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I'JIABA 1

BBEAEHUE B BUOXUMUIO. CTPOEHUE U ®YHKIIUU BEJIKOB

Beakun — OHWOMOTUMEPHI, OCHOBA KOTOPBIX IOJMIICTITUAHBIE IIETH, T0-
CTPOEHHBIE M3 OCTATKOB (i-aMUHOKHUCIOT. CloKHbIE OCJIKH coJepKaT HeOeIKo-
BBl KOMIIOHEHT (PUCYHOK 1).

beTkH VpOBHH CTPVKIYPHOH OpraHH3alHH
/ \ Benka
IIpoctele CIOXKHEE TpeTHdHAad
ITepBH4HaA YeTeepTHIHAA
Amnoberlok  He0enkorad rpyima BTopriHas

Pucynok 1 — Cxema cTrpoenne 0esika. YPOBHHU CTPYKTYPHOH Opranu3anum 0ejika

B 3aBUCHMOCTH OT CTpO€HHs HEOETKOBOH (MPOCTETUUECKOM) rpyIbl OeIKu
JEJAT Ha: XPOMOIIPOTEHHBI, TIIUKOIPOTEHHBI, JIMTIONPOTEHHBI, METAJLTIOTPOTEH-
HbI, HyKJICOMPOTEUHbI, (HOCPONPOTECHUHBI.

IlepBuyHasi cTPyKTYypa Oejka:
1. 'eneTnuecku 1eTepMUHUPOBAHA U YHUKAJIbHA
2. Hecet xon(opManmoHHy0 uHOOPMAIIMIO
3. Omnpepensier popMUpoBaHUE aKTUBHOTO 1IeHTpa Oenka (AlLl)

BropuuHas cTpykrypa Oesika:
o-cnMpajab — HauOojee ycToilunBas KOH(GOpMAaIMs MOJEKYJbl, COIEp-
*amask MUHUMYM CBOOOJHOW SHEPIHM, TaK KaK B O0Opa3o0BaHUU BOJOPOIHBIX
CBSI3€H YYacCTBYIOT BCE€ MENTHUIHBIE TPYIIIIHI.
®daxTophl, MNpPEnsATCTBYIOMNE (OPMUPOBAHUIO O-CHHUPATIBHBIX YYaCTKOB
OEKOBOM MOJIEKYJIbl — AJIEKTPOCTATUYECKUE, MEXaHUUYECKHE.
B-cTpykTypa — B OTJIMYHME OT C.-CIIMpaJId OTKPBITA JUIsl 00pa3oBaHus J0-
IIOJIHATEIIbHBIX BOJOPOAHBIX CBS3EM U CIEJ0BATEIBHO MEHEE YCTOMYNBA.
B-moBopoT — QopMUpPYyET MUMHHOKHCIOTA MPOJIUH, U CTaOMIH3UPYETCS
OIHOW BOJOPOJHOM CBA3BIO.
HansropuyHble (CynepBTOPUYHBbIE) CTPYKTYPbI — KOMOWHAIIMK BTOPUYHBIX
CTPYKTYp, B KOTOPOH JIBE 1I€TTH CKPYYEHBI B OJIHY KOHCTPYKIIMIO — 00, o3, Bat, BP.
Jlomen — o0ocoOneHHas 00JacTh MOJIEKYJIbI Oelika, o0sanaromas CTpyK-
TypHOU U GYHKIHOHAIBHOW aBTOHOMUEH.
Tperuunasi cTpykTypa 0esika:
OYHKIMOHAIBHO aKTUBHas KoHpopmauus Oenka, (gopmupyromas All.
Omnpenenser OMOJIOrHISCKUE CBONCTBA HATUBHOTO OEIIKa.



YeTBepTUYHAS CTPYKTYpa OeJika:

[IpocTpancTBeHHAsT OpHWEHTAIUMSI HECKOJBKUAX TIOJUTENTUIHBIX IIETIeH -
CcyObeIuHUI (MyIbTUMEPOB, OJTUTOMEPOB).

