywpwpnipiniu, npp pwgwwnpynd £ opnnwnnh L
npw pjnipbEnutph Ynenmwynedutpny: bug hhjwunnipjwdpe £ tnwnwwnid

EpGluwl’
w)huntbwntphghinny P)B12-h nGdhghwniny
g)wynnwagpwjny n)dwnwlqulywl onminwghnnipnhuyny

5. Mnnwaqgpwjny hhywunh nbwypnud hwdwwywwmwupuwlu pnidnid wlg-
Juwgltint pupwgpnid wnwowgwy opnnnwjhu wghnniphw W opuhwhu-
niphw: N°plu £ npw wywwéwnep'

1.pnLdnudp winwneppuniny

2.winwntphunh Jhwgnudp PRPP-hU

3.0OMP-nGjwppopuhjwqwjih wpgGiwynidp
4.qunLyng-6-pnudbwnwquih wupwywnpwnpnrpinitup

w)1.2.3 p)3.4 q)2.3.4 n)2.3
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QLNfk 5

UuSrh8ushu UsLUUUbLEEILGM'
NGMNLhYUShU, SPULUUNPNMSHU,
SruuvuL3ushu

5.1. LNYLGPLUEENILE, G4
LNruLGNMrNSEhLLGE

Jwpg-fulingfip.

Nnny wliinphphninpliibn U pwlnbphwuwywll  wyy
nGnwdhgnglbn puljsnid EU Uvhynpnonquluphqulbtnh nEuwyh-
Yqwghwl, npwliuyphwyghwll b inpwlbiuywghwl, uwluyl s&6U
wanmd dwpnne pgholpnud Guiinwinynn Unyl wypngbulibph
Ypw: blusny F wuydwlhwynpdwé Udwl pliunpnnwlwl wq-
nbgnmpynilip, nph 2unphhy npwlp Junpbh £ 4ppwnky fb-
PEYghwlibpp prudtynt bywinwyng: Plgnt puupdp nbnwsw-
theEpny wyn nbEnwdhenglubppn hwiswp Ylwuwlwn U dpunn-
penlunphntdubph hwdwn:

unLyGnypninGhulGph pwnwnpniejwlu UG, pwgh uyhwnwynt-
gwjhu pwnwnnphshg, dinunwd Gu unLyGhuwereniutp wd wynhunty-
[Gninhnutn: Ywup wpnn GU [hub) yw'd shaenbunclyEhliwppnilubn
nurR), yw'd nbqopupnhpnunclybGhliwppentubn (2R): Unulybhlw-
prentubpp wmhdbplubn Eu, nnnlig dnbnd&nlbpp Uncly Gninpnlbibnl Eu:
uniylGninhnutpp ywaquywé GBU wagnunuyhli hhdphg, wblinnghg UL
dnudnnwlywli ppyYh dlwgnpnlbnhg: Ugninuyhli hhdpp U wElnnngp
Uhwuhpl Yngdmd EU UnclyGngpn: Iwjinuh £ Gpynt tnmGuwyh wgnunw-
jhu hhuptn®  wmphliughli b whphdpnhlwspl: MniphUwjhultphg
hwjwnuh GU wntUhup (A) L gniwuhup (G), whphuhnhUwjhulutphg®
ntpwghip (U), ghninghup (C) U phuhup (T):
NH;




NH, t|:|

e '

S0 \} HN/% >
K )H“ HZNJ\ )E‘;

|
winkGhh gqnLwGhG H

Yul3-h pwnwnpniejwu Uty Jdinunwd Gu A,G,T,C, huy NLM-h
pwnwnpnipjwl Jbe' A,G,C U Ugnunwihu hhdptGpp wpnn Gu
npultnnyty Gpynt mwnuinndtp dubpnd® qwlynwd (GGwnn) U jwlmpd
(Guny): LnLy ltnghnuGph pwnwnpniejwu UGy nhwup npultnpynid Gu
(wynwdwjhu duny:

Rwunhwnid GU bwl Jhunpwjhb wqgnuwihb hhdptp, npnug
nnynuwjhbu wwnpnibwyneentut wlbpwl E:

UhUanUthU hhuptpp hwUr}hude EU hUswGu YLule-h, wjuwbGu

El NULM-h pwnwnpniejwU UGye:

) wlp ntuEU Ywplnp $hghn-
Inghwyuwu UpwlwyntpenLl,
— )\ hwwnywwbu hHLR-h W thNL(R-

h hwdwp, pwUuh np ww)uwn-

1ml1mlui wwuntd GU npw dniGYncp hhn-

lmllmuui pnihinhy $GpdGunutGph wanb-
gnLejnLuhg:

Ugnunwjhb hhdptpp unwyGhuwpepeniutph Ywqdnud Jhwunwd
Gu wGuwnnghu: Npwbu wtGuwnng' hwuntu E qwihu Yw'd nhpngp
(NUM-nLd), w'd ntgopuhnhpngp (HUf3-nud): MGUnngp Jhwunwd E
whphuhnhuwjhbu hhdpGphu  7-7-N-qihlngfipuypli, huy wniphlwjhl
hhuptnphU®  9-7-N-qiplnqhnuyhli uwyny: Un wwbpp niutlu  g-
ynbuphgmipugfuu:

Ugnunuyhli hhdph U wElunngh Jhwgnipiniup Yngynud £ bnely-
(Gnghn: Gt win wtunngp nhpnql £, wwyw Jhwgnientbutpp hw-
Jwwwwnwuppwluwpwn wudwunwd GU wn&lnghl, gniwlinghli, ghup-
nhl, niphnpl: Gt w&liinngn nbEqgopupnrhpnqgll £, wwyw hwdwww-
nwuppwlU mlyyGnghnbbpl wuJwunwd Gu p&qopupwnblunghl, nkq-
opuhgniwlinghl, nkqopupgfunhnhl b nkqopupphufiinil:
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NH,
CHy

HO,
H H
H H
OH H
gjin hgh nhqopuhmytGnghb

MGunngp 5' ywwny Jhwuntd £ $nudbnpuwywl preyh duwgnpn-
uGppu: Lnelybngphnh Jdhwgnipeinitup $nudnpwlwli pryh htn Yyng-

NH, Jnwd £ dnbnlbinclyyEninpn:
o N 2y dnudbnpuwywtu prdp Lu JGY
s, <" | ,) Juwgnpnh Jhwgnidhg wnwwuntd
T U  UntyGninhnnhdnudwinltpn:
H _H uniLyGninhninphdnudpwnutpu
Hbuw on wnwewlntd EU $nudnpwlywl pruh

wnbunghUdnundnupwmn (AMP) Gppnpn Juwgnpnh Jhwgntdhg:

MWre-U Entuphninlbnh nEwypnid hhduwywunwd nphgnid E,
vhwnnpnunppncdubpmd hwunhwnod £ Jhwju 7-3%-p:

Wre-h pwlhwln hwuwnwanntly E: NRULER-H pwliwlp inwwnwbynid
F' ywjdwuwynpdwé pooh dniuyghnuw| yhdwynyd: NLME-U hwpw-
pGpwlywunptU hwywuwpwswih £ pwphuwé peonud. 77%-p Ynph-
gmd E, 15%-p' dpwnnpnlinphnidubpnid, 50%-p' rhpnundlUbpnid,
24%-p ' ghnnuwqduynid:

uniyGhtwperenlutGpu nlUGU werwoliuyhl, Gpipnpnuyhli b &Gp-
nnppuyhll Quwenigdwdéplibn: Lnly GhuwpprenlUGEph wnwebwjhUu Yw-
nnigwoépp UnununiyGninhnutph nwuwynpdwUu géwjhu hwenpnw-
ywlnrpjnitul £ Yufa-h W NLG-h wynihunctyGninphnwihlu onpwnid: Wl
Ywyntbwgynwd £ 3-5-~@nudpnnphbpbpuypll fuwbpny (inku Ul. 5. 1):

309



) UY.5.1. MmhlunclyEninhnuyhll pnpuyh
o OH  wnwpwgndp pnupnnhbplpuwihl yuubnh
| tUhongny:

LUGpywjntdu hwjinuph GU 2w h-NLE-UGph wnwbwihb Yw-
nnigwépubpp: Iwjwnuh E, np npwup pninpp 5-6wjph ypw niuBu
GMP-h Juwgnpnutp, huy 3'-6wjnpnid wnyw £ CCA hwenpnwywunt-
pinLtup: Yufe-h Juwnnigwépp Gupwnpyynid £ Qwpgwdh wunuub-
nhu.

J-owyn

1. Un&upup wwpnibwlynyyniip hwywuwn £ phdplp, huy
gniwlplih  wwpnibwlnyiniin®  ghwninghlip - wwpniiwlynepywlip'
A=T, G=C Jwu A/T=1, G/C=1:

2. NMupplughli  UnclyGninpnubph  gmidwpp  hwjwuouwn  F
whnhdhnhlwypl unilyEninpnlibnh qgnidwnphli A+G=T+C
A+G/T+C=1:

3. A+C=T+G A+C/T+G=1
4. A+TG+C G+C/A+T=1
JdGnohU hwpwpbpnientup (G+C/A+T) Yngynid E uwbghdhlynt-
pywl gnpéwlphg L. hupnpdwghw £ nwihu YWME-h nhwh Jwuhl:
LUGUnwuhutph nGwpnd wjn gnpdwyhgp Utyhg thnpp E, wjuhlupl®
310



MWe-U wwinlwlunid AT wnnpwyplr. Uuytbnh, yhpnuuutbph uwybghdp-
ynrpjwlu gnpéwyhgp UGo E:

M3-h Gpynnpnwiht Yunenigwdpp Gphznew £ we wnwnynn

wwnntp, npnd wagnunwjhu hhdpbpp dniGynih ubpunwd Gu, huy
wtunnquwjhu W $nudbnpwywlu pudptpp® wpnwphtu dwunid: Yule-h
wjnwhuh dnnGlu wnwewpyytl £ 1953p. Ninpunuh W Yphyh Ynnuhg:
Gnwquw)nd wju hwuwnmwwnybg nGungbu-Yuwnnigwédpwihtu wlw-
Lhah dhgngny:
‘5 Rwdwbdwju wyn dnnGht “Yufe-h wwnnypp
duwynnpynwd £ Gpyne 2npwlbph Jholt wnwewguwéd
snwolwywl Ywwbnh 2unphhy, nnnup wnwwuncu
GEu wagnwmwjhu hhdptph Jhel (nEu UY.5.2):
Qnwoélwlywl Ywwbph wnwewgdwlup Jh Yynnuhg
dwulwygnid £ yniphup, huy Jdjnwu ynndhg' yhnph-
Jdhnhup:  3nitpwpwlginpn  wnihuncyGnuinhnwjhlu
onpwih UGpuntd wqgnunwihb hhdpbpp nwuwynn-
Jnud GU untbwyutpny b hGinn Jhwunwd Jhdjwlg
hhnpndnp Juwtnpny:

Ul.5.2. 2e-h Gphypnppuyhl Guwenigdwépp:

Un&uplp wnwewgund £t &pyme gpwdlwlwll quw phdplup

h&wn, huy gmwlplip ghinghlp hbwn* bpbp fuwy: Ujnwhuh hhdptnp
Unsynid GU gnduybdbliinwn (int'u UY.5.3):

UY.5.3. Ugnunuyhli hhdpbnh indwy EdEnwnniywl
hwwnlynipynilp:
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Wr-h onpwlbpp Uunyuwbu  YndubEdEunwn  EU: “Ywlp
hwlwagniqwhtn GU, wyuhupl® dp 2npwl ntup 3-5', puly dintup’ 5-3'
mnnyuwénypyml; “Yw Jupwnp YGUuwpwlwlywl Upwlwynie)nll
ntuph nGwhywghwjh b npwbulyphwghwih nbwpned:

Yule-h dniGyniinud lnmwpptpnd GU «wywpnyph pwj» hwuluw-
gnipjniup: WU hwjwuwnp £ 3,4 ud-h (Ywd 34 Ao-h), nph UG intnw-
dnpynid £ tnwup uncyGninhnwihu qnuq: UGY uncyGninhnwjhu gnuj-
gp 0,34 UJ E: UWdpnne UniGyncth inpwdwaghép hwywuwn £ 1,8-2 Ud:

Yule-h Gpywpnipintup wwjdwuwydnpdwd £ yGunwlh opqu-
uhguh wmbuwyny: Wuwbu'® dwpnnt wdbUwdGd YEe-h Gpywnne-
pjnLup 8 ud t: Yuf-nud Gy wdhlwrryht hwdwwwwnwuppuwunwd E
EnGp unLy lGninhnutGph hwenpnwywunce)niu: 2UE-hH uyl hwnydwdp,
npp Ypned E pudnpdwghw NULR-H wnwebuyhll urnigyuwoph dwupl
Ungined F Quwnmigdwépughll q6l: QU qwqdnid wl hudnpdwughw
Ynnn (Eygqnllibn) U gypnn (hiuinpnlulibn) hwwnywolbn:

uLyhunwynigubpnh Juuhly pudgpnpdughuw
wwpnibuwynn Held (1,5%)

|

unpwbuyphwghw)h Gupwpyynn
Mol npp ih wwpnibwlned
uwhunwynegh Jwuhl

nnpwbuwn-
qnulubp (45%)

hupnpdwghw {25%)
e =TS |
uuranr I LER-h Ypyuynn hwwn-
Mid-h Judlbp (8%)
yuaunr-—
[@3nrue wyj| hwunywdlbn (20,5%)

UY.5.4.Uwpnnt 206-h innhnuwyhll Guqdnipynilp:

Uwpnnt e-h wrwpliuyhll Gurenigdwépn wpnbl puwgw-
huyindwé F: 1991-2003 pywlwllbnhl pwqdwphy qhunliw-
quwllbphg Gquwqddwé dhpwqquyhli hEnwagnunwlwl funtdep pw-
gwhuywnkg dwpnnt qbundph qunnigywépp' - nng Lnilybn-
wnhnuyhli hwenpnwlwlnyeyniip: LEphyuynidu dniGhynywn YEU-
uwpwlbbbph fulinppl F pwgwhuwyinky, p& np q&upli 2ue-h nn
hwwnywol F hwdwwwwnwuppwlnd: Upligh wydd wbhqud hwu-
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wnunnywd sk p& nppwl gl F wwpnibwlynid dwpnne qgGlundp:
Lwpulwlwll hupdunplyubpp gnyg Ehl inwyghu, np 26-U Jwpnn
wwnpntbwlyly 300.000 qb&lL: Uwlhuyl hEnwaquynmid wwnpqybg, np
qblubEnh pwlhwlyp unn wybih phs E: Uhlist (Gngbnu Elpwnpnynid
En, np qEUEph pwlhwlyp hwulimd F 100.000, huly dwdwliwlwlyhg
wnyyuylbpp Jhyuymd U, np ppwlwlincd dwipnne qEundp wwpnne-
hwlynid F 20.000-30.000 q&l:

NUL(3-U [huntd E Uh pwUh inGuwyh® pipnpdwghnt (hnUR) ud
unue, nhpnunduwy (2nUR), thnfuwnphs (LR Jwd inNluE): Y\nwu-
ghg jnLpwpwUgnipp uwyhwnwynigh upbuebgh cwdwuwly Ywwnwnpned £
npn2wlh $niuyghw (gnpdwnnyp): enfuwnphs NLME-U Juagunwd E
ppowjhu NULI-h 10-20%-p: Ywlp hwdtdwwnmwpwnp thnpp JdnGyney-
utp GU, npnug qwugywép 2nipe 80.000 E, ywqudwé Bu 80 uncybn-
inhnutphg: Wjdd hwjinuh Gu 67 L@, wjuhupl' &l wdhliwppyh
hwdwn gninyayynili ntuh U6y b wybih uwybghdphly thntLe: JUjnuwhuh
hnLe-ubpp Ynsdnid U hgnwligbwinnp:

3!

o
5 wuJdhbwwghpw)pu hwugnejg

P
nhhhnpn- 1 7°
niphnhuuwgpu [ ujulLAnNLAR AL hU
hwlgnyjg _ hwlgnyjg
-] 60

T ——
& hwugni) g

hwljwynrnu
UY.5.5. thnLr-h Gphypnpnuyhl urnigydwépp:

®dnhuwnphs NLIF-UEPHU pUunpn) E UGS pwlwynipjwdp Uhunpw-
Jhu hhdptGph wnw)nieniun:
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thNue-utph Gpypnpnwjhu Ywnnigywdpp hwjnuh £ npwbu
«GpGpunLtyh mGpl» (nG'u LY.5.5): 3’-6w1nn Swnwjnwd £ wdhUwperyh
wwdwlup wdhUwwgh-hNule-h GruncyGninhnwiht hwenpnwyw-
unipjwup: GUpwnpynud E, np wulnnnippnhbwjhu hwugnigny
thNL3-U Jhwunwd £ nhpnundhU, huy nhhhnpnniphnhbwjhu hwugntj-
gny’ wdhbwwghp-thNufd uptptunwqw dGpdGunhu: Iwlwynnnup
uncyGninhnutGph nphwGwn £, npp YyndwphdGUnmwnnipjwu uyqpniu-
pny thnfuwgnnud £ hudnpdwghnu NLIG-h Ynnnuh hGwn:

Nhpnundw| NUL-U nhpnunduGpnud E: Wn wnGuwyh NULG-U
wudnp ywwywé £ uyhwmwynigubphu: nNLG-U uwagunid E nhpnund-
utph snn quugywdh 40-50%-n:

Qnjnipntlu ntup Lwle hudnpdwghnu NLIG, npp Yngynid £ Lwl
dwwphgwihu NLE: WU wqdwé E JBY wnihuncyGninhnwjhu
onrwihg W gnjwwnlbnwd £ wpd dwdwlwy® 2-24 dwd, npp ywjdw-
uwynpywé £ uwyhwnwynigubph uhuptgh wnwnnniejwdp: hudnpdw-
ghnu NLM-h GpYwpnipintup Yuujwsd £ wnhwbwwnhnwihu 2npwih
Gpywpnip)ntuhg, npp wtwnp £ uhuptqyh win hNL@-h Ypw: 3'-6w-
nnd hNL@-U ntuh wynhwnGuphiwihu hwenpnwywunte)nlu, huly 5'-
wipnud, wjuwbu Yynsdwd, ytw' Yuwaujwd 3-4 uncybnunhnubnhg,
npnup UEpYwjwgywéd GU 7-UGrhigniwuhwwnny:

Wire-h Eppnpnuyhl Guenigdwopnp: Twngqytbl £, np YE-U Yw-
nnn £ Gupwpyyt hlnwaw wwpnipdwu W yepwéybl gGpwwnnenh
ywd onwyh: Nnpn2 yhpniuutGpnud hwjnbwptpdt) GU Jhwonpw Yule-
h gbwjhu b onwlywjhu dukp:

QGpwwnpnipndp ppndnundnud YYufe-h UniGynu h wybih hwdwp
nwuwynpniejntul E: FPwyntbphwp ywd dhwnnpnunphw; “Yufa-utpp
pwg Swjnptiph Uhgl wnwgpwgnn Ynjwitunn uwwtph 2unphhy wpnn
EU wnwowglb] onwywal JhwgnipnLtultn:

®npuwnnhs NLEG-h Gppnpnwjhu Ywnnigwépl wwwhnynid E
wjuwyhuph Gpyywpnipjwé hwwnmywdubp, huswyhuhp Gu «GpGpunLyh
wnGnplh» Gpyunwpwéwlywl Ywnnigywépp: Uwlywju wnwewgnn hw-
JGywy opwétwywl Yuwwbpp [@-wbl pbpnid Gu «GpGpuntyh wnnbplp»:

uniyGhuwprenLutpp pegnd unynpwpwp Jhwund GU uyhwnw-
ynigubphU® wnwewgutiny unLyGnwypnunbhultn:

uniyEnypninthuubph UGpJYwjwgnighsubnhg Gu nhpnundubtpn,
uncy|Gnundutpp, hubnpudnundubtpn:
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Nnppnundubpp nhpnuncy Gnypnunbhuutp Gu, hupbwwnhw gnp-
Swpwulbn, nnpnug ypw Yuwuwnwnyned £ uyhunwynigh uhuebqn:
EnLyuwphnunutph nhpnund-

Entywphnuinhly
ey Abanan Ubpp (80S) Ywquyws GU UGS
70S 80S (60S) W thnpn (40S) GUupwUhw-
Uynputphg, npnughg jnLpwpwus-
jnLpp wWwpnibwynwd £ uyhunw-
ynrg b nNLME (LY. 5.6):
f
B 4
- -"/f
50S 60S
Jté GupwJUhwynp

UY.5.6. Minnljwuphninhly U
30S 408 Entywunhninply nhpnundlbn:

thnpp BupwUhwynp

nhpnbncy EnypninEpilibph  Juwqdmd uwyhunwynigutbpp Yw-
mwpnid BU yunnigwdpwihu $niuyghw’ wwwhndbiny thnpuwgnk-
gnrpjntul hALME-h (UNULIG) W thNLf@-h (nNLIE) Uhole:

hudnpdwghnu NULM-h wnywnipjwdp 40S W 60S GURwUhw-
dnputpp Jphwunwd 6UY wnwwgubind wdpnnewlwl nhpnund, nph
dniGyniywiphu Yohnp 650 wuqwd gbGpwquwugnd E hGdngnphlh
dniGyncwjhu yonpu:

Nthpnundnwd  (hNLEB-h Jhwgdwlu hwdwnp wu Gpyne YGuwn-
pnuutn’ wdhuwwghiwipu (U, A) b wtwwhnhiwhu (M, P): Gpynt
GupwUhwynputpu £ (W UncyGhuwpeprywihu, W uwyhunwynigw)hl)
Jwulwygnid U wju YGuinpnuubph wnwewgdwup:

EnLywphninutph nGwypntd mwpptpnid U 2 inGuwyh nhpnund®
wquun, nnnup peeh ghunnwwqduymd U, \. vhwgwé Funnwwqdw-
ufrly gulight:
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UhwnnpnunphnuduGpp wywpnibwynwd GUu hpGug nhpnundwjhlu
hwywpwoéniu, npp hwdtdwwnwpwp wydbGh thnppn £ bW nlup 55 S
hwuwnwuwnnilu: Upwup Unyuwbu yugqdywé Bu Gpynt Gupwdhwynphg,
wnwpptpynid GU EnctyuwphnnnutGph nhpnundubphg, uwywju nNLE-h L
uwyhwnwynigubph pwnwnpnipjwdp Udwu GU ypnywphnunutph nh-
pnundubppu:

hudnpudnundlbpp hNLE-h W uwyhwnwynigutph hwdwihp G,
npnug Ywaunwd A-nRUR-U upnnwlmd E Unphghg nnipu quiy nEwyh
ghunnuywqdw: Uyhnwlyniguyhl pwnwnphsl whgdwbncd &4 hidpnp-
undnn.

UnilyEnundlubpp hhuinnbughli uwyhinwlynigbnh U e-h hw-
dunypn Gl:

Npwbtugh LE-U Yupnnwlw wnbnwynpybl pgeh Ynphgntd,
hwpywynp E pwdwywuphu hwldwp Ywnnigywdph aLwynnned:
Wuwhuh dLwynpnudp W gbGpwywpnipnudp ywwnwpynwd £ tnnwppbp
uwhwnwynigubnh oquniejwdp, npnup Yufa-h jwnnigwdépnid thnfu-
wanntd GU Upw hGwn npnawyh hwenpnwywunLpjwdp:

Entyuwphninubph  UME-h hGin Juwdwd uwhwnwynigutbpp
wpGh £ pwdwlb) Gpyne rudph® Aphuwnnbugpli b ng hhuwnnbuyplr.
Uhontyuyphli 2e-h hbGwn uwywhunwlynigh hwduygppp whdwlbmd Eu
pnnduwinpl:

huwnnlbiipp hhduwjhU uyhwnwynigubpn Gu, npnup Wwnpnluw-
ynwd BU UGS pwlwynipjwdp wnpghupuh W hghuh Juwgnpnubp:
Mwlwl (hgph 2unphhy hhunnUutGpu wnwewgunid U hnuwjhu Yw-
wbnp Yie-h Gpyonpw wwnnyph wpunwpht Jdwunwd Gnwé pnudwi-
tnwjhu pudptph hGwn:

Qnjnie|ntu ntuGU hhuwnnuubph hhug hhduwlwu wnGuwy' H7,
H2A, H2B, H3, H4, nnnughg snpun' H2A-U, H2B-U, H3-U U H4-U
wnwwgunid GU oywnwdbn uwyhinwlniguyhli hwduyhn (H2B, H2A,
H3, H4), wjuwbu UynsJwéd Unclybnunduyhli dpgnily (nucleosome
core): Me-h Ephyuwnnypp hweweynid £ wju Ahunnbiuygpli olyunw-
Ueppli’ anpétind 71,75 wunnywn (Umin 146 qnyq LUnily&Eminpin) (nG'u
uy.5.7):

Fhuwnnbiibph b uwyhwnwlniglbnh wyuwhuh hwduyghpp ppndw-
wmhup hhduwlwl quwenigdwépuyphli dhwinpli £, npp U Ynggmd F
UnclyGnund: Yu(3-h wju hwwnydwdubpp, npnup Yywuwnwd GU uncybn-
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undubpp JhJjwug, yngdnd GU gpabybpughl. ‘'nwup dhohu hwoyny
pwnywguwé Bu 60 gnijg unLyGninhnhg:

n§ hhuwnnuwjhlu
hhuwnl H1 7 uyhwnwlynigubn

UY.5. 7. UnilyEnundh Udnnbyp:

H1 hhuwnnblb&pp Jhwunotd GU YUl3-h  JhounityGnundwjhl
hwwndwdéubpnid (uthGyuGputpnud), ypnud G phudnpdwghw L wju
hwwndwdubpp wwwnwwunwd UntyGwqwutph wqnbgnie)nluhg:

Shuwnnultpnd |hghuph W wpghuhuh éwjpwjhtu wJdhUwhudpGpp
Ywpnn BU wgbwnhiwgyti, $nudnphiwgyti, dbrhiwgdtl Ywd thntu-
wantl ng hhunnuwjhu uyhwwynigubph (on.' niphpyhwinphuh) hGwn:
Wjuwhuh Unnhdhughwltnp Ywpnn GU [hUb] nwpatih Jwd ng nwp-
461h W thnputl hhuinnuluBph thgpu nL ynudhgnipwghwl, npu wgnnud
E husgwtGu hhunnu-hhuwnnu, wjuwbu £ Yufd-hhunnlu thnfuwqnbgnt-
rincuubpp Jpw: Unnhdhywghwlutph hwdwp wwwnwuppwluwwnne
dtpdGunutph wywnmhdnientup Ywpgwynpdnud £ b ywjdwlwynn-
Jwd E pgowihu ghyth thniny:

Ng hhunnnbiughli uwyhwnwlynigbpp: Entluwphnunubph Ynph-
gnid wl hwpyntpwydnp tnwpptbnp Y6 ywwnn ng hhunnuwjhu uwh-
wnwynigubn, npnughg jnLpwpwlgnipp Wwwnwupuwuwwnne £ Yufa-h
npn2wyh uncyGninhnwihu  hwonpnwywuniejwtu hwdwn (“2UE-H
uwyptbn). Yju fudphg BU uwje-uytghdhy uwyhwnwynigubph puwnw-
Uhputpp, npnug Ywnnigwépnid wnyw GU untwyGptpypnpnwihu Yuw-
nnigwéputphg «ghuyh Jwuwhyutpp» (ntu LY.5.8): UJGU «ghuyh
dwuwnhy» dwbwgnd £ npnpwyh hwundwéd, npp ywgdwéd £ 5 uncy-
LGnunhnwjhu gnighg: Wuwhuh uwhwwynigubphg Gu pwpdn swp-
dntiwlynypywdpe  odingywé uwhwnwlynigbpp (HMG, wlq. high
mobility gel proteins), nnnug punpn? £ |hgpwynpwéd wuhUw-
prNLUGPHh U6 pwlUwyniejniup, thnpp JniGyniywp quwugywép
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(30kD-hg  wwlwu): Ng hhunnUwjhu
uwhwnwynigubphg U bwl nGwhyw-
ghwjh, nEywpwghwjh W npwluynphw-
ghwjh $GpuEunLGQ:

UY.5.8. 2r-luwwynn ng

hhuwnnliuypli uwyhuinwlynigh Guenigdwépn
(«Zn-h dwinphly»):

WjuntwdGuwjuhy, Entuphnunutph dhinnpnunphnwdutbph nhpn-
undubpp, h mwppGpnie|ntu ghnnwwqdwinud Gnwéd nhpnundubph,
Jwnnigwépny Udwl GU wypnywphnuubph nhpnundUtGphl, niuwnhp
hwjwlwywuntpjntt  Yw, np nbnwdhengn Ywpnn £ puysdbg
Jdhwinnpnunphnidubph nhpnundutGph whuwwnwupn:

Uhwunpnunphnudubph nu ypnwphnunuGph $GpdGunubph L
unLy|Ghbwepreniubph dhol Udwunipjniup hbwpwynpnipiniu £ iyt
Gupwnptint, np JhwnnpnunphnuduGpp wpnywphnwnwihu  dwagnud
nLUEGU, np iG] GU uhdphngh JGe bwhuwkEnLtywnphnunhy peheubnh htwn:

Unwpwnndwé fulinph wwnwufuwlp.

Jwlhwphninhyubnh b wy pwlnbppwuvwywl nEnwdh-
gnglubph plunpnnuwlywl wqnbgnyynilp wuydwliwynpnywé F
Lpwlny, np  pGuypyuwghuyhl,  wnpwbulgphyghuyhli - U
wnnwluywghuyhll dwuliwlgnn vwypinwlynigbbpn U Unily G-
hlwyppnilbnn wynpnljwuphminbbnh nt Entyunpninlibnh nbw-
pncd inwppbn GU: Uyuwbu wypnljuphminbibnh nhpnundubpp
wnwnppbpynid EU Entywuphninubph nhpnundlbnhg, b nknkpp,
npnlip wwdnid EU wpnlwnphninubph nhpnundubphl, fuliw-
dwlygnipynili gntl Entyunpninbibph phpnundlbnh Ujwan-
dwdp:
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Fuwingln « UNTYLEPLURRNILEY EA UNIYLENNPNSEALULE Y
p&Uwh Ynwebtnywy

1. N°n wgnwnwjhu hhdpp snitup YGnn-Gunp lnwnuinndGpubn:

2. UnwyGiwagniup pwuh® ypninnu wpnn £ wnw ATP-U:

3. Bwup® hwugntg ntuh nmpwluwnpunwihu NULE-U, Nnu £ npwlghg
jnLpwpwugniph $nLuyghwu (gnpdwnnijrp):

4. Qunpqwdh ywunuubpp yGpwpbtpnid GU wpnnp NLIG-UGNhU:

5. Bwup® 3-5 dnudnnhbebpwihu Juww Yw 20 uncyGnunhnubnhg
Ywqudwéd onpwjnLy:

6. Pooh YUnphah npwdwaghép 2 UhypndtGwnn E: Yufa-uU, nph Gpywpnt-
pjnLtUp hwulund E uwuwnmhdGwnph, husgwyG°u £ nnGnwydnpynid Ynnh-
qntu:
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5. 2. nGMLhUUSKU

Jwpg-fulinfin.

Sy hhdwunh nEypnid wiuninnpnpdby £ d6nppt-
nngh hdntll whpwdwmwpnyyywl hwdwpiinwlbfpy (AIDS,
CIIH): Pnidnn pdhplyp Lpwlhwlytby £ vhuyll U206 (wqhnn-
nhnbopuppfrdpnpl): ULy wy pdh2ly funphmipn £ wndby plb-
nmul bwle wy n&n&p, wyn pdmd U20-h Udwl wq-
nbgnipynill ntbgnn nEnwdheng: Unpmynp Lwywwnwlwhwn-
vw'n F idwlhwinpw wanbgnupynli ntibgnn 2 nknwidhigng-
Uueph Wpwlwlymdp: Gpbk wn, www hlusnt dhuyl U206
lpwlhwlybp pdoywlwlr ufuwy E:

Opqwuhqunud uwhwnwyniguph wnwelbwjhu Ywnnigywoph
dwuhU nne hubnpdwghwl wdthnhywd £ Yofd-nud® wnwlubdhlu gqb-
utph dwny: YEA-h Ywagunid Uncty Gninhnutph hwenpnwywuntejniup
wWwwnwhwywl ¢E, wnwbu £ ynnwynpywsé gtubnhy hudbnpdwghw:

Entjwphnunhy pgholutpnid qGutwnhy hudnpdwghwih ynpnnp
ynphgnud inGnwywjwé Yule-u £: Uh pwuh uyhwnwynig Yynnwynp-
gnud £ Jhuinnpnunphw| YUufe-h ynnuhg: Iwjwnuh £, np Gt dwpnnt
qtundp Juwquwé £ 20 000 gGuhg, www npwlughg Jvhwju Gpynt
nwuljwyu £ wdthnthywé vhinnpnunphw Yufle-nid:

Rwdwbdwju  dniGynigwn  YGUuwpwuniejwl  YEunpnuwywl
uygpniuph® Aia-h dnityncth ypw hwdwpdnid £ Yuf@-h unp Unib-
ynip Yywd JNu@-h dniynep, wjunthGnle dNULG-h ypw ghinnwywq-
Jwjnud hwdwpyned Euwyhnwynigh dniGynep:

Usfuwgpliph, swpwbph, wdhliwppnilbph b npwlg
wowlguylbph uwemgdwdépn wuydwlwynpywé F hw-
Uwwwwnwufuwll  epdElnltbnh wehuympwdpe: Un
wuwwndwneny qbuEwnply hudnpdwghwl vwyinwlynigbbnh
wrweluyhll fwnnigyuwopl E:

2w upuGdwwnhynptUu Ywpbh Eubpywjwgub] hbinwjw) Yepw®
MW — NuEr — uwyhunwlyntg
(L wju wwpq upubdwl wdpnnenyhu pwgwwpnid £ pponcd
wwwpynn gtubinhy pudnpdwghwih wwhwwudwl W ogunnwagnnd-
Jwl wpngtbuutpp, wjuntwdtGUwjuhy hwjnuph Bu nbwpbp, Gpp
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huwhuinynd £ uygpniupnid Upwé hbppwywunieintup: Ophuwy’
nure wwpniiwlnn dphpniubbpmd huynbiwpbnyly F hEnwnuwnd
wnpwlhulhphyunwqu HEpdELnn, nnp Jhpnwuh NULEG-U inhpny peoniLd
JGpwoénwd £ Yule-h: LUdwl yhpneulGpp Yngnwd GU e&wnpndppniulibn:

IUl3-u, NLME-U L uyhwnwynigubpp YGLUUWpWUWHwWL Jwypn-
dniGynLutp Gu, npnug dnundbpubpp pwluwyp hwuunwd £ Jph pwlh-
uhg Uhugl 108, L npwug uhbprtgh dwdwlwly wlugwd UGy dnundtph
thnpjuwppunudp  Jjntund Ywpnn £ wnwowgub] wlbgwulwih hG-
inlwlputp® Untlnwghwubn: Afwgh npwuhg, ywpwnp £ bwl Jwypn-
UniGyniitiph uhUptgh pwpan wpwaniejntup pehenp Yhuytine dw-
dwlwy: Pwpép wpwanipjwl b d2gnpnniejwl ywhwlusubnp pwyw-
pwpyned GU Jwwnphgwjhu upurtgh 2unphpy:

NGwhywghwl, mnpwuuynhwyghwu b mpwuuyjwghwlu wwwhn-
Jdnud U JwypndniGyncubph upuptgp dwwnnphgwh ypw:

NGy hyjwghwli We-h puplwypyiwwwnlymdl F S
Qwagmd: NGEuyhlwghuyh wpynmlipmd wewpwlnid EU
Wie-h 2 Gplpnpwlbn:

Snwluulhyphwyghwl Ynphgned hudnpndwghnli NLE-H
uplpbql F 2e-h huindwéh ynuw:

Snwluywghwll  ghunnwwqduynid  hudnpndwghnl
nuer-h Ynw uyhnwlnigh dniEynyph hwygwpnid £ np-
pnundubnph b thnNLR-UEpH Jwuliwlgnipywdp:

Ujn ynpngbuutpp hptug hGpphu pupwuntd Gu 3 thnyny® Abp-
ghwghuyny, binbquighuwyny b inbpdhliwguyny:

Yu 3 wypngbuliiphg hthghwghuyh thnyymd depdtunp Yup-
qwynphg uyphwnwynigubpp htn Ywagunid E hwdwihp, dwlwgnid
uhuptgh uygqpuwynpdwl hwnydwédp W uyunid Unp 2npwih uhbprtgp
dnundbpubphg: ULnp dJnundGpluGpp, puwn YndwGUGUnwpniEjwU
uygpnituph, EuGpghwjh dwhuuny hwywpynid U hhu 2npwjh’ Jwwn-
nhgwjh ynw:

Uuwinphguyhli uplipbqh tpypnpn’ Einbqughwyp thnuyned, ypn-
rwlU Gpywpnwd £ Jwwnphgwjhu upuptql hpwywuwglnn $EpULU-
wnny, hwuunwd b dwlwgnud £ upuptgh wjwpundwl hwnywén:
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Gy Ybnpopli’ inkpdpliughuyp thnymd, tpdtunwihu hwdwih-
np wuswwnynid £ Jwwinphgwjhg b wgww wpbéwynid Unp uhlupbq-
Jwd JwypndniGyncih 2npwl:

Uwpnnt Y0M6-U wywpnibwynwd E 108 gntjg uncyGnunhnutp,
npnup, pwqUwehy wuqwd ywpnipytbiny W Jhwbwiny uwyhwnwynrg-
utbpphu, Yywagunwd U ppndnundutph ppndwwnhup: Nwunh nGwhyw-
ghwjh hwdwn wUhpwdtywn £ ny Jhwju wpnwywpg J6é6 wpwagnt-
rinLtl, JG& d2gpninipynit, wjlk wuduwu wwwwwpnipnd: YUl6-h
gGpwwnnyputpp Wu wbwnp £ pwunytl, pwgh nhwuhg MYLE-h Gpynt
onpwutnp nbw[hUwgthh dwdwlwy wytwp £ wupwwnytu hpwphg L

= wwunwwuybu Ynphquwjhu uncybw-
quwutphg (Uy.5.9).