IIporomepsl (MOHOMEPBI, CYObeAUHUIBI) — OTACIbHBIC TOJUNEITHI-
HBIC 1IeTTH, He 001a1arone OMOJIOTHIECKON aKTHBHOCTRIO.

I'omoMepHbIe OelKH COmepk aT OJWHAKOBBIE CyOBETUHUIILI, reTepoMep-
Hble — Pa3HbIe CYObEANHUIIBI.

MeTa60J/10H — COBOKYITHOCTh (PEPMEHTOB, KaTAIM3UPYIOLIUX OMpPeIeNCH-
HBIM MeTa00IMYECKUI MyTh UK €r0 YacTh.

DyHKIUU OesIKa

1. KaTanutudeckast (3H3MMBI).

2. CTpykTypHas (KOJUIareH, 3JacTuH, OeIKU OMOJIOTHYECKUX MEMOpaH).

3. CokparurenbHas (aKTHH, MUO3HH).

4. TpancnopTtHas (reMorio0uH, JIUIIONPOTEUHBI ).

5.3ammTHas (OeIKM CHCTEMBI reMocTasza, OeJIKM CHCTEeMbl KOMIUIEMEHTA,
MYIMH, JU30LIUM, UMMYHOTJIOOYJIMHBI, OCIKU-TOKCUHBI, OCITKU-aHTUOMOTHKH ).

6. Perynstopnast (ropMoHbl, GpakTopsl pocta u nudPepeHupoBKH KIETOK,
pELEnTOpPHI).

8. Nonnbie kananbl (noHHbIe ATd-a361).

9. N'omeocTaTuyeckas, moaIep >KaHue:

— OHKOTHUYECKOTO JIABJICHUS B KJIIETKaX U KPOBHU;
— crabunsHoro PH 1 OydepHoii eMKocTU KpoBU (TreMOrjIoOMHOBas

Oydepnas cucrema)

10. Pe3epBHas (anp0yMuH, Ka3eMH MOJIOKA).

11. Duepretruyeckast (HE3HAUMTENbHA, TOJBKO B AKCTPEMAIBHOM CUTYaIIUN).

Bbesok (ALl) + JIurana = Ouosiornveckuii orBer!

ALl — ornpesiesieHHbI y4acTOK O€IKOBOM MOJIEKYJbI, KaK MPaBUio, HaXO-
JSUUICs B yIiyOsieHuH (KapMaHe), cpOpMUPOBAHHBIN pajuKaiaMyd aMUHOKHC-
J0T, COOpaHHBIX HA OMPEAEICHHOM MPOCTPAHCTBEHHOM Yy4acTke NpH (HOpMHUPO-
BaHUM TPETUYHOW CTPYKTYPbhl M CIIOCOOHBI KOMIUIEMEHTAPHO CBSI3BIBATHCS C
JIUTAHJIOM.

Jo 60 % Oenka B JKMBOM KJIETKE HAaxXOIUTCA B KOH(OPMAIMOHHO-
pa3BepHyTOM (HATUBHO-pa3BepHYTON) GopMme (pucyHok 2). I'moOynsipHas KOH-
dbopmarus crabunuzupyercs: ruapoPoOHBIMU B3aUMOJICHCTBUSMH, & HATUBHO-
pazBepuytas — AT® u npyrumu nuranaamu (pUCyHOK 3).

KondopMallHOHHBIE H3MEHEHH
(ocHOBa (PYHKITHOHHpPOBaHHA Oelka)

T'modvia HatueHO-paseepHYTEIE OeIKH
(bepMeHTEI) (CHrHAIBHBIE MOJIEKYIIEI )
Pucynok 2 — Kondopmannonnbie popMbl MoJ1eKyJ1 0esIKka



benkorad raodyia

'HapododHas I'mopatHad
CepaAleBHHA 000I0YKa
I'HaopodHIsHAA

nepHPepHA

Pucynox 3 — Cxema cTpoeHusi 6eJ1KOBOM I100yJ1bI

B BoAHOM pacTBOpe MOJEKYJIbI OelKa, KaK 3apsDKEHHbIE YaCTULBI MTPUTS-
TUBAIOT K ceOe AMIONM BOABI, KOTOpbIE (POPMHUPYIOT THAPATHYIO OOOJOUKY.
Y CTOWYMBOCTh HATUBHOTO O€JKa B PAacTBOPE OMpEAeNsieT MOJICKYJISIPHON Mac-
coil Oelka, 3apsI0M OEITKOBOM MOJIEKYJIbI, HAJTMYUEM THAPATHOU 000JIOUYKH.