U4.5.9. 3Gnwpunuuqupp  2UE-h
uwdwll wnrwewgmd E wwpnypbbn U
qgtpwwnnynplbn: Ui Gpnhyniull £ nbw-
Ihqughuyh dwdwlwly wewnp £ pwlnp-
y&u:

Wju wdGul wwwhnyynd £ wju hwugwdwlph 2unphhy, np
nGwhywghwu hpwywuwgyntd E ng Jhwju Yufd wnhdGpwquwyih
ynnuhg, npp wudhpwywunptu hwywpnwd £ Uunp 2npwl, wjlt Jh
cwnpp wjl dGpdGunutph b uyhwnwynigubph dwulwygnipjwdp:
JYbnehuutphg GU*

1. UID innwnhgndbinwqud,

2. hG hlhwaqu,

3. SSB uuwfnwlnign,

4. wnuwydwqud,

5. wnwydbn JGnwaglnn L thnfuwun&ln 100 uhlpbignn panibiwn,

6. /D |hququl:

MUMe-h nGwhywghwu pwpn wypngtbu k£, UGpwnnud £ Jh pwUhp
thnetp: Unwehu thnind uwwmwpynud £ Yole-h wwwwywpnipnidp,
wlsunnnedp uwyhinwlyniglbnhg, Gphyne pnpwlbnh wrwlbdlwgnidp
hnwnhg U nEuihluighnli wnwpwlh wnwpwgnidp:

322




NGuhywghuyph dwdwliwly dunnwlwl UE-h Jni-
nwpwlynmn npw Swnuynid b npwbu dwwnphgw Unp
MWr-h uplpbgh hwdwnp: Upyniipnid wrwswgwd 2
MWr-Ubph onpwlbnhg UEyp dunnwlhwl E-hg £ huly
imup' Unp  uplpbqyué: Uw  Unsgmd F o uplpbgh
Yhuwlynbubpyuinpy Enwliwly:

Unwshli $EpdElinp’ nnnynphgndbmuwquwl, Jtpnwgund £ wjl
qGpwwpniputpp, npnup wnwwund GU dUUwWU nwly' pnpwih Jh
dwuh wywwwpnipdwl dwdwuwy: Ynpbind Gpywwnpnypp® $bp-
JGuwinp hbwpwdnpnipjnitu £ wnwihu Gpyywpnyphu G wnndGine 64
unphg «ywpnud» £ wjl:

Yule3-h Gpywwpnyph wwwwwnnipndp b 2npwutph wnwlb-
Uwgnudp UhJjwughg hpwywlwgunid £ hwenpn $GpdGunp’® hGhlyw-
qul (helix - wlqgy. wwpnyn): Yola-h Gny-
wwpnypp  §ninwynpdwl hwnydwénud
Yngyned £ nGwyhywghnu Gnwu (LY. 5.10).

UY.5.10.36ihqwqu SEpdGElnnp
pwlnnd F wwpnypp:

Lwuntind Gpywwnpnypp' hGhywqwu Qwpdynd £ Yufe-h
Enywjupny: Npwbugh wnwudlwgywd nrwutpp syuwuytbu (spwy)-
pwjytu uncytwqwutpny, sywnnipybUu Ywd Unphg hpwp sdhwuwl),
npwug Jhwuntd GU hwwnnty yw2wnwwunn uwyhwnwynigubn, npnup

Ungunid Gu SSB (single strand binding' wlgqy.
UGl pnpw qwwnn) uyhunwlyniglbn (LY. 5.11).

UY.5.11. Ssb-uwhunwlnigp fungpinminncd
F pwlindwé tphywwnpnyph 2npwlbibph

hGwnwwpmpnidp:

UnwyehU thnintd wnwudlbwgwd 2npw-
utpp wwunpwuwn GU Swnwjbint npwbu dwnpphgw WR-uynhdbnw-
quyh hwdwpn: Uwywju wju tpdtunntu ntuh npn2 wnwludUwhwn-
ynrpjniuutbn: Lwpu bW wnwye 2UR-ymhdGmuqul sh Jupnn uljuby
unp pnpw uplyppbgly, Wl Jhwju Gpwpwgunwd £ wpntBU gnjnienLu
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nLutgnn gnpewl: Uin wwwndwnny bwpu upupbqynid £ 2nprwjh uyhgp
swnwinn wpuydbpp (U6pwl), npn NRULR-H thnpn hwnywdé F (5-50
uncly Gninpn): Mnwydtpn uplpbqynid F ypuydwqu $EpdElinny, huy
TUl3-h upbpetghg hGwnn hGnwgynid E: Entuwphnunubph nGwpnid
wnwjdtph upbupetgp unwudunid £ Y6 ynhdGpwqw a-u (UY.5.12).

UY. 5. 12. Mpuydwquill uplipbgnud F Qund hwandwolibn'
wynpuydbnplibn:

Yol-yn hdGpwqw dGpdGunh hwonpn wnwudUwhwunynt-
pntUl wju E, nn uhUupbqp huwpwynp £t Jhwju 5-~éuypphg nbwyph 3~
owyn mnnnyyywdp (UY.5.13).

UY.5. 13. MWr-ymhdbpnwqul dhwglined F
NTP-tnp (UnilyEninpninphdnuduwinlibnm)
Gplywinnn 2npuyhl:

Bwuh np 2npwlutpp hwywqgnigwhtn Gu, wjuhupl® JGyh
ninnywéniejniup 5°-3° £, huly Jjnwupup® 3-5, nwunnh Jh 2npwjnid
uhuprtql pUpwUnwd t r&uyhlwghnli Gnwlp ninnnupywde U wl-
plunhunn £, huy Jjnwu 2npwinud pupwunwd £t Awlwnwly ninnnipywde
U hwwndwé wr hwndwé: Unwehl onpwl nsgdgmd F Jupnn Qud
wnwglinpnnn z2npw, hulj Gphypnpnp’ Gnn duwgnn Jud Ephpnpnwypl
2npew: spynnpnwjhu onpwjnud uhuptgynn “Yufe-h hwuwnydwélbpp
yngdnud GU Ohqwquiyph $nwagdtlunlibn: Unpnjniupnud Gt Jwnpnn
onpw)ntd upurbgynid £ Jhwjb JGY wypwjdtp, www Gpypnpnwihu
2nprwjh Jpw uhtptqynid GU pwquwpehy wpwjdtpubn, npnup
uyqpuwynpnd Gu 100-200 uncylGninhnubpn wwpnibwynn OYwquw-
Uhh $pwagdtunutpp (LY. 5.14).
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UY. 5. 14. 2e-ymhdbpwqul hEnwglnid F wypnuydbphl
hwdwwwnwufuwl WE-h hwwngwdny (nwglinud:

YU yn hdGpwqwl YndwGuGUnwnpnipjwl uyqpniupny pluwn-
pnud £ hwdwwwwnwuhuwl nbqopuhuncyGninhninphdnudpwn, nphg
whpndnudbwunl wuyswwnynid £, W nGqopuhuntyGninhnunundnudpw-
np Jhwunwd 2npwjh 3-6wjphlu: Gpp YU6-h 2npwlu hwjwpywé E,
wpwjdGpuGpp hGnwgdnwd Gu, npwug thnpuwptl hwdwpynid Gu
nGgopuhUntyGninpndnudwintitn L h ytpegn Olwqwyphh dpwg-
JdGunutGpp  Jhwunwd Gu Jpdjwlug U@ [hguqw  dLpdGunnny
Ly.5.15).

UY. 5.15. Lhququl dhwglincd F Oqwquiihh $nwaedblunlibpnp:

dwpnn 2npuynid We-h uplpbqp wlpunhww E,
phuly Ephypnpnuypli pnpuyncd pinhwwnnidubpny F' hunn-
Yywoé wr hwndwéd: Uu hwngwolbpp Ynsgdnd U Olw-
quiyhh dnwaqdtlunlibn: Uplpbtqll plpwlnid £ hwlhwrwl
nmunnnuyyniulibpny, pwbph np WER-h 2npwlbnp hwlw-
gniquhbn EU (inku Ul. 5. 16):
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brqarnmMrrg3rb C1PL
» 3

SSB
uujhsurlruybbp

NLP upuplbp Olunpuulghp hwsy.

TLP upn ol bpungu
- : 5
L ___ %

I 5

arni1 1Py

Ul.5. 16. Olnnwlwl 2E-U' npwybu dwwnphgw
Lnp 2npuwyh uplpbqh hwdwn:

unp onpewih uhUupbgh dwdwlbwly wdpnnenyhlU hunLtuwthb
upuwjutphg wuhbwp E: EnctyuwphnunutGph nGwpnid Unp 2nrwih
10.000.000 uncyGnnhnutphg JGyp upuwl £ (hunwd U sh hwdwww-
nwupuwund dwwnphgwjhtu 2npwih uncyGninhnhb: Upuwih hwyw-
Uwywunteintup uwgnwd E Jpusl 1:1 000 000 000-h* punphhy
unnipehnplgh: W wymhdbpuwqul nbuyipyughuyh depghl int-
md ppwlwliwgbined £ wenmedrpnhlig, nnh nGwpnud unnigynid Gl
hphl U Uunp pnpwlbph UnulyGninpnbbnh hwdwwuwwnwufuwbnegginilip
W uppunh nEwpnid’ ninnyned (in&'u Uly. 5. 17):

Entywphnuinubph pgencd gnjniejnitu ntlGU Yuld wynhdGpwqu-
Jh Uh pwlh nGuwyutp: Yue-h nbwhywghw)h dwdwuwy gfuwynn
nGpp ywuwnwpnud BU o- W 8-l wynhdGpwquwubpp. wnwehup uhu-
rGand £ NUER-wypwjdbpp L wydGiwgund Yufa-h thnpphy hwnywé,
huy Gpypnpnp gluwydnp Yufe uhuretgnn wnihdGpwquwu E: Entyw-
nhnwnutph Yie-wnhdGpwqwu 20 wugwd wybh nwunwn £ hwyw-
pnid 2npwl, pwl ypnywphnunuGphup, pwuh np jwwnwpnud £ bwl
uncyGnunnhnwjhu gnigbph unnwgnd® wenedrhnhliq:
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5 T—T—T—G"p‘k
9° C—L—T—I!T—G—A 5
uhuw)  qnijgp
w qbl[w gniu

ot
5 G—T—A—G~" 3

]

3 C—A—T—C—G—4h §H
Lunmfblnhnhllq

5 t.:—T—Jﬂt—G/Q"ta 3
% I S R
Ghpwn qnLqh UG.5.17. Uwnntqymd & hpli 4 Unp
w thll_ug nwd anpwlbtnh UnilyGninpnlbnh hwdwwuwnwu-
fuwlbnyayncip U ufuuygph nEwypned’ nupndnd
o (wynnepufufi):

(o

&
]
)
-
;
|
@
I
x]

\
W

Uwywju Entywpphnunutbph ntwhyw-
ghwUu wydwnpwyned £ wybh 2nn, pwup np
l MWire-h nbuhlwghwli uyuynd £ ppndn-
undlbph pwqdwphy hwndwdslbnnid dhw-

nbwhjughwjh _
>upnibwynipyntl dwdwlwly: 3nipwpwlgnip UJJIrMhUh hwwn-
Jwé yngnid £ n&uyplynl (in&u Uy 5.18).
b e = i
|
|
e .
LY. 5. 18. Ny hynlilibph B
wnwpwgndp nbuhywghuwyf }
plpwgpnid: =

NGwhynuutGpnd Yufe onpwjh upbrtgp Ywwwpynwd £ Jhd-
jwug hGwn puhunn hwdwéawjubgywé, npp Ywplnp £ peeh Jhuinnunhy
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ghyh ywunuwynp pupwgph hwdwn: S thnih wdwpwnhu Yufe-h
uhlupbtqp wtwp £ wjwpnwd (huh: UnnpnhbwghwU Ywwnwnpynwd £
ghtypulibn Ynsynn uwhwnwynigubpny, npnup upuprbqynd GU p
Wwwnwupiwl wpunwphlu gnpénuh (wéh gnpénultn, hnpdnuutp):

UnynLuwy 1.
Entywphninbbnh MW ymhdGnwqulbnh inGuwlubnn
W1o-
wniput- a B y o &
nwqulbp
wnknuw-

yuymap | Unnha | Unnha | PORRY | yanha | yanha

nGuww-
nbpp Uﬂﬂﬂfﬁ{f Eﬁ*‘gﬂ?” nbwih- | pbwth- | nbww-
w w w w w w
otq J6nh Yuwgh Yuwgh nuwgh

uhUptq

YUle-h Jwpnn 2npwih 5-6wjpnd uhuptqwéd wpwjdtp NLIG-U
sh JGpwihnpugnid YU hwwnydwdh: Nunh jnLpwpwugnip ntwh-
wghwjh dwdwuwly Yufe-U Ywpdwlund £ Jdnn 300 uniyGnunhn-
uGnnd. pndnundlbnh unéwgnn hwwnygwén Yngynmd F inbindbp L
wwpntbwynd £ Jhwludwl hwenpnwlywuniejntt® GGGTTA: Uju
Gpnyeny £ pwgwwnpynd wjlu, np undwwnhy pghoutpp Ywnpnn Gu
pwdwuyt] Jhwju 50 wugwd RG)dhyh gnigwlh), pwuh np ppnun-
undutpp npwuhg hGwnn Ynpgunwd GU nEndGpwihu hwwnywdubpp:
Uw é6pwgdwl dEfuwlbihquubnhg J64U F: Uhwu vErwlwl, gnnnt-
buypl L npn2 wyl poholtp Ywpnn GUu wlbybpe pwdwlytb, pwluh np
nLuGU hwinncly inbEindpnwqu $&pdtinn, nnp Jopwywuqunwd £ wéyn-
uUGpuyhly hwindwolbpp: Punglybnuyhli pgheotibpp Lu niubl inbindt-
nwquw $EpdEln U ntlily 6 wlnbng pwdwlbyne:

328



Unwgswnnywd fulinnh wuninwufuwlp.

2hU3 wnwowglinn UbA Yhpmiup rEwnpnydppniu £,
uyuplipli’ NUER wwpmliwlynn yppneu £, nph NUR-U poonid
hGwnwnwnd mpwbugphyinwquw $epndElinny JEpwoynid F
MWrr-h: U20-U n-phdhnpudnudwnp wluyngll F U
pulgnid F hGunwnund wnmpwlbuphyunwqu  pGpdGlnp:
Uwluyll pwlih np hbinwnwnd inpwluyphyunwqul gnilup
wenipohnhlquyhll  whmhdnipyml, www  uhlipbqynn
MWre-nd ufuunybpp punn Elu, hinlbwpwn dnuinwghwlbph
hwowpuwlwlnyyntip pwin  pwupdn F U hGunwnwnpd
unpwlhulyphyunwqu - bpdbnp,  wpwq  hninfudbyng,
Ynpgunmid F qquyniunygyniip U20-h Uyuwindwdp: Munp
hyuwinwlwhwndwn F dhwdwdwliwl pwlwlyby dh pwlip
nEnwdhgnglibn, pin npned, funphnipn £ wnpdned hwdw-
wnbnty hGnwnwnd npwlhulgphyunwquyp dh pwbh hluhp-
phinnplbn:

Jwngbn «RENLPYUSHU»
p&Uwh YnwebEnywy

1. P°Ugny E nmwpptpynud YWEB-wynhdGpwquwih untpuinpwwnp Jwn-
nhgwjhg U wpwjutphg:

2. b ELpwluwynd punhwwn nGwyhjwghw:

3. hugn’y GU nwppbGpdnd ypwjdwqwu b Yofe-ynhdGpwquwu: N°np
dtpdGunu £ Entupphnunnubph nGwpnd Gpynt wynhdnipjudp £
oduinywé:

4. busn°L EnLuphnunutGpu ntuBU 5 mwppbp Yu-wn hdGpwgquwutn:
5. husn° ynpnwphnwnubph nGwpnid syw nGindGpwqu:

6. husn’L nGwyhjwghwu Jdwpnnt nGwpnwd wytih phy dwdwuwy E
huinid, pwu pwywintphwjh nGwpntd:
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5.3. UNISUShULG GJd NGMUrusShdy 3uvuvyurac

Fwipg-fulinhp.

3 wmwunpbhwl  GpEuugh  dwpypli  hwswpwlp
humd EU pownkp, uwynywéplibn' wplh swrwquyplbpnh
wanbgnyywdp: Ufuinnpnpdly £ whedtlnuyhli pubpn-
npdpw qEUEplY hhdwlnnipiniup: N'pl F wplp dw-
nrwaquyplbnh Ujwwndwde qquynilniyywll wwndwnep:
hUs Junwlbquynn hEnbuwliplbph qupnnp F hwlgbglty
gy hhdwlinniaynilip:

dwdwlwyh pupwgpnid wnnwpptn wagnptuhy gnpénulbph wq-
ntgnipjwdp huwpwynn £ Yi@-h uncyGninpnubph Juwunwd, Yuw-
nnigwéph thnhnpuniejnil, ophuwy’ wniphuwjhU hhdph wupw-
innwd, wnGuhuh nGqudhtuwgnid, 2 rphdhbwjhu duwgnpnutph Jhw-
gnud ywd E uncyGninhnutph Jdheolt hwdbGpyw| YwwbGph gnjugnud
(Ly.5.19).

UY.5.19. Ugntupy gnpénliibnh wqnbgnipywdpe 2UE-H
UunilyEninpnlubnh Jlnwunedp:

UGy opw pupwgpnid pegnid 5.000-10.000 wuqwu Jwwnwp-
Jgnud £ nGwynippbwghw W dnnwynpwwtu 100 wuqwd ntquuhUw-
gnid: huntuuhy dwnwagw)pdwl dcwdwuwy Gpynt hwplwlu phuhu-
ubp wnwewgunwd U phdpuwjplu nhdGputbp, npp ndwpwgunwd E
2Ul3-h nGwyphjwghwl W nnpwuuyphwghwl: hdhuwjhu nhdGputph
wnwowgdwl hwéwhunipintup ywjdwuwynpywd £ niypinpwdwunt-
2wlwantu dwnwquwjrutph hunGuuhynipjwdp:

NUl3-h upuwiutp Ywpnn GU Yninnwydtbl bwl nGwyhywghwjh
dwdwuwy, Gpp wyGwgynud £ ng yndwGdGUnnwn uncyGninhn upu-
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rGqynn 2newjht (nt'u Uuy.5.20): Wu wdbup Ywpnn £ hwlugbgub|
dniinwghwubph wnwowgdwtu W wuqwd peeh dwhdwl: Ldwl
nGwptnpnd Yula-h UniGynip ywpnn £ yGpwywuquyt) nEwywpwghnu
hwdwywnpgny: NGEwywpwghnu JGhuwuhquuGpp hhdujwé Gu wjl
pwuh Jpw, np Yie-h dniGynp wwpnibwynwd £ 2 YndwGUEUIwn
onpwutn: UGyh Juwunwdp Ywpnn £ 4Gpwlwuqlyt] djntuph hhdwu
Jpw: NGwwpwghwih dwdwlwy Juwujwé Ywd upuw] hwwpywd
hwwndwép yunpgned, hGnwgynwd £, bW npw thnpuwptl squwudwéd
onerwih Jypw hwdwpynid E Unpp: Npn2 nGwptpnud hGnwgynid E
upuw wagnunwjhu hpdpp W thnpuwphuynid hwdwwwuwnwupuwl hhd-
pny' wnwug nbgopuhnhpngdnudwinwiht Ydwhph hGnwgdwl:
Fwgh npwuhg, jwu nGywnpwghnu $GpdGUnUEn, npnup yGpwgunwd
Gu phuhUwjhUu nhdGpuGpp: b wnwpptGpnieinltt npn wjp YGunwuh
ongqwuhquutph® YwprlUwuntuutph rphdhuwjhu nhdGputph yGpwg-
Jwl dGpdGUnwihu hwdwywpah wyunhdnieintup pwywpwnp sk,
ntunnh  ninpwdwunwywagnyu  dwnwagwjrUtph  swihhg wybih
hunmGuuhyncpjntup  fupunn Junwlbgwynp £, hwwnlywwbu dJwyh
hynLujwéputph hwdwn.

YLio-h Juwunwdp

) <> 3
L1l

3 5
llULUUl[UJﬁ'l/hLUU’Il[LUfIh

hGnwgnud
IIIIIIIIIIII 1 IIIIIIIIIII

pwgywd | mnbEnnud Unp
hwindwsh | uhlpbq

T T ey (JTITTTIT T

uhbpbtqgh | wywpun

znpwjh Jp ey UY.5.20. 2B-p ufuwh

T T TTITTTTIT 0T mnnmd (ebywnughw):

UjnLtu Yynnuhg nipinpwdwunwywantu dwnwagwjrutpu nlutu
pwywntphwuwwl wagnbgniejntu W yppwnyntd GU yhpwpnidwywu
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nL wj] gnpshputph Juwuwqbpédwu hwdwp: dwnwqw)enidhg hb-
nn pwywntGphwubpp Yynpgunwd Gu YGUuntbwyniejntup® YuME-h Yuw-
nnigywoéph pwqUwehy uwhunnuwdutGph wnwewgdwUu hGinlwlpny:

5.3. 1. Unfsushuyver

Quwjwéd wnnidnhnhugh W nEwwpwghnu hwdwywpqgbph gn-
jnLEejwun® Yule-h uppwutGph Jh Jwup, wjuntwdtGuwjupy, sh yGpwg-
dnud: Hwlup bwywuwnnud GU dntinwghwubph wnwwgdwup: Ywe-
UwuntuutGph hGnnGwyhywwnhy 1000 uppwihg JGyp sh ninnynd W
nwnuntd £ Untinwghw:

Anpnowyh hwtwhuniejwdp dniinwghwubpu nluGu EYnynighnu
JGé ntp, pwuh np Jwpnn GU UwwuwnbGl Unp hwwnynienLultnh
wnwowgdwl: Ntunh Gret wnwudhl opgwuhguh hwdwnp wju Ywpnn
E pwgwuwwl Lpwlwynientlu nLuEUW|, www punhwlnip nGuwyh
hwdwnp Ywnpnn E npwywl wqnbgnieintu ntuGuw: Quhupu' dninw-
ghwutph npn2wyh hwéwhpiwwuntentul wupuntuwthtGih £ W niup
YEUuwpwlwlwl LVywlwynip)ntl, uwlwju U6é hwdwhiwlywlnt-
pINLUp pwgwndéwly pwgwuwywl Lpwlwynieintu nLuh:

UnLtinwghwutpp yunwbgwdnp GU b Ywpnn GU hwuqbgub| pooh
dniuyghwutbph puwpwpdwu, pgeh dGpwgdwu Ywd wlqwd pooh
Jwhywu: RPeoh JGpwoybip pwngybnwjhu pgoh Uniinwghwlbph
Juwnwuqwynp hGinlwupubphg E:

Unuinwghwlibnh inbuwllibphg EU'’

1. thnpjuwphUunwdp® uncyGninhnh thnpuwphunwdp wyp uncytn-
inhnny,

2. nbGlGghwu® uncty Gninhnh nnipu puyutp,

3. huuGpghwu' hwytywy unLyGninhnh uGpnpnudp,

4. huyGpupwtu® uncyGnunnpnwihtu Jp hwwndwdh wnynwdp W
Jhwgnidp hwywnwy ynnutpny:

Gpt unitlyGninpnuyhli hwgnpnwlwlnipintip hwdG-
UwwnbElp Lbwpwnwunypywl UG wnwnrbph hwenpnwlw-
Unipywll hbwn, wwyw dniinwghwlbph tnGuwlylbpp Yunpbih
E Uywnwanb hinlywy opphlinuljubnny.
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Do bwwnwuncpiniln.

Unwyninn  Ep, Upwpwwmjwlt  nuwounwywiph  jntuwwwibwn
wnwynwnubphg Ukyn:

Pnfuwnphlincd

UnwynQ Ep, Upwpwunjwlt  nuwonwdwiph  nruwwwidwn
wnwynwnubphg Utyn:

M bghw

Unwyn En, Upwpwwnjwl nw2wnmwywinh [nLuwwwjbwn
wnwynwnubphg Utyn:

hlubnghw

UnwynQ wkp, Upwpwuwjw  unwounwydwip  hpntuwwwibw
nwnwynwnubtph qutyn:

hluybpuhw

:2Yy6U ghpEunnjwnrw nwéjwwwunt] hpjwydwwmown bwjnmwpwpl,
ptE mnjuwnU

Mwnpqyb] £, np mwpptp yGunwuhutbph Yywuph nlnnnieinLup
Jwuwdp ywjdwluwynnpnwé £ nGywpwghnu $tpdGunnutph wywnp-
Jnipjwdp: Nppwl wywnhy G nEywpwwnhy $EpdGunutpp, wjupwu
nwunwn U yntinwyynd Hule-h Untinwghwubpp, hEnbwwbu hyniu-
Jwéplubpp nwunwn Gu éGpwunwd: Gpuwdbhynid wwunybpywd £ nnwin-
pGn yGunwuhutph Yywuph wnwdbGiwagnyu nbnnnipjwl Yuwhujwont-
rINLUp nEwwpwwnhy $EpdEunuGph wynphynie)nLupg:

100

10

Ljuiliph tniGennne@ncl

TMLe-h nEwywpwwnhy pEpdEUm - —
uEph wywmhynipynilp:
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NEwwpwghnu hwdwlwnpgh wynhynipintup Ywnplnp nGnp nLunp
pwngytnp YwupuGint hwnpgnud: Reoh Yhunwdp Ywpqwynpnid Gu Jh
2wpp qbutp, npnup Lwwuwnnd Ywd dupnud GU Jhwnngp: “Ypwlg
dntinwghwubpp ppwpunned GU pooh pwdwludwl puwywunl wpguw-
Unpdwl plupwgpp U Ywpnn BU Uywuwnbl pwngytnuwihtu pgheltnh
wnwewgdwlp: Nunh ntywpwghnu hwdwlwpgp JG6 ntp niuh
pwngytnh Ywuhudwl gnpéplpwgnLy:

Lwngytnh wnwwgnidp Ywupubint hwdwp wuhpwdtun E
Ujwqbgut] Untinwqblu gnpénuutph wqnbgnieniup Jwnpnnt opgw-
Uhquh ynw: Mwughg U Phghywywl b phuhwlwl wnwpptp gnp-
énultpp: UnwehUUutphg £ nwnhnwywnhy W niypinpuwdwlnwywagntu
dwnwaquwjendp: Rhdhwlwu gnpénuutpp ywpnn GU nunnwyh Jnt-
nwagbl wagntgnie|ntt pnnUuG, peeh dpw, Ywd £ wuntnnwyh dnt-
wnwaqbuutp [phut], npnug wagnbgnientup pwgwwnpynwd £ prywdluh
wywnhy dubph wnwowgdwdp Ywd wj wuninnwyh JGhuwuhguny:
Pwngytnwéhu wanbgnie)ntl ntuElU Sfuwpununh 6fluh pwnwnpnt-
pjwl Ut dinunn Uh pwpp vhwgnipntultbp (ophuwy’ pEuqwhptup):

Qnjnipntl nluGu Jh 2wpp JdGennutn, nnnug Jhongny uwnnig-
gnud U Jdhwgnipjniuubph dnunnwgbl wqnbgnie)niup: Ophuwy’
Ejdup rGuinp Yhpwndned £ Unp nGnwdhengubph huwpwynp untinw-
qblu  wqnbgniejntup unnigbint hwdwp: @Gunnu  wlglwgubihu
nyjw| Jhwgntejntul wybiwgund GU uwdnutGiwih yncpinnipwihu W
hhunhnhuwagnipy Jhowdwjpnid hGunlnud uwdnuGiwutph wéhu:
UnLtinwqbl JhwgnientbutGpu wnwewgunid GU nGdLHwn hhuinhnhuhp
uhbupbqh $GpdGUNwnhy hwdwlwpgnud, bW pwynmGphwubph wép
ywug £ wnunwd: Uwwgnigywé E, np Ejdup pGunh wpnyniuputpp 90
innynu G2gpnnipjwdp Yphpwntih U bwl Jdwpnnt hwdwp nygjug
ntnwdhengh wuyunwugnieintup nnn2Ghu:

334



Umugum/u[wd fulnpph wwwnwupuwlp.

Dhautlinwyhli pubpnnbEpdhw hhywlnnipiwl wuwin-
dwnep nbwwpwghnl hwdwlhwngh HEpdELnlbnhg dEih
qbup nEPLYwinl E: 2w hbinlbwlipnd duplyh psholibpp sw-
thwquwlg qquyntll U nwelmd dninwqbl wagnbgnipywl,
hwinljuwwbu  nynpuwdwbnpwlwagnyll  Gwrwquyplibnh
Uywwndwdp: Uuwphyh dpw wnwewlbnid U pownkp, wyp-
Yywoplbn, hhdwlnp dwhwlmd F duwplyh pwnglinhg:

Jwnagbn «UNISUSPULEL 64 nENUNrUShY 3UUUYUINrQLY
p&dwh YEnwpetmuy

1. h°Ug Udwuntejnluutp bW twppGpnip)ntlltp Ywlu nGwyhywghwjh
b nEwwpwghwjh JholL:

2. N°n dntnwghwubph nbwpnud £ uwyhwnwynigh Jwnnigwédpnid
wuwwnpynd Jhwju J6Y wdhuweprYyh thnpuwphund Jdjnwund, W nn
dniinwghwubph nGwpnid £ thnhnpuynid uyhwnwynigh nne Jwnnig-
Jwéppn: Iuwpwyn®n £ wprynp, np 1 unyGninhnh thnfuwphunwdp
Jdjntuny swnwewguh uyhwnwynigh Yuwnnigywéph puwhuwnned:

3. Gupwnnpyntd E, np phdhuwjhu nhdtputp yGpwgunn $tpdtunw-
Jhu hwdwywnpqgu h hwjwn GYwy Enynighwih pupwgpnid, Gpp
wnwewgwl wjuwyhuh yGunwuh opgwuhquutn, npnup oyyhwlnuhg
wugwl gwdwp: busnt® oyhwlnuwjhu YGunwuh opgwluhquutph
hwdwnp wju hwdwywngl winpwl wuhpwdtywn skn:

4. hugn’L £ wuhpwdtywn unp uhuptqwéd ntnwdhengutph UdnLnw-
qGU wywnhyniejwlu npnonudp: P°Us bdwUu JGenn ghwinbp:

5. hugn°L niyinpwdwunwlwagnyl Ywd nwnhnwywnhy dwnwagw)e-
UGpU wpwagwgunid Gu pegh dGpwgndp Jwd Uwwuwnnd swpnpwi-
jwgdwup:
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5.4. SrULUYrhM8ShU

Fwipg-fulinhp.

n'nl F wmpwbugphwyghuyh nbpp: blsnt uwyhuw-
Ynigh uplipbgh hwdwn wbhpwdton F dpgpwblyuy thny'
hudnpdwghnli NULR-h wrwewgnidp, U hlgnt vwhunw-
Ynigl wldhpwwbu sh hwywpdynid 206-h 2npuyh ynw:

Spwuuynhwghwih, hugwbu W erGEwhywghwh Jdwdwlwy,
dwwphgwiphu YEe-h 2nrewih dpw hwywpynid £ YyndwGUGUnwn
unp 2npw: Spynt nGwpnwd £ upuptgp Ywuwwpynd E 5-hg 3'-
ninnniejwdp: Uwlwjl, h tmwppGpnipintu nGyhwghwjh, tnpwlu-
Unhwghwjh dwdwlwy.

eLnn 2nprwl hwywpyntd E ng G nULSD-ULphg, wj ULSD-
utiphg:

e Lnp 2npwU hwywpynid £ Yufa-h dhwju Jh 2nrwjh ypw, npp
ynsynid £ Jwwnphgwjhu onpw:

e NLI3-h Unp 2nErwU hwywpdnid £ Yufa-h Jhwju vh hwwnywsh
Unw:

e Spwluyphwyghwt  hpwywlwgunn NLE  wnhdGpwquwu
wpwjutph  Ywuphp ¢niuh,  uwluyu niwy  sE - wnrnidnhnhlg
JwuwnwpGnt:

Entjwphninubph nGwpnwd wnpwbuyphwyghw hpwywuwglnn
NLMR wnhdGpwqw $tpdEunutpp 4 lnGuwyh Gu, npnup hwdwww-
tnwuppwunid GU NLIG lnGuwyuGppl®

1. U wymhdbnwaquw I-n hwywpnid £ rnufa,

2. Nue ymhdtnwaquw I-n hwywpnid E e,

3. Nure wynhdGpwaquw Ill-n hwywpnicd £ hrnurg,

4. dhwnnpnlnnhwy NUG ynihdnwqu:

Spwluyphwghwjh wpnntupnd uhbptqwdéd hudnpdwghnu
NULM-U wjunthGinlk nGnwithnfugnd £ ghnnwwqdw, npntn L
wwwpynd £ uyhwnwynigh uphupbqp: Cun npnud, wwpunwnhp sk,
nn hudnpdwghnu NLME-U Wwpniuwyh hudnpdwghw UEY uwhwnw-
Ynigh dwuhl, Ywu phNuf@-utp, npnup hudnpdwghw Gu ypnid dh
pwuh uyhwnwyntgutph yGpwptbpjw: Ypwup Yngynid Gu wmhghuwn-
nnl pnRUR-UEN (LY. 5.21).
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| ; —
wnpndnunbp glu A qblL B qklu C

npwuuyphwghw)p dwdwlawly

upupbqynud £ 1 puPnpdwghnl
Nl 1

ALIG AUG AUG

start stop start stop start stop
wn|hghumnpnuhly hupnpdwghnu Mo

npwlupwghwjp dwdwwly
upupbqynid Ku 3 uu"umullmgulj[l

.-ll'” .‘-ﬂ-" H..
uwhwnwlynig A uyhunwynig B uyhwnwynig ¢

UY.5.21. Imphghuwinpnll hnRUR-LEN:

b JGpen wynhghunpnu NLMER-U pwdwlynd £ wnwldhU uwh-
nwyntg ynnwynpnn dJwubph, pwlbh np npwuuywghwih thnynwd
uyhwwynigubpp upuptqynd GU wnwUdhU-wnwldhl: Entywphnun-
utph ynhghunnpnu NLME-LGPD hwqwnbw Gu: Mnthghunnpnu NLG-U
wpnn E hudnpdwghw wywpniuwytbp hpwp hGn ng Jh $ncuyghnliwg
wuw gnLubgnn uyhwnwynigutbnh Jwuhu: Wuwhund, hudnpdwghnlu
NULM-U JhowUlyjw| onwy E uyhwnwynigh uphupbgh W Yufe-h Jholi:

Pwgh hlfpghwghuwyp, Einbgughuyh b inbpdpliwighuyh shnybp-
hg, nmpwlhulppuyghuyph dwdwlwly Ywunwndnd £ uwl 4-pn thnyp'
wynngkupligp:

5.4. 1. PLASPUSHU

Spwuuyphwghwih uyhgpp pwpn wpngtu £, L wuhpwdtawn £
Jdh pwUuh gnpénUutph wnywjnipintt: “w Yuwwnwnpynid £ uwyhunw-

ynig-uncyGhuwpepnt thnpuwgnbgnieniuubph W ALER-wnhdGpw-
qujht Uh pwuh wpgwynphg uyhwnwynigwjhu gnpénultiph vhwg-
JdwlU 2unphhd:
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Lwh b wnwyp dwlwsynd £ wju hwwndwén, nnhg wbwp E
ujuyh inpwluyphwghwu.: Yu hwwndwdp, nphu Jhwunwd £ 72UG-
wymhdGnwquwl, Ynsynid £ wpndnnbp: MpndninGpp nmGnwywyywé E
wudhpwwbu unpwluyphwghwih uygqpuwytbinhg wnwy: Apndnink-
puyhl hwindwép ubpwnniud £ Bhdpl-UnEUupl-rhupl-Un&Uupl hwgnp-
nwlwlbmpynilp, U Ynsynid £ ~sURBRU-wnln:

We-h 2npwnd qul hwndwdlbn, npnlip tnnpwlu-

Unhuyghuyh vhqph U wywpinp wqnulpwll EU: Ughqen'
rURU wnlynp, wwpntbwlynid £ RURRUUUU hwgnpnwlw-
Unipynili: 6-U qnyqgp, huswbu hppmd Gp, uynibwlimd £ 2
snwoélwlwl uwny, ntuinp uyl wifbih hEpwn F pwlinky U
wnwldlwglly 2WER-h Eplynt pnpwlibpnp’ swlwwwnph pw-
gbyny  wnpwhulphyghuyp  hwdwp:  Spwlbuliphyghuwyh
wywmnp wqnuwlpwbuyghli hwwndwép hwpmuwn £ Q8
hwonpnwlwlbnipyniblibnny U nddwn £ pwlnynid, pwlp
nn Q@8 gnyqgn wwpniiwlynid F 3 ppuwélinlywll juw:

hUupghwghuyh gnpénlbiibph Jdhwgnudp q&lp wpndninbphl U
nNue-ymhdtnuwquyh Jhwgnudp wyn hwduyghphli uyqpuwynpnud E
wnpnwbulyphwyghwli: buhghwghwih gnpénulGph  Lwlwynip)nLup
bwl wju E, np NLMEB-ynhuGpwquwih pubwdwygnipintup wypnununb-
pwjhu hwwnydwélbph Lywwndwdp thnpp £, W wuhpwdtywn £ [hunwd
hwdbyw| uwyhwnwynigutGph dwulbwygnipniup:

Wn uwyhwnwynigubpp® inpwluuyphwghnu gnpénulbpp, wpw-
guguntd BU NLEB-wn hdGpwquwh Jhwgndp wpndnwnbGphu:

5.4.2. ELNLAUSHU

Spwlulyphwghwyp huhghwghwihg hGunn RLR-ymhdbpwquil
cwndynwd £ 5-3-mnpnnupywde’ Eplupwglibing NUR 2npwl: Unw-

gwunwd £ wnpwluyphwyghwih wnwewyp, nph Udph Ynnuhg Hufa-u
wwwwwpnipdnud £ wnwuduwgubind Jwwnphgwjht pnpwl, huy

Jdjntu Ynndhg unphg wwpnipyned E:
5.4.3. S6ruruvyshlu

nure ymhdtnwaqul p (2n) uyhunwlynignyd wbwgnud £ wywp-
nh wanwupwun: p vyhunwlynign h&pywquyph udwlu wlgwinned E
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nuLEr-Mre tplpnpwl, L. npwuuynhwyghwih wywnpwnhg hGnn wvpl-
prbEqywdé NULR-U wynlynid F E-hg:

5.4.4. M°NS8EULLG

Uliswingwé NUR-U Ynsymid F wnwoluyhll inpwlivyppwyin Yl
hwprwhbdnpndwgphnli-NLe: Uju uUwpw-hNUG-h  JniGYnyp 2wwn
wyblh Gpywp W JG6 E, pwl «hwunitu» hNUG-U: «Fwuntbwgdwly
wnngbup Yngygmd F wnngbuplig: Mpngbuhugp UGpwnnud £ hGnljw)
thne Gpp (nGu Ly. 5.22).

w) Quupyh b wyngsh wlbjugnid: Mnngbuhugh pupwgpnid
hNULM-h 2 Swintpp thnthnpunud Gu. 3~duypplr Jhwunwd £ wmpwnk-
Upyuypli «wyngpy * Qugqdgué 20-300 wnbupjuypli diugnpnlibphg, phuly
5-ouyppli’ «qifuwuplpy Jqud «yEwyp» ' JGY Ywd Jh pwuh JEpAgnLw-
unghliughli duwgnpn: «Ybwhly dhwlncd & nppnundlbpp, hul
wnihwnGuhwwwjhu wngh nbipp Uhug wjdd ywnpqywo k:

p) Nure-h fudpwagnnid: bNLG-h Jh 2wpp uncyGninhnutp
duwihnfuynud U W yGpwéynid dhunpwihU uncyGnuinhnutph, huy uh
dwup wwpqwuwbu hGnwgynd E: Ophuwly’ uniyGnunnhnutph uh
Jwup JGrhiwgynid £ jwd nGquuhuwgyntd:

q) Uuyyuyuplig: Bwuh nn tnpwuuyphwghwih dwdwuwy Wule-
hg «wpwnwagpynid» GU W Epgnulbtpp, W hunpnuubpp, ntunph hwunt-
LUwgdwl dcwdwuwly hGnwgynd U wyGinpn hunpnulGpp: Alunpnl-
uGpp qb&up 80-1000 Unulyybninpn Gplhwpnupywdpe hwndwdlbn G,
npnup hubnpdwghw (66U wnpnibwynd uyhwnwynigh Ywnnigwo-
ph JGpwpGpjw: Punpnuutph ntpp Lu Jhug opu yGpsuwwlwwbu
wwpqwé sk Uylwjupugh dwdwuwy hunnpnuutph Ganptpp Yunpp-
dnwd GU, W hwplbwl Epgnuutpp Jhwund GU hpwp: Iwdwhu huwn-
nnup uyuynid £ GU W wwpwnynd £ AG hwgnpnwwuncejwdp: Wju
wnngbuutpp ywwnwihgynud GU jnipwhwnnly $epdGunutph’ 2Aen-
ghdubph 4nndphg. Nhpnghdbbpp hOLE-h W wjl UniGyniubph htwn
Jwaqunwd BU Yynphqwjhu opnqwub|ubn® vwyyuyunundubn:

NPLN2LULErL jnipwhuninnily $EpdEINLEN £,
npnlip  ympwhwinlnyywdp,  uiinwipnply  GElinpnip
wrlhuyniypywdp, Uppwybihu-UGLptuh qgnpowlgny pwiin
udwl 6U unynpwlwll $EpdELinubphl: Swppbpnieyniil
wyl £, np nhpnghdbbpp ng pb& uyhnwlynigibn LU, wyy
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nur-h dniGhynylbn: Nhpnghdlbnh hwynliwpbpnedp thn-
fubg dtn qunodhpp uniybhlwppnlbph Jepwpbpjwy, np
npwlig nbpp dhuyli qGuGnhly hupnpdwghuyh wwhuyw-
Unidl E U thnfuwnpnudp:

f

8''m

.,

Unphq

5" I I
Uwhuw-hrse lmxfwﬂu-:rﬂﬂwyﬂw

5 m?G; I

¥

wnth A
Ubphigniwunght | D

. Z L | wyunums
5 m?G . ARARY

G I : A A RARAS

-'%

Epqgnl 1 huwnpnu 1 Epgnl 2

P-h fodfnungpni o, abugh e
Gt g Ay wnflsy wngn: of 1

g upunundl ditwnfnpnd

1HWJWJuﬂH¢
7 hwuncl
2' m’ G e N A A A A

Epqnl 1 tpqnl 2 hri /j

)

/
ghunnuwjjwquw
UY.5.22.nN01-h wnngbuphligp:

MnngbuhUgh pupwgpp Ywpnn £ mwpptp [huG: Lnyu hNLIG-

hg ywpnnud upuptqunwd t wwynwypnin&pll B-100-p, huy wnhplutph
Ewhptnwd® wwynwpninEhli B-48-p: Gt wnwsehul ntuh 4536 wJdhUw-
prRNL, www Gpypnpnp' 2152: Mwwdwnu wju E, nn wnhputpnid
hNLMG-nLd 2153-nn ynnnuh ghwnpnhlp nEqudhliwgynmd E nipwgyh,
nph hGinbwupny wnwewunwd £ wwnnw Ynpnlr (SUU— NFUU), U uyh-
tnwyntgh upbpetqu wjuntn Ywuqg £ wnunid:

UiinEpliuinpy uwyuyupligh dwdwuwy uniu gGuhg Ywnpnn Gu

unwgyb] wnwpptp Jurnigwép nlutgnn uwyhwnwynigutp, npny-
hGunl nwnptp uwwjunundutp Lwpptp Epgnubtp GU Wwhwwuntd:
Oppuwy’ wywmhuh Ywnnigqwépp wwjdwuwynpwé £ upwuny, pb
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nn hyntujwépnid £ wju uphuptqdb], sbwjwdé wju hwuqwdwuphl, np
inpwuuyphwghwih pupwgpnwd uhuprtqynd £ Jphlunylu pudnpdw-
ghnu NLfA-U:

Fwdwlwnpqguyhll Qunpdphn quywpin hhdwbnneeywl
nGwpnd wrwewlnd EU wnunnhwlwdwnpdhllibn ' hwlw-
dwndhbubn vbthwlwl dwlhypndm&Ehynylubpnh Ujwindwdp:
U hwlwdwndhbubpp dhwlbnid G vwyuyunundubnh
Ywaqdnid Enwé thnpn Unphquyhl NULR-LEpHAL U wnrwewg-
Unid hdnicunynduy Epulibn: 2w hEinbwlpny quinqubnid
E owln hhdwlinnipynil:

Swpptp Ywnnigywép nlubgnn wywnhuubph uhuptgp wwjdw-
bwdnpynud £ winbGpbwwnhy uwwjupugny: UGY wj hGunwppphp
opnhuwy E Ywighinnuphuh W Ywighinnuhu-gGU-ywwywsd-uyhwnwynt-
gh (calcitonin-gene-related-peptide CGRP) uhuptqp: Wu Gpynt uwyh-
nwyncgutpp ynnwynpyned GuU unyu qGund, uwluwjl ntuEU pninpn-
Jhu tnwpptp $niuyghwibn (gnpdéwnnipltn): Epgnu 4-h UGpwnnidp
Jwhwlwél qbnéh pgheubpnid uwhwmwynigh hwnnpnnud £ Yuw-
ghntdh W $nudwwinh dGnmwpnihgup ywpgwynpnn wynhyneenil, W,
punhwywnwyp, Epgnu 4-h wbewwnnidp UGpnuutpnd hwlbgbGgunid
E UGy pnhnpdnuh wnwywgdwup, npp wunpw|wjuhs £ U gwyh dbnhw-
innp: UdGLUwwwn uwwjuhbgwjhtu wnwppGpwyutp Ywpnn £ wnw-
swalt| nhngndhjw dwudh DSCAM Ungynn gbup, nph wjpunpwu-
pwjhU uwwjupugh dwdwlbwy punhwlunip wndwdp upurbqynid Gu
38016 nmwpptp uyhwnwynigubn:

Uujyuyupligh wpunwpwlwlwl winbGuwlyp wpeGnwl-
wnuyhll uwyuyuplbiql E: dGpghliv nput vwyhunwlnigh Guwd
uwyuyupligh gnpénllibph dnuinwghuyh hbinbwlp E: QGUH
Unuinwghwlbph dwdwlbwly unynpwlwll Ynnnlip Gupnn £
Ybpwodty unnw Unnnlbp, nph hbEwnbwlpny vwywyupligh
dwdwlily pnpwl wybih Gund F unwgyned: ULdwlioph-
hwly wwpenmnghw F pujwubdhwl: QEUEnAY hhdwlnnt-
pntuibph dmin 15 wnnlynup wwndwep wpbGnwinnuyhl
uuyyuyupliql E:

UiinGpuwwinhy uwwjupugp pggh npwuuyphwghwih W uwh-
tnwynigh uptptgh Upw Ywpqwynphs waqnbgnipjwl ophuwy E:
UjinGpuwwnhy uwjwjuhugh hGwnwagnunieintuutpp Wu thnputighu Jbn
wuwuwnytGpwgnudubpp wju Jwuplu, pE Jdwpnne gGundnud pwUh uwhp-
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tnwyncgh dwupu £ hudnpdwghw yuwpnitbwyyned: Mwpqytg, np dwpnnt
gbunup Ywquywd E 20.000-30.000 qtuhg, wjupupl' wybih phs, pwu
Gupwnpynwd En wlgjwinid, uwywju ywnpgqytg bwl, np jnpupwlsnLp

gl Ywpnn £ Jh pwup uyhwunwynigh dwupu hudnpdwghw Ynnwydnnbi:
hudnpdwghnu NULMB-h Ywuph Yhuwwnlnnnipintup Gpywnp $E°
2-24 dwl:

Spwluyphwghwjh cwdwlwy vpuwutp wytbh hwewhuwyh Gu
Lhuntd, pwU nGwyhywghwjh dwdwlwy, uwlwju nw Jté wqntgnt-
RINLU sh rennunud, pwUuh np upupbqynd GU JhUuniu hNLMG-H
pwqUwrhy opnhuwyubn:

Unwpwnnywé fulinph wuwinwupuwlp.