B ¢opmupoBanuu 3apsga TPUHUMAIOT Y4acTHE PaUKaibl CIETYIOIINX
AMUHOKHCIIOT:

1) moOKUTENBHO 3apsKeHHBIX (aprubHuH (Apr), ructuaud (['mc), au3uH
(JTm3);

2) OTpHIIATENILHO 3apsKCHHBIX (acmaparuHoBas (AcI) M TIIyTaMHUHOBas
(I'y));

3) HezapskeHHBIX NONApHBIX (1uctenH (Luc) u Tuposun (Tup));

4) xonuesbix o-amuHO- (-NH3") 1 xap6okcunbubix (-COQO’) rpynn omuro-
HNENTH]IOB.

i 5TUX CTPYKTYp YUMUTHIBAIOTCS TMOKAa3aTedN KOHCTAHTHI KHUCIOTHOCTHU
PK, (Tabmuua 1). Benuuunsl pK, mpu 3TOM UTrparOT pojb KPUTHUECKUX TOYEK
GYyHKIINH, TaK Kak TPy COOTBETCTBYIOLIMX 3HaYeHHsIX PH mpoucxoaut mzmene-
HUE 3apsia.

Tabnuna 1 — Onpenenenue 3apsii0oB NENTUIOB: 3HaUeHUE pKa aMUHOKHCIIOT

[TpumepHbie BennunHbl PK, U1 paiuKaloB aMMHOKUCIIOT U CTPYKTYD,
KOTOPBIE MOT'YT HECTH 3apsbl:

IMOJIOKUTEIBHBIN OTpHUIATENbHBIH
o-COO 2,5
I'nc 6,5 e 39
a-NH3" 9,0 I'ny 4.1
JIuz 10,5 Iuc 8,2
Tup 10,1
Apr 12,5 Tpe 13,3
Cep 13,4
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Pucynok 4 — ¢gopmy.ibl IPOTEHHOTeHHBIX AMHUHOKHCJIOT




I'JIABA 2
®EPMEHTbBI-1. CTPOEHUE U CBOVICTBA ®EPMEHTOB

M3MeHeHne CKOPOCTH PeaKIiid B MPUPOAC MPOUCXOAUT C MOMOIIBIO KaTa-
mm3a. B 3aBucuMOCTH OT 00BEKTa U CHOCOOOB BO3JEHCTBUSA KaTtajin3a ObIBAET

HEOPraHUYECKUH, OpPraHMYeCKUd W OMOOpraHmveckuii — (QepMeHTaTHUBHBIN
(pUCyHOK 5).

Kartanuz BHOIOTHYECKHE KATATH3ATOPEI
HeopranadeckndH OpraHHYeCKHH JH3HMEl PHOO3ZHMEI  AO3HMEBI

Pucynok 5 — Buabl kaTajiu3a u 0H0JIOrHYeCKUX KaTaJIu3aTOpoOB

Ou3umbl (pepmentel, E) — Ouosornyeckue Karajam3aToOpbl OCIIKOBOM
PUPOJIBI.

Pub6o3umbl — PHK ¢ kaTanutuyeckoil akTHUBHOCTEIO.

A63umbI (abzymes, ot anri. antibody u enzymes niam catmab — catalytic
monoclonal antibody) — anTuTena ¢ KaTAIMTHYECKOH AKTUBHOCTBHIO.

[IpakTruecku Bce TUIBI pUOO3UMOB U A03UMOB MPOXOAST UCCICAOBAHUS B
Ka4ueCTBE TEPANIEBTUUECKUX MTPENapaToB.