N'nl E wnpwbulphuyghuyp grynipiwl byunwlyp:
Pwlll uyl E, np tnpuwlivhyphwghuyh punphpy uplipbgynid
U  dpulunyl  pupnpdwghnli NULE-h pwqdwphy onh-
hwlhylubnp, b hwlwwwinwufuwlbiwpewn uyhunwlnigh upl-
ptqll wiEih phuinElupy F nunbnd’ pupwluyny dhwdw-
dwlwly dp pwlbp hupnpdwghnlt NULE-h Ypw: Pwgh
npwlbhg, qupqudnpmdp wdbh bnipp b pwqdwiynndw-
upnnEl F quninwnynid: Entyupphnintbnh nbwypnid wuwin-
swrlbphg 64t F wyl £ np wyu dhswllywy onwih
2unphff WU ghinnujwqduyh wapbuphy dhswduwynhg
wnrwldlwgdwé F Ynphquypll pwnwlpeny:

Jwnpgbn « SPULUYIrPNShU» pEUunh YEnwpebmuy

1. bugn°t £ nBwhywghwu wyth wpwg W wybh pwpép 62gpnnt-
rjwUp Jwwnwnpyned, pwl inpwuuyphwghw:

2. Pwup® NUMB-ynhdGpwqwutp ghwnbp: busn®y £ pwgwunpynid
npwug pwquwquwuntenLup:

3. N°n opgwuhquuGpnud GU hwoéwhu hwunhwnwd wnihghuwnnpnu
NLf3-tn:

4. Ny uwyhwnwynigwjhu punyreh hbg pGpdGUnutbp ghinbp: REPGEP
onhuwy:

5. 3bwpwyn®n tE wpnnp, np Epgnuubph Jh Jwup hGnwgyh
uwwjupugh dwdwuwy:

6. UWJwUhwnhUp uuywjpl pniu £, npu puyédnd £ nnpwuuypphwghwl:
w pnlbwdnp hwwnynientup Y huhynptu wpnmwhwjnygnid £ dnwn
48 dwu hGwnn: Pwgwwnnt’p’ hugnt:

342




5.5. AGLh ERLUMNGUNRUSHh YUrQUUNCNIUL

Fwpg-fulinfip.
Ihgwlnh Enpnppnghunlbbpnid huywnbwpbnyby F H&-
wnwy hGdnginphlup  qgbppwnpdn pwlbwlynyyynili: Uwluyl
Wi hGinwqgminnipyniip gnyg F by, np wypw U pEinw

2npwlbph qbubph Epqnllibpp thnihnfudwo sEU, Epfann-
ghunlbbpmd huwyinuwpbndty F d6éwhwuwlylbnh h&dngn-

phup (HbA,) npmpwlp pwlwlnupinil: bUsp Gupnn F uwyu
hhdwlnnipywll wunindwne (hLky:

Uwnnnt gEundh 20000-30000 gGutphg Jhwju Jh thnpn Jdwul E
wywnhy pehoutbpnid: Npn2hg nbGp £ wunwpnd indjw) uyhwnwynigh
Ujwwndwdp pogh Ywnphpp: NpUE uwhwwynigh Ywphpp ppontd Yuw-
pnn £ thnthnpuytl” wwjdwuwynpywéd hjnudwépnd, wpwnwphu dp-
pwywjnh ywjdwuutpny, qupgwgdwu thniny: Uinwhuh Untpp Yup-
qwynpdwl JGhuwuhquubph 2unphhy pghep, hugwbu W opgqwlhquu
wupnnontejwdp Ywpnnwunwd GU hwpdwpdGp 2ppww Jhewduwnh
thnthnfuynn wwjdwultppl, LW hwjwnwyp® ywpquwynpdwl puwlgu-
pnedutpp hwlgbgunwd GU hhdwunnipjntbubph wnwewgdwun: Wju-
whuny, yGunwuh opgqwuhquutph Ywplnpwanyu hwwnynienibut-
nhg £t uwhwnwynigubph pwuwynipjwl Ywpgwynpndp punn Yuw-
nhph: Uwhwnwynigh pwuwynipjntup peontd wwjdwluwynpdwd E
hGnljw| ypngbuutph wpwgniejwUp’
wnnpwbulnhughwiny,
wnuwmwnnpwoulhynhwghnl thnhnfunepyntbuGnny,
hupnndwaghnl NUG-H pwpwdwdp,
wnnwlbufjwghuwyny,
wnuwnwnpwbuywghnt dnnhdhlywghuwyny,
uwhunwlnigbbnh innwlbiuwynnuny,
uwhwnwlniglbnh pwpwydwdp.

uju wpngbuutph wpwagnipjwl hwupwagnidwnpwihb wpnynitupp
uwhwnwynigh ynugbunpwghwu £ peoncd: LULwnybup npwughg uh
pwlhup:

nndwwnplup nbEdnnbiwynpnedp: Nput gtu sh upnn wyunnhp-
Jwlw], pwuh ntn 2E-U Jhwgwd E hhunnuutGphu W hwdwp nw-
uwynpwé £ ppndwinpunid (inG'u UY.5.23): Spwluuyphwghwjh Gu
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Gupwnpyynd 2YUfe-h phs YnunGUuwgywéd hwwnydwdéubpp, npnup
ynsynud GU EnLppndwnhl.

hhuwnnuuknph
wgbunhpwgned

i UY.5.23. 3puinnbiibpp wgk:
S hhuwnnuut oy )
OF Phuneutbe infwgyiny” hunfuip nuignp-

ymd EU ppnduninplincd:

b mwppGpnie)nlu Entppndwnhup® hGinGpnppndwwnhunp “Yufe-h
hwywp nwuwynpwdé W hhunnUwjht uyhwmwynigubphu Jhwgwé
Jdwubplu Gu: Epndwwnhup nGunnGiwynpdwl dwdwuwly hGintpnpnn-
dwwhup yGpwéynwd £ Enppndwinhup, b HUE-U bwhuiwwwwnpwu-
wnnd £ wnpwlbuyphwghwih: Ypwunwd Ywplnp nbp £ Juwnwpnud
hhunnnUwjhu uyhwwynigubph wgbnhiwgnudp: Ugbinhjwgywé [h-
ghup ynpgunwd £ hp npwywu thgep, W hhunnnuutGpu wuswwnynid Gu
NUl3-hg: Fwgh hhuwnnuutphg, MUl6-U Uunyuwbu Gupwpyynd £ Yn-
Jwitun dnnhdhywghwih, npu ntuph Ywpqwynpphg LpwuwyntejnLu:
Opphuwly’ YUE-h Ywqunid ghinnghup hwéwhu 5-nn nhppnid Ub-
rhiwgyned E:

Spwlulphyghwyip hupghwghuyh Yupguynpmdp: QEUENH Uh
Jwup punwwbu wywinhy t: Yu qEubpp ynsydnmd &L Ynluwnpinniiny
qbGubn: ‘“hwughg GU YEhuwlhwl quplbnpnyywl uwypunwlnigbbph
qtuGpp («enmli wwhnn q&UGp»). ¢ nwppbpnie)nltl Yynuuphunniinpy
qtutph® gnjniintu nwutUu plnpniimpy q&LEp, npnup wynhywuntd
EU wpunwphU wgnwlywluh wanbgniejwdp: Ophuwy® 2U@-p rEww-
nwghuyh $EpndGlunlbnh qb&lubpp (SOS qb&lbn) wynhjwund Gl
TYUle-h Juwudwl dwdwlwly: NGwptuhy qbuGph wywnhynipniun,
punhwywnwyp, puydynd £ wpunwphu wgnwluwluh wqnbgnipjwdp:
Qtuh wywnhdwgnudp W npwlbuyphwghwu uyuybip wwjdwuwynp-
Jwé £ nyyw; qgGuh ypnunintbpwjhu hwwndwédny, nphu Jhwunwd E
NULMB-wyn hdGpwquwl (UY.5.24).
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UY.5.24. Spwluulnphwghuyh huhghwghuyh hwdwn wbhpwdbown
&l wlhinhyuwinnn uwywhunwlyniglbn (1), nnnlip Uh §nndhg Guwdned Gl
wpwlhu-wagnnn Fuhwlbubn qELtppl (2), dimu Ynndhg '’ NULR wymhdtpw-
quyhll YndwybEpupli: Puhghwghwl Gunpnn E puljédt nEynpbunn uwpuw-
Unigh Ynndhg (3): LR wymhdGnwquyhll hwduyghnh dte Eu dinlinid
wpwbulphwyghuyh gnpénblibpp (4,8) U pnul NUR wymhdEnwqul: Uyu
hwduyhpp dhwgwé F rURU-wnlynpl (5) RURU-Ywwnn uwhunwlnigny
(6): Lywpnid 7-p gEup wpnndninbpwyphlr hwingwol E: UQyuwyhuny, gEup
wnnwbulyphwyghuwyh hwdwn wbhpwdbown ENUER ynhdEpnwqu $EnUEL-
wh b inpwlbivyphwghuyh gnpénliibpnh weluynipynil: Cun npned, npny
wy| uyhunwlynighbn Guwnpnn EU hwwuwnby (2) wd pulysty (3) gEup
unpwlbulphwyghwli:

(FURU-wpynp W wj| dwlwsdwl hwwnydwdélubnp, npnup nbnw-
Ywjwé B mpwuuyphwghwih Gupwnpyynn hwwndwséh dnin b Yup-
qwynpnid U wpwuuynhwghwih uyhqpp, Yngynud Gu ghu-gnpénn
waqnuwlpwllbp: Shu-gnpénn wqnwuwl £ ypnudnintGpp: Fwgh ghu-
gnpénn wgnwlwuutphg, gnjnieintu nLuGU wipwliu-gnpénn wqnuw-
lpwllikp'’ nJjw| qtuhg htnnt lnmbnwyw)ywéd hwwnywsélbp, npnug
ynnwynpwéd uwyhwnwynigubpu wywmhyjwgund JYwd huwynhyuwg-
untd GBU wpwuuyphwghwl: Ulhywnpdwgltinn q&lubEpp Yngdnid  GU
Fuhwlubplubn, huly hhwlinpdwglinnlbnp® vwy Ebubplubp: Jju qbut-
np ng pninp pehoubpnid U wynhd: Ophuwy' huntuwagnpni huutph
EuhwUubtp gGUU wywnhy £ Jhwju B |hddnghwinubpnid:
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EdEYnnp uwyhwnwynigubnp® wiympduinnplbpp b nEwypbunp-
U&pp, puyonid Ywd wynhjwgunwd GU wmpwbuyppyghwl’ dhwuwny
NUM3-hu Unin Ywd htnnt nmEnwlywjywé hwwnmdwdubphu: Un hwn-
Yywolbpp Yngdmd EU owbpwinnplbn: Spnwuuynphwghwh Gupwny-
gnn qtutpp, oyGpwwnputpp W Juwgwdé hwndwdubpp, np Ubpwn-
Jwéd U Ywpgwynpdwl dGe, wdpnnonijwdp Ynsgynid GU owbpnl.
EpLlywnnp vwhunwlniglbpp Jhwgwé Gu Yuld-hu Yle-Juwwnn nn-
dGuubpny, npnup hwéwpu ywpniuwynd GUu gGpGpypnpnwihtu Yw-
nnigywoéph Uninhyubn® |Gjghuwjhu wdpwy, ghuywjht Jwuwn, wipdw
wwpnup-wywnnyun-widw wywpnep: Ophuwy’ c-fos W c-jun uwyhwnw-
Unigltpp, h wwwwupiwl pghep yuwunn gnpénuh, |Gjghluwhu
wupwyny Jhwunwd GU hpwp W d6np pGpnud Jh wpp qGutph wywnp-
Jwwnnph hwwnynipintu: HYw 2unphhy wynhyjwund £ wju uyhwnw-
yngutiph upurtqp, npnup Ww2wnwwuntd GU pphep Juwuniuhg:

Unwohll whqwd dwlbpwdwuli Ugwpwagndby £ lac-
owbknnlp bQupquinpnidp (nku Uy, 5.25): Unhpuyhl
gnuyhlyh qbEundmd qwlmngh dGwnwpenihquh 3 uwhunw-
Ynigubpp Ynnwiynpnn qEubpp dnlmd EU lac-owbpnlp
qwadnuyywll UGe: Lwlpinngh pwowluynipywll dwdwliwly
owbpnlip wnpwlulppyghwl wpgbjwlydwo £, pwlp np
rGuypbunp uwhnwinign quwwywé F 2e-h hwdwww-
wnwufuwl hunngdwdlbnhl: Gp& dhswyuynnid hwymnlynid
E qwlhinnqu, lac-owbpnlp wnpwlbulphyghwl winpyw-
unmid E, pwlbph np nEypbunn vwypunwlynigp dhwlbined E
Jwlhinngh  dGnwpenipnn wynpwlpnnghll U wliswningned
MWir-hg: Uwlhuyl Ept dhswiyuypnid w qpniyng, pwl-
wnbphwl Guppp sgniup qwlpinng ympuglibine: 2w £ wunn-
dwnp, np bu vh uwhnwlnig dwuliwlgnid F lac-owbGpnlp
qupquinpdwlp: Uu uwywhnwlnigp wlhnpdulined  E
quniyngh weluynipywll nGuypnid U pulydnid F lac-ow k-
nnbp inpwlbiugyphughwl:
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\ 77 %k
"'"'" lac-owGpnuhp
npwuuynhwyghwjh
nRGwptunp uyhwwynrg wngbwynid

O T

ey
b

Juwwynwd £ jwyummngh hGin

GL npwluyphwghwjh

NEwnpGunpuyhwmwynLgp i
wpgblwynid sh Juwnwpynd: ol

ot
UY.5.25.Lac-owpnlup Gupquiynpnidp:

Nnn2 qGutp nluGu EDGYUINP uyhwnwynigubph Yuwwdwu hwwn-
Jwélbp, npnup Ungynud GU  wpwlulyphyinpy wwwnwupfuwlp
wnwppkp:  Ophuwly'  stpdwjhu  2nyh  gnpénup  Juwynd  E
GAANNTTCNNGAA hwyonpnwywuntentuutphlu, npnup wnbnwywi-
Jwé U hwdwwwuwnwupuwl gGutph hwplwunipjwdp, bW wynhywg-
unwd GU stEpdwjhu 2nyh uwyhwnwynigubph wnpwuuypphwghwu: “w
Ywwwpynud E' h ywwnwuppwl npllt wpnwphUu uppbuwhu wgnwyh
(ophuwy® pwpén eEpndwuwnhdwuncd):

Inpndnluypl Gupquiynpned: Uh pwpp dwpwwinyé Jhwgnt-
RInLUUGN Ywpnn U ppowrwnwURny wqww pwihwugt] pgeh UGN,
wwyb] nGgbwwnnph hGn b wywnmhywgut] nput gqbU’ Jhwlwiny
wmpwluuyphwywnhy wywuwnwupiwuh wwppbphl, ophuwly’ uwbnpnhn,
rhpGnhn hnpdnultpp, yhinwdhu A-h wéwugjwutnn:
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Uwnnbpnpn  hnpdnlbilbph  phdhwlwll  wlhuynqglbpp
Juyl Gppwenyyntt b winwgly: Uyuwbu® dunpghllbpp
GneEdl oqunwgnpénid EU wlnpnumnbpnlp  uplpbunply
wlhuynqlbpp, npnlp, dhwlhwiny rbEgbwwunnppl, wlwnp-
Ywagltimd U dh pwnpp qb&Uubph wnpwlbulphyghwl: 2w
2unphphy wlhympdwlimd F dywlbughll uwyhunwlyniglbnh
uplpbqp, wnwaqwlnid F dywbughl hyntudwéph waop:

Uwlwju opwinyé hnpdnuUutbpp LWu Ywpnn U wywnhyjwglb]
qgGuh Epuwyptuhwl: Wn nGwpnwd hnpdnup sh pwithwlugnid pogh
ubpu, wj] pwnwupwhu ntgbwywnnphtu Yywwybiny® wynhywgunwd £
wqnwlwuh thnfuwugdwu nplk nunh: Shnnwwgqdwjhg wynhywg-
JwU wgnwlwlp nnpwuuynphwghwih gnpénulbph $nudnphiwgdwl
Uhgngny thnfuwlgynid £ Ynphghu:

nur-h «rbgnidy: 2006 pJuwywuhb ULnpGywl Jdpgwlwly
ounphdtg 2 ghwlbwywuutph, npnup  hwjnbwpbptghu  NLEG-h
huintpndtbptughwih Gpwnypep: Mwpqybp E, np peontd gnjnip)niLl
nLuGu NLIEB-h thnpp 2npwutp, npnup, YndwGdGunwn (hubiny npn-
2wyh gbuh hNUMG-hu, Jhwunwd GU npwu: Unwowgwunwd Gu Gpy-
onrew NULM-UGN, huly ghnnwwqdwind Gpyonpw NLER-GNp puyubn
Ungsynn pEpdElinny wmwqg pwdwldmd U innplbph, JGnohuutnu
Jhwunwd L wynmhywgund BU wju $EpdEUnUEGpp, npnup pwjpwinid
GU Upywé qBuh wnnpwluyphwyghwjhg unwgywd pninp hNLG-UGPP:
Uinwhuny Ywwnwnpdnwd £ g&lp «qqrbgnidy», wyjbu hwdwwuwnwufuwl
uwyhunwlyneg sh uplipbgynid, whqud Gp& inpwlbulphwyghwl pwnnt-
bwlhdmd F: Sunphhy wju Gpunypeh' pphop Gupnnwunid £ ww)wn-
wwudtl yhpnwuwjhu NLM-hg' uhlupbgqbiny YndwGUGUnnwn NLIG-h
2NEew:
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Unwswnnywé fulinnh wuwinwufuwlp.

dwnrwlhqulhwl $Gwnwy hGEdnginphuph wbEpupuinbl-
ghw hhywlnnyyywl dwdwlbwly h&dnginphup o2npwlbnhg
utyh wypndninbpuyghli hwndwéh dnunwghwl hwlqkbg-
unud F wpndninbph Uwindwdp GATA-1 inpwluyphwghnl
gnnénbp fulwdwlgnipywl bdwqdwlp: nw hbEnlbwlpny
nur-ymhdtpnuwquyh ubiwdwlhygnipiniip U hEnbwpwn
UGowhwuwllubnh hGdnginphup uplipbgn Lu Ugwgmd E:
Pnfuwnpblp, nhwbugh squnquilne wbbdhw, uplipbqynid F
bbwnwy hb&dnginphl, npp Jdwuwdpe hpwlwlbwglinid  E
UGswhwuwllubph h&dnginphup $ncllghwl:

Jwngbn « QLA ELUMNNPEUNLU3HP YUrQUANINIULY
prtuuwh Janwpbnuwy

1. PUuswbu Ywpnn £ ELhwUubp qBUU wanbl gEuph npwuuyphwghwjh
dpw, Grb nbEnwyw wdé £ wjn gtuhg pwdwywuhu htnnt:

2. Grb gbup wnyw E pninp hyjntujwépubph peheubpnid, wpnnp nw
Upwlwyn’d E, np pninp peohgutnnud Yuhuptqdh hwdwwwwnwupuwl
uwhwnwynigp: h°Ug UGhuwuhquutpny £ nw wwwhnyyned:

3. Grt gqbup GUupwpyynwd £ wynhd wpwluyphwghwih, uvwluwju
uwyhwnwynigh upuptq sh Yywuwwpdnd, wwyw p°Ug hwdwlwnpg E
utpgpwyywé wyn ypngbuntd:

4. Suwpwyn’n £ wpnynp, np JGYy uyhwnwyntg wynmhywguh Jdh pwup
qgblu: RGpEp opphuwyutn:

5. busn°d £ mwppGpynid inpwliuyphwghwjh gnpénup wywnhywwnnn
uwhwnwyntghg:
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5.6. SFULUL3UShU

Fwing-fulinhp.

Ihdwlnpl Lpwlhwlydly £ Eppppndhghl, nph plnnt-
Unidhg hGwnn wnwewglby EU wlhgwlbluyh YnndUuwlh
Gnlunyplbn: Eppppndhghln wlinpphminply £, npl piljgnid
E pwlinbEnpwlbibnh nhpnundlbnh wppuwnwlpn, hGwnbw-
pPun b pwlpinbppwlibph vwpuwlnigh uhlipbqp, puyg s
wanmd dwpnnt phpnundlubph Jpw: UibncwdGUuuylpy,
Ephppndhghlip Yupnn E fuwpunky dwpnne pohobiiph Unp-
Uwy wpfuunnwlpp: bUswbu Gunpbyh F pwguinpty Enppnn-
Zﬁgﬁllﬁ Yynndbwh wanbgmpnilp dwpnne opqulhqdh

inw:

Uwhwnwynigh uhbptqp hpwywlwgynid £ pwqlwphy uwh-
tnwynigubph W NLME-h UnGYynLUGph Jwultwygniejwdp: Wu hwdw-
wpgp Udwu E Jh nn9 gnpébwpwuh, npnud pwgh pntl wnpwlu-
JwghwjhU dwulwygnn NLf-Gnhg U uyhwnwynigutiphg, puinapyywé
GU bwl 20 uyhwnwynig, npnup wynhyjwgunid U wdhUwprrNLUGND,
W Jdnunn 100 uyhwnwyntg, npnup «hwuntbwgunid» GU uyhwnwynigh
dniGyncp U wyju: Cunhwuntp wndwdp, uyhwnwynigh uhupbghlu
dwulwygnud U dnin 300 wnwpptp JwypndnGyniubp: QUujwé
udwlu pwpn hwdwlwpght' uyhwnwynigh uhtptqp Ywunwpynd k
pwywywuhU wpwaq, ophuwy® wnhpwjhu gniwyhyph Unn 100 wdhuw-
rreywhu Juwgnpn hwdwpynwd £ 5 Jujpyjwuncd: MGwnp £ UG, np
uwhwnwynigh upbpebqu hpwwuwgunn hwdwywnpgh w2huwwnwuph
dpw Swhiuynid £ UGS pwlwynipjwdp EuGpghw: WU ogunwagnpdnid
Ewuwpnhy nGwyghwutph ypw dwhuuynn EuGpghwjh 90 tnnynup:

hUuswtGu qghwbp, uwyhwnwynigp hwdwpdynid E nhpnundubpp
dpw: Undnpwpwp ungyu hNuf-h hGn yuwwdnd G pwqdwrehy
nhpnundutn, npnup JhwuhU Yyngynwd GU wmpund: Dnjhundlubpp
nnpn2 nGtwptpnud Ywwdwsd GU Eunpnuywqduwinply gwlghlr (E8) Ywd
ghunnujywqduymd Elu: £8 qwwywd wnihundubpp hwbwh uhUpt-
gnud U dEdpnwliugpll fwd ubElyptwnnn uwyphunwlynighbn, huy wquiin
wnihehenundubpp ' ghnnuwqdunply uwpunwlniglibn:
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Uwhwnwynigh upbpetql pupwuntd £ 5 thnyny’
1. whywnpduwghuw,

2.hupghwghuw,

3. bnliquighw,

4. nEpdpliwghuw,

5. pninphliq U ypngbupliq:

5.6.1. U4Sh4us8huy

Uwhwnwynigh upupetgh dwdwuwy Jhusl nwuwywu 3 thniGpp
wuwnwnpynid £ bwhpubwwl thnip, Gpp uphbpetgynid GU uyhwnwynigh
uhupbtgh Uwhiwujnietpp’ wdhuwwgh-thNuE-Gn: NEwyghwu Y-
nwlhgnwd E wdhbwwghthNLle uhUptunwqwl' EuGpghwih dwhuuny.

UdhUwppnt + ATP + hNLR — wuhlwwgh-thNLE + AMP + PPi

Qnjniejntl ntUEU 20 twpptp wdhuwwgh-thNu@ uhuetunw-
qwubp, npnup uwbghdbhy 6GU wdhlbwpepnlGph  Uwwndwdp:
dbpdGunp «dwluwgnid E» wdhbwpernlu bW npwl hwdwwwunwupuw-
unn thnNuEe-tpp, wynhjwgunid wdhtwepentu W Jhwgunwd hwdw-
wwuwnwupuwl thNue-hu: dEpdGuinp «dwlwsnid E» thNLE-U 2unp-
hhy uwtghdhy wuwnhynnnup b nhhhnpnniphnhlwjhu hwugnygh:

Udhuwppnt + ATP — wuJhuwwghi-AMP + PPi
Udhuwuwgh-AMP + thNULE — wdhuwwgh-thNLE + AMP

5.6.2. hLhE8PUSHU

Spwlupywghwu, pusgwbu L wnpwluyphwyghwlu no nBwhyw-
ghwlu pUupwuntd £ 5°-hg 3'-nLnnniejwdp, huy uwyhwnwynigp hwywp-
ynid £ N-6wjnphg: Nhpnundp Jhwunwd £ hudnpdwghnu NLG-h «qp|-
huwnyhu» b mGnwwndynd dhugle unwpun-inphwyGnhu hwunhwt-
Lp:  Pninp hudbnpdwghnu  NLME-Gph unwpwn-inphwGnp, nphg
ujuynid £ uwyhwnwynigwjplu 2npwih hwywpnwdp, AUG hwgnpnuw-
wuntpjntul E: Wu wphwitinph 4nnphu hwdwwwunwuppwunwd £
JdGrhnuhU wJdhUwppenilu: EntyuphnnutGpu nluGUu hwwnnly hNL(G,
npp bwhiwwntGujwéd £ Jhwju unwpun-nphwGwnh hwdwn: Wu Jhw-
unwd £ nhpnundw| NULM-h P-uwjrehU: Uhus hwenpn thNule-h Jhw-
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Uwip, nhpnund-hNufe@ hwdwihpphu wbtwp E Jhwlbwl Jh pwUh
mnwpptp uwyhwnwynigutn, npnup Yngynd GU huhghwghwh gnpénu-
utn (IF, ophuwly' elF2, elF3, elF4A UL wju): Wu gnpénllbpp
Uwwuwnnwd GU «yGwyh» dwlbwgdwup b hupghwghwjh wpwag nL wu-

upuw| pupwgphu (LY. 5.26).

P uwjp A uwjp

H JUGphnuh|-sNLi@

wJUhbwwghp-sNuie

|3

hupnpdwghnlu NULRB

Ul. 5.26. Uyphwnwlnigh uplipbgh bwpuwlynipbpnh’
ubGphnlpy-inntLe-h (thnle-h) b wdhliwwghy-inNue-H uplipbqp:

5.6.3. ELNLAUSHU

Einuqughwjh cwdwuwy wynhwybwunhnwihl 2nrwl Gpluwpnid
E. bwh® wnwewuntd E nhwyGwuwnhn, wjunthGnll® nphwybwunhn W
wjnwbu wnpniuwy, Uhusl unnw-ynnnupu hwutbip: 3ntpwpwlginun
wuhtwpryh Jhwgndu wénn 2npwjhb wpbh £ pwdwlb 3 pwj-
LlGnpp (nt'u LY.5.27):

Unwehli puyih dwdwlwly A-uwyphll dhwlmd F hwdwww-
wnwufuwl thnUER-U: Yw Jwwnwpynd £ GTP-h dwhuuny W Einuqu-
ghwjh gnpénuh Jwulwygnipjwdp (eEF1a):
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Enynnpn puyh dwdwlbwl wrwewlnd F wbwywnpnughll juw'
P-uwjpnid Gnwdé uwhwnwynigh 2npwlu wnydynd E hp dbGpghu
wuhbwpryh thNu@-hg, wugund £ A-uwje W Jhwlunwd wjluwntn
Enwé Unp wdhlwpepryhu: MEyunhnwiht jwwh wnwewgnudp Yuw-
nwihgyntd £ nhpnundw| NULMEG-h Ynnuhg, nwuinh ezapnundubpp Lu
phpnghdlbn EU: Ynw hGnbwlpnd P-uwjpenid hwjnuynid E nw-
tnwny hnNufe-u, huy A-uwjpnid’ ytwwnhnh-thNule-u:

EGnnnpn puwyip nphpnundh winbGnupwundl F «dGl puy wnwpy:
GTP-h 6whuuh L hwwnty Einuqughwih gnpénuh (eEF2) Jwulwy-
gniejwdp nhpnundp Ypyphu inbnwownpaynid £ UGY inphwGinny nGwh
hudnpdwghnu NLM-h 3'-6wjnp:

P uwjpe A uwp

X
(340
OV
\0/9,
ey
iBﬁofcx
N
D
L~
OH * % nhwtwwhnh-
¥ A thNLR
5' 5' 5 5,
UlAlc| || |
5| AJUIG] | [ ] |3
y P ; ‘\ A/’

UY.5.27. Spwliuywghuyh Enbiquighnl thnyp:

Qwwnwny hNuE-U wuswwnynid E, huy wbwuinhnh-thNuie-u
inGnwwndh wwwdwnny Unphg hwjwnuynid £ nhpnundh P-uwjenLd:
A-uwjpenp wqwwn E, W nhpnundp wwwpwuwn £ wju 3 pwjltpp
Upyubne:
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5.6.4. SGrurLushy

Einuqughwlu 2wpnibwyyned £, Jdhugle nphpnundp hwulnwd E
unnw-ynnnuphb: Iwulbintt wybu wupwwndwl gnpénup (eRF) Uhwi-
untd £ unnw-ynnnupb L bwywuwnned®

e wbwwhnwjht 2npwjh wupwwndwlp thNL@-hg,

e hNULMG-h wupwwndwlp nhpnunuhg,

e nhpnundh Jté W thnpp GupwJhwynpubph wlbswnndwlp
hpwnhg (UY.5.28).

Ul 5.28.SEpupliughw:

5.6.5. SNLIPLA &G4 NPN8GULL G

JdGpohu thnund wGwwnhnwihl 2npwlu Gupwnpyynid £ Jh 2wpp
Ynqwitun Unnhdhywghwltph b dninhugh 2unphhy adtnp t pbpnid
uwwnhy ynudpnpdwghw:
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Lwhu b wnwy wGwwnhnwihu 2nrwjh N-6wjphg hGnwgynid E
JdGphnupup, UL hwétwpy wqwwu N-6wjpu wgbunhjwgdnd E: Npn
uyhwwynigutph N-6wjnph 10-15 wdhbwpernNU wgnwlwlwhlu ntn
nLtUEU W hudnpdwghw GU Ypnid wju Jwupl, rE np yGwp £ hwugyp
nyjwl uyhwnwynigp® dhinnpnunphn’d, Qnighh Yndw|6pu, peowew-
nwup, RE” wjl opqwunhn: Mnunwpwluywghnu Unnhdhywghuwih,
nhuntpbhnwiht wwbph gnjugdwl, $ninhugh, wpnuptnhy fudpt-
nh wytGlwgdwu hGwmbwupny uwyhwnwynigp hwuntbwunwd £ U &Gnp
pGpnud YEGUuwpwlwywlu wywnhynipjniu, ophuwy' huunthuph upl-
rtan: WU uhuptgynd £ ypGwynnhuunchuph duny, nph N-Swjpwjhu
wanwuwlwjhu hwwndwédp «ninnnpnnud  E»  wypGwpnhuunt huh
dniGyncp uGyptuinnp dJeghyniutp, W wlbswwnynid: Unwewlnwd E
wnnhuunthu, nph Uh hwundwén® C wtwywnhnp, huuncghuh ubypt-
ghwjhg wnwy wpninbwquwubpny wlbswwndnwd £, W hwuntu hlbunt-
Lhup UGpquwnynwd £ wpjwu JtGe:

Uwhwwynigutph $ninhbugp wwnwnpynid £ Eunnuyuqdwwnhy
gwlugnid: Cwwbpnuutpu ogunid GU uwyhwnwynigh $ninhugh unpdwy
purwgphl, ywupuntd hhnpndnp hwunyjwdéubph Juwnwdwd wantguw-
ghwu U dhudnnhugn:

Gpt E8-U ¢h hwugunwd dninhugh GupwNYGL pninp wnihwbw-
inhnwjhlu 2npwubnp, www npwup yntnnwyynd GUY wnwewgubiny
wagpbgwghwjh yunwug: LJwu yhdwyp yngynid £ Eunnwiwgdwunpy
gwlgh uppbu: ES-h upptuh dwdwuwy Jhwunwd GU wgnwu2wuwjhu
hwdwywnpgbp, npnup bjwqgbgunwd U npwuuyphwghwih wpwagnt-
rinLtup, npwbugh Ujwgh E8-h SwupwpGnujwénipjniup, W pninp
wnihwGwwnhnwiht 2npwltnpp hwugutu Gupwnpyytl ninhugh:
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Umuzum/u[wd fulnph wwwnwupuwlp.

Epppnndhghlp Qquwynid F pwlmbGphwlibnh UGS
nhpnundwy Elpwdhwynppli’ 50S-pli U pulsnid uwhuw-
Ymigh uplipbqp: Uwpnne opqulbhqdp, hlswbu U pnpnp
Entqwphninubph 66 nhpnundwy Gupwdhwynpp 60S F U
qauyntli st Eppppndhghup Lhwndwdpe: Uwluyl dhun-
pnlinppncdubpned bu Jul nhpnundlubn, npnlip wwwhn-
ymd EU dpwinnpnunphuwy uwhwnwlnigubnh uplipbgp: Uju
ehpnundlbph UES Eupwdhwiynpp 50S F, ntuinh, hligwbu U
pwlynmbEphwlbpp, dwpnne dhmnpnbnppmidubnn qquyntl
&u Eppppndhghtp Lywindwdp: Eppppndhghlp fuipnn £
qwlqltglty dpunnpnlinphwy uwyhunwlnigibnh inpwliugw-
ghwl, hEwnmbwpwnp U dhnnpnunphnidubph  plwlwlnl
upfuunnwlpn: Uin wuindweny b ndwlg pngwlnid Epp-
pnndhghlp qupnn F wrwpwglly wlhgwllyuyh Eplinye-
uGp:

Juwingbn « SPULUL3USPU» pludunh YEnwpbnuy

1. 3hnpopuhwpnihup W hhnpopuhihghup ¢ntublU thNLMG, uwluwju
dwnunwd GU npn2 uyhwnwynigubph Ywquh dte: buswyt'u GU npwlp
wnwsywunty:

2. UGphnuhUu niup Jhwju JGY Yynnwynpnn wnphwGn: Iuwpwyn’p
GU wnpnnp ulnwpwn ynnnuhg vhusl unnnw Ynnnu Jh pwuh hwytGjwg
utnwnpw Ynnnuubn:

3. husn UAU inphyGinh dGpwédtip UAG inphyGinh Yywnpdwguh
uhuptqynn 2npwh GpYwnnipnLup:

4. Uuywhu uhupbgqynn uwyhwmwynigh punyprhg' npn2 hwwnywdlubn
unyulu GU pninp hudbnpdwghnu NLE-Gph hwdwn: Npn°up BU wn
hwwndwdubpp:
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5.7. UNLGuUNrLU3hL 96LEShuUu3h UGRNALEGNLL
Fwing-fulinhp.
IhJwlinh opnquiihqunid Elpwnnynid F dwpnnt ww-

whnduyh dphpniuph weluwynyeynil: Uwpnne wwwpynduyh
ypnniup npnp wnGuwlhlbn Guwpnn G bywuinby swpnmwly
menigplbph wrwewgdwlp, hulp npny wmGuwllbn wl-
Ywnwlqg Eu: Uhuyl 2e-h hwgnpnwlwlnyyywl hwdtEdw-
wnnipywl hhdwl Ynw quinbih E npnpky, p& uyu yhpniup np
wmhwl F hhgwlinh opqulpgdmd: hUs dEpnn [hpnwnby
dwpnm wwwpinduyh yhpniuph inpwyp whiannpnpbine hw-
dwun:

UniGyniywp YGuuwpwunipjwl hwennnipntuutpp hhdp Gl
dwnw)tl whunnpn2hs unp JGennutp untnébint, mwpptp hhywu-
nniejnLtUlGp  hGunwagnunGine, YGuuwwnGhuuninghwih qwpqwgdwl
hwdwnp:

5.7. 1.3hLLrPh2P8U2HPU

LUinuwynpnudp Yufe-h nput hwwnywséh upbptqu E wphbGu-
nwywl wywjdwuutbpnud: “Yufe-h yinuwynpdwl punphhy Ywpbh £
unwuw] nput qtup pwqUwprhy wphGunmwywl ypyuophuwyubnp:
Fwgh nhwuhg, yinbwynpdwu Ywnnn £ Gupwnyyt nng opngwuhqup®
wnphGunwywu ywjdwuubpnud undwwnhly peheubph pwdwunwdhg W
nhytptughwghwihg YwptGh £ unwuw] YGunwlunt opgwlhquu
wupnnonLejwUp:

Ihpphnhqughwtu Yufe-h Uh hwwnydwéh Jhwgnodu E ynuwynp-
Jwd yndwGUGUnwnp 2nrwjhu: Grt Yule-h Gpyonpwl wuswwnBup
hpwphg NaOH-ny Ywd 90° stpdwuwnhbwluh wagnbgniejwdp, htwnn
wybiwgutup ynuwydnpywd YndwGUGUNwN 2npwl, www Jwnw-
swuwlu Uunp Gpypnepwlbp, npnup wwpnibwynwd Gu JGY YinUw-
dnpdwé W JGY hhu 2npw: Rwuh np ynuwynpwéd o2npwl dhwunwd £
Uhwju hp YndwGubUinwn 2npwiht, www Jwnpnn Gup wwnagbl, eL
Jdtq hGunwppppnn gtuh np wiGlU £ wnyw ppeh YUl3-nLd: Iphpphn
YU3-U, h mwppGpnie|nlu ppeh VYufa-h, Ywnptih £ hwjnuwptpt) hw-
wnnty uwppny, pwuh np Yhpwnynn yinbwdnpdwd 2npuwl nwnhnwy-
inhy Ewd pyninptugbughwjh hwwnynceiniu nilh:
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5.7.2. UUNI261rL PLNSALY, LNr261rL PLNSHKLA, NCN (PCR)

Uwniqtbpu pininhbugh Jdhengny Ywptih £ hwjwnuwpbptp Jtq
hGunwppppnn “Yufe-h hwndwép' yhpwntind Yufe-h hhpphnhqu-
ghw: Ujn bywwnwyny Yufa-u wupwwnynid £ hyjnujwédphg niinpw-
gGuinphdnigdwl dhongny, Yupwwnynid thnpnp yinpubph, Gupwny-
Unid ElGYwnpndnptgh W hhpphnhqughwih dtq hGwwppppnn Hui@
hwwnywdhu YyndwGUGUnwn nwnhnwyunnhy 2npwiny:

Lnyu ulygpniuputpu GU gnpénud UGy wjp JGennh' Unpqbpu
pininhugh hhdpnud, npny YwpGih E hwjnuwpbpt NULGE-h hwwun-
Jwéltn:

Uhuslw uwnitgtpu pininpugh wuglwgubip, Yywpth £ Yule-ht
JGq hGunwppppnn hwndwép «pwquuwgub» Yule-wnhdGpwquwjny:
Mw hwdwnp wUhpwdb)n £ wybugub, wndjw; gbuphu punpn
wpwdtp NLME hwndwoén, Yl-wynhdGpwqw W ntgopuhluntyitn-
inhninphdnudwinutp: YWER-wnhdbpwqwu Yhwdwph wjn Yufe-h
hwwnwdéh pwqgdwprhy ophuwyubn, npnup wjunthGinle Yhwjnuw-
pGpdGU uwnigGpu pininhugh Jdhgngnd: Wu JdGrennp Ynsynid £ wymh-
Ubpwquypli zrewwlwl nbwlghw (MEN, PCR): Ujuwbtu Jwpbh E
hwjnuwptpt] wugwd JGYy Yie-h ywd NLE6-h Untynt, oppuwy’
wpjwlu JdGe hGwywwhwh yhpniup NLEG-U Ywd funpfuh JGe Jh pwuh
innLpGpyneynquihu JhynpwyimtGphwubph wnwjnieniun:

5.7.2.1. NcN-h pdrbypwlywls pwliwlynipintlin

1. hdwlinniyniblibpnh wpiwnnpnpnedp: MCN-h 2unphhy huw-
pwynp £ nwpét vh 2wpp hudtyghnu, dwnwugwlwlu W wj hh-
Jwunntpntuubp 62gphwn W Jwn whunnpntin:

2. hunwpdwlwl thnpdwpllniyeynii: Juqwd JGY peoh, Jw-
ah dnihynith Hfe-h hhdwu ypw Ywnbh £ gt nhwlg nhpngp:
UG hwnjwélbph pwdwudwl W hwenpnwywunientup npn2Gnt
Jdhongny wpbih £ unwlw| dwupnnt «ME dwnbwhBGunpbpy»: Yw
[wjunptUu yppwnynid £ nwunwywl pd2ynieniuncd:

3. QGUubEwnhly hhdwlinnyayniilibph wpiinnpnpnedp: Inhnipjwl
pupwgpntd wugywgywd MNCN-U huwpwynpnip)nil £ tnwhu hwjwn-
UwpbpGnt wunnh dntinwghwutGph wnywjnieiniup: Swjnuwpbpynid
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E ng Jhwju gGuGnnhy hhqwlnnipjwl wnwjnieiniup, wjlt dntinw-
ghwjh nGuwyp:

5.7.3. 4GLUUSENRLNLNGLU EY NEYNULALUSUSAL P12

LUGLUuwwnBhuluninghwlwu JGennutph Jhengny nplk yGunwup
onqwuhqup hwuwynipintup thnpuwbgynd £ JGY wyp YGunwlh
onqwuhguh: Ophuwy® Jwpnnt huunt hu uphtuptqbint hwwnynipjntup
thnpuwugynid £ wnhpwjhu gniwyphypu: Wyn bwywwnwyny wlugwinygnid
E Jwpnnt gtundh hwdwwwwunwuppwlu hwwndwédp L uGpnpynid
wnhpwjhu gniwyhyh Yi-h dbe: “Yulfd-h hwwndwdubph uGpnpnudp
huwpwynp £ yGywnnputph vhgngny:

Muwaquhnutpp puniejwu Jte hwunhwynn wpwnwpnpndnunduw|
NWUl3-h hwwnydwdélbp Bu, npnup nlbwy Gu Jh pwywnbphwihg wlg-
uGnL Jjncupb W npwl thnpuwlgtbint gGuGwnhYy hubnpdwghw: Mwq-
Jdhnutph hphdwU ypw uwnbnédb] GU wphGunwlywlu Yufé hwnywé-
utp' yGyunnputp, nnnug Jdheongny Ywpbh £ thnpuwlgt] JGq hGunw-
popppnpnn uyhwnwynitg upupbqbint hwwnyniejniup: Unwgdnn bnp
MWire-U ynsgynid F nEyndphliiwwlitnuyhll 216

NEyndppiwlitnuyhli E-U nthuuninghwU |wju Yhpwnnud E
unwgtb| mwpptp nGntph, uwhwnwynigubph wpunwnpnipjwl, ublunh
wnpuwnpnipjwl JdGe' pnyubph, yGunwupubph unp, wydtGh wywnnw-
nnt W Ywjntt inGuwyutbp unwlwint hwdwn: QGuGnhynptu Unnh-
dhywgywé utunh wpwnwnpnieinlp REL wynhy qupgugnn nnpn
E, uwywju Jhus wjdd Juwulywslbp £ wnwewgunid npwlg wuynwu-
gniEjwl hwpgntd:

5.7.4. QGLU3HAL RPGrUNhUY

Qhuinuwywuutpp 66 hnyubp GU Yuwwnud gGUwjhu rEpwwhw-
Jh hGw, Gpp Jwpnnt dninnwghwjh Gupwpywé W hhjwunnipjwl
wwwmdwn nwnpbwéd qtup hbwpwynn Yyhuph thnpubp wnnne gbund:
nlu npwlwu wpnyniuputp GU unwgdtp Jhwju Jh pwuph hhywu-
nniejntluGph thnpduwywl Yyhpwnnidhg:
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Unwownpdwd fulinph wwunwupuwlp.
MmhdGpwquyhli 2npuwjwlwl  nGwlghuyh 2unphhy
Yup&ih £ hwyinliwpbply hhdwlnh pwnglbnuwopl wywuyh-
[nduyh dphpmup: Uin bywinwyng pliinpyned EU uyll wpuy-
utplbnpp, npnlp plunpny GU pwngltnwéhl Yppniulibphl, b
hhdwlnhg Jtngdwé puntpnid NMEN-h dhgngny npnpnud U
nnwlig welwynyyniln:

Jwngbn «UNLEYNILUSPL QELESHhYU3Ph UGRNAILENLy plluh
YEnwpebnwy

1. NLuEUwny npnwyh Yufe-h udnw)® huswbt°u unwuw| pwquwrhy
opnhuwyutn® npw hwwnyntentubuGpp nuuntdbwuhntne hwdwp:

2. bugnt  MCN-h ntwpnud Yphpwnynd £ esGpdwluwynit YUl3-
wnhdGpwqu:

3. Grt Yyhpwntlup hpwp YndwGdGUnwn 2 wpwjdtp, wpnjnp nw
Ythnfuh” MGN-h plupwgpp:

4. N°n JGpnnnd Jwpbih £ unnigb]’ peeontd Juwwnwpyn’d £ indjwg
qtUh tnpwuuyphwghw, G ng:

5. husn’L qGUGnhYnpEL Unnhdbhlywgywd uuntunp wnpagbywsé £ npn)
Gpypubpned:
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RPEUSEr «UNLGYNILUSLL QELESHhYU3h IPUNILRLE Ly
PUILIS

1. Reonid npint’n £ ywpnibwyynn Y E-h hhduwwl Jwup.

w) Ynphgned

p) ghnnwwquwjnid

q) UhuinnpnunphniduGpned

npninpnid hwywuwp

2. Lajwdéubkphg N°n uyhwnwynigukpphu punpn? sk YuE-hu uwybip'

w) H1 hhuwnnultp

p) H2A, H2B, H3, H4 hhuwnuubtp

g) wynhdwuwnnp b nEwypGunp uwyhwnwynigubn

n) UdwdUtphg pninphu £ punpn? £ 2LM6-h htn Juwytip

3.Cunpbkp Jwwphgwjhu upuptgh thniGph  6h2in hwgnpnwyw-
unipjniup’

w) huhghwghw, nGpuhlwghw, Enlgwghw

p) Einlqughw, Gnpdhbwghw, huhghwghw

q) huhghwghuw, Einuqwghw, wntpdhuwghuw,

n) wepuhuwghw,tinuqughw, huhghwghw

4.SSB uyhwnwynigp’

1.Jwwyntd £ Yula-h JGY 2npwjh hGwn

2. ywnwuwuncd E U(3-h 2nrwl pwjpwjytbinLg Yuwd
JGpwwwnnipybinig

3.pwunnud £ gpwélwlwl Ywwbpp YndwGdGUnwn uncyGninhnutnh
dhole

4 Jhwgunwd £ Yfa-h hwwndwdéubpp hpwp

5.pwunntd £ Yufa-h Gpywwnpnypp

w) 1.2 p) 2.3 q) 3.4 n) 1.2.3.4 G) 1.4.5

5. h°Ug E wnnidrhnhugp'

w)yndyGUdGUnwp uncyGninhnutph dhwgnid

p)unp 2nrwih YndyGUGUIwWpNLEjwU unnignid

g)hpunnuutph W Yl3-h wuswwnnd Uhdjwughg

nwnpwjutph htnwgnd b Yyndw GUGUIwp YUI3-h uhUpbq

6.N°n uwyhwnwynigl £ ywunmwupiwbwwnne gEpyupnypubpp yEpwgubpne
hwdwnp.

w) lnnwnhgndtpwaquw p) hG hywquw

p) ynpwjdwaquw q) Y3 |hguwqw &) SSB uyhwnwyntg

7.0°n  wpngtuubpu Gu wludhgwlwunptl hiwpwpynd  phUuhUuwjhu
nhudbputph wnwowgniuhg'

w) nGujlhjwghwl U inpwuuyphwghwl

p) mpwluynphwghwu U inpwlujwghwl
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q) pwlujwghwu U $ninhugp

n) nGwhjwghwu b inpwlyjwghwu

8.N°n wpngbulutph puwluquwpnudny b pwgwunpynd whgutUnwjhl
putpnntpdw hhjwunnipjntup.

w) wnpwluyphwghuwih

) npwlujwghwih

¢) _Ewwnpwghwih

n)wnngtuhlgh

9.N°p wypngbulutpu EU Yuljund Untinwghwubph wnwwgnidp.

1. nGwwnpwghwu

2. npwluywghwl

3. uylwjuhlugp

4. wnniprhnhugp

w) 1.2 p) 2.4 q) 1.4 n) 2.3
10. hUgny E Juwlquynp $npnhlgwjh wwywpwwnh w2huwwnwlph
nwlnwnbtgnidp: Cunpb] wnwyt] 62gphn wwwnwupuwlp'
w) uwyhwnwynigubph upuptqh puydnidny

p) uyhwwynigutiph wgptgwghwjny

q) hudnpdwghnu NL-h YnLtnwynidny

n) Uzqwdltiphg pninpl £ upuwy BU

11.0°n NLE wnhdGpwquwl ntuh wpwjdtph Yuphp.
w) NLEG ynhdGpwquw I-p

p). LG wnhdGpwaquw ll-p

q) NLIG wnhdGpwaquw [ll-p

n) Uhinnpnunphwy NLMG wynhuGpwaquwl

t) U2qwdlutnhg pninpu £ ¢ntublu wpwjdtnph Yunhp
12. &°pp £ wnwowunid hhnpopuhwpnipt®

w) npwluywghwh bwhibwywu thnynwd

p) uyhwnwynigutiph uphlptqh Einugwghwjh thnepned
q) ynunwnpwuuygwghnu dnnhdhywghwjh thnind

n) $ninhlgh plipwgpnid 2wwtpnultnh Ynnuhg
13.N°p qkutpu BU 2wy bu wynhy'

w) «winntu wwhnn» gtutpp
) hunntyuinhy qGUGnp
4) nGwntuphy qtutipp
n) pninpp
14.h°Ugwtu EU Yngynid gbuh Epuwpbuhwl puyénn uwyhwmwynigubpp.
w) uwjGuutpltp
p) EUhwuuGputn
q) wyinhywnnpltn
362



n) nGwnpGunputn

15. h-NULME-h |pEgnLUp Wwjdwlwynpwd E*

w) hwwwwuwnwuhuwl HWiE-NLII hhpphnutGph wnwewgnidny
p) hwdwwwunwupuwl HYE-h wwywwwpnipnidny

q) hwdwwwuwnwupuwl Gpyonrw NLE-UENH wnwewgnLuny
n) UywdUtphg pninpl £ ufuwy GU

16. N°nwnkn BU hwynuwpbEpjwé nhpnghUdubpp.

1. uywjunundutpnid

2.hudnpunundubpnid

3.unLyGnundutpnd

4.nhpnundubnnid

w) 1.2 p) 1.3 q) 2.3 n) 1.4

17.0°n ypngbul E pupwuncd 3'-5-nupnnLpjwdp’

w) nGuhlwghw

p) npwuuynhwghw

¢) inpwlujjwghw

n) U2qwsdltiphg ng Uklpn

18.h°Ughg E ujunid uyhwnwynigh upuptqp.

w) wdhUwprentu Uhwuntd £ A uwjenid Gnwé th-NLe-hu
p) nhpnundh thnpp Jhwydnpp dhwunwd £ hudnpdwghnu NLE-h «yGwhu»
U pwpdynid Uhusle utnwpwn ynnnu

g) nhpnundp dwlwsnid £ unnw Ynnnup

n) UGehnuh-th-NLME-U Jhwunwtd £ utnwnpwn Ynnnuhlu
19.Uwntpnhn hnpdnuubpp wgnnud U inpwuuyppwghwyh ypw*
w) Juwwybny pwnwlpwihlt nEgtuinnphu

) YwwyGiny Ynphquwjhl ntgbujninphu

g) wudhpwywlunpbU Jhwuwiny Yufa-hu

n) Updwélubphg pninplu £ 6howin GU

20. N°pwnkn E yppwnynd A&N-U*

w) hpdwunnipjntuubph whunnpn2nud

p) nwwnwpd2jwywl thnpdwpllnte)nil

g) qEuGinhy hhjwunntentubGph whunnpnonid

n) UdwdlUtphg pninpu £ 6hawn GU

Nwwunwujuwllbkp® N)w, 2)n, 3)q, 4w, 5)p, 6)w, 7)w, 8)q, 9)q, 10)p, 11)k,
12)q, 13)w, 14)n, 15)q, 16)n, 17)n, 18)p, 19)p, 20)n
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1. YGnwagnpébwlwl puytpnipjnibt wluwwnud £ wmbpndGpwquyh
huhpphwnnpubpp' npwybu nEnwdhgng untindbint nupnnLpjwUp: Skin-
UGpwquwjh huhpphninpp Ywpnn b oquwgnpéybp hGnbyw)p Uwyw-
nwyny’

w)yGpwgutnt yhpnruwjhu hudptyghwl

p)pnidtint QPUI-ny hhyjwunhlu

q)enidlynt punglinny hhdwlinhl

nJUywuwjhb uyhwnwynigubph uhupetgp wynhywgutint hwdwp
G)Jdwpnywug wudwhnipjntut wwywhndGint bywwnwyny

2. Y huhywlywl nhwgunuinhy jwpnpwwnnphwynid 1 gEUh UncyGnunh-
nwjhu htppwlwunitpjwl npn2nidp Yugunud £ 100.000 nphwd: Np-
pw’u gnidwp Yuywhwlugyh wdpnne qbundp niuniduwuhpbipne hw-
dwp:

w)2.000.000.000 - 3.000.000.000 npwd

p)200.000 - 300.000 npwd

q)2.000.000 - 3.000.000

n)6.000.000 - 7.000.000

3. Uw2wpwlp quukg 9 mwptlywl GpGluwyhu, npp nbdphlu, dtnpk-
phu ntup pwquwphy paunbp: IGnwgw quunudp GpGluwih nbdphu
hwjnbwptptg Yupghundw: Upuwnnpn2ytg pubpnnbpdhw: 3Gwnlyw)
wunnuwutphg puwnpt, pE hug pwhinjwé wypngbu E pupwunid
GpGhuwyh opquuhqunid:

w)Oywquwyhh $pwagdtunubnh htnwgnidp

eluhnhdhnhliuyhli nhdbplibnh hEnwgagnidpn 2@-hg

g)gntwuhUh Jhwgnudp Yufa-hu

n)ntpwghih hGnwgnudp Vuld-hg

4. dwnwugwlwlt wwpninghwjny nwnwwnn hhwunh dnwn Jnt-
nwghwjh hEnbwupny pwhwnyb) E uyhnwynigh $ninhugp: Vyh-

nwynight Jhwgbp £ niphphwnpup: N°pu £ wyn uyhwmwynigh hk-
nwaqw Gwlwwnwaghpp.

winpw  pniuyghwl Yywpgwynpyh pwlh np niphpdhwnhlup Yawnyh
dntinwghwjh hGnbwlplubpp
p)wju yywhGunwynpyh uGyptinnnp gpwuncubpnud (ppinhyutpned)

q)unl YEUpwnlydh puwpuydwl
364




nwju juwpwnwquwinygh ppghg

5.0unnutpp Uywuwnbp Bu, np hptug 4 mwpbElwl GpEluwl pwjwédph
ndjwpnipjntlt b punhwunip pninceinib nLuh: Lpw d4Lwdywllbpp
qquwih UGbwgwé Bu: QEubwnhYy hEnmwgnunnipynitup wwpqbg, np nhu-
wnpndhuh qbup dywlbwjhu uyhwmwynig wywpnibwynd £ dninw-
ghwjh ypndnnnph hwwnyjwénwd: N°pu £ wyn Unttnwghwjh wdtbw-
hwjwluwlywl EpEYwp.

wuwpuindmd F nhuinpndhlih inpwlbiulpnhwghwih huhghwaghwl
p)fuwhuinynid E nhuinpndhuh nmpwuuynphwghwjh mpdhuwghwu
@)uwhuinynid £ nhunnpndhup UNLE-h uwwjuhlgp

nfuwpunynid £ CAP-h Uhwgnudp nhuinndhup dNule-hu
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