He6enkoBblii KOMIIOHEHT Ha3bIBAIOT MO-pPa3HOMY: KOPEepMeHT, KodakTop,
nmpocteThyeckas rpyimna (pucyHok 6). OTinyue B TUIE CBA3U MEXIY OCIKOBOIA
1 HeOenkoBol vactsaMu ¢epmenta. KopepMeHT cBsizaH ¢ anmopepMeHTOM HEKO-
BAJICHTHBIMHU CBSI3IMH (JIETKO JMCCOLMUPYET), KOGAKTOP M MPOCTETUYECKAS
IpyIina — KOBAJICHTHBIMH (MIPOYHO CBS3aH).

DepMEHTEI

— T

OIHOKOMIIOHeHTHBIE JIBYXKOMIIOHEHTHEIE
(XonodepMeHT)

Ano@hoﬂaﬂ TPVIIa

OpraHudeckad — HeopraHH4eckad

(KodepmeHT) (Kodaxrrop)

IIpocreTH4eckad HcTHHHBIH
TPVIIIA KodepMeHT

Pucynok 6 — Cxema cTpoenue ¢pepmMeHTOB
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Poub k0(hepMEHTOB MOTYT BBITIOJHATH TPOU3BOAHBIE BUTAMUHOB.

Cnoco0bl 00pa3oBaHusi aKTUBHBIX ()OPM BUTAMHHOB-KO()ePMEHTOB:

1. ®ocdopunupoBanue — THaMuH, puO0GhIaBUH, TUPUIOKCAIb, TAHTOTEHAT.

2. ObpazoBaHue HYKJICOTHIOB — HHALIMH, puOO(IIaBUH, TAHTOTEHAT.

3. [Ipucoennnenue HykiIeo3uaa wim MeTuina — Bi,.

4. Boccranosnenue — ¢omart, K.

OnHol U3 XapaKTepHBIX 4epT KO(HEepPMEHTOB SBISIETCS TO, YTO BBICIIHE Opra-
HU3MBI HE MOTYT X CHHTE3UPOBATh, M TIOATOMY KOPEPMEHTHI TOJKHBI TIOCTYTIATh
B opranusM ¢ numei. [TocKonbKy eIMHCTBEHHON WX (PYHKIHEH SBISIETCS ydacThe
B KaTaym3e (Tabymia 2), exXeIHeBHas MOTPeOHOCTh B HUX Masia (1 YeIoBeKa He-
CKOJIPKO MUJUTUTPaMMOB B JICHb). BUTaMUHBI, TIOCTyMAOIIME B OPraHU3M YeJIoBe-
Ka C THIICH B OOJBITUHCTBE CITy4aeB MICHTUYHBI KOPEPMEHTaM WM CTPYKTYPHO
ONHM3KU M. DTO TOBOPHUT O BAKHOW POJIM BUTAMHHOB B (PU3UOJIOT UM IMUTAHUS.

Ta6numa 2 — KodepMeHThI 1 COOTBETCTBYIOIINE UM BUTAMUHBI

Kodepment OyHKIUA CoOTBETCTBYIOIINN BUTAMUH
IlepeamuHnpoBanue [Mupunokcun (Bg)
o JlexapOoKkcuIupoBaHue
Panemuzanus

I[eKap6OKCI/IJ'II/IpOBaHI/Ie 0-KECTOKHUCIOT

TII® . Tuamun (B;)

IlepeHocC anbaeruaHON rpynsl
HS-KoA Ilepenoc anunon [TanTOTEHOBAs KMCTIOTA
TT' @K, B1o Ilepenoc Ci-rpynn ®doimeBas kuciora, Bio
buotun KapOoxcunupoBanue buotun (H)
NAD", NADP" | Ilepenoc H + & HuxotunoBas xkucnota (PP)
FMN, FAD [Tepenoc H + € Puboduasus (B,)

B Monekyne pepmeHTa BBIACISIIOT aKTUBHBIA U JNIOCTEPUUECKHM 1IEHTPHI
(pucyHox 7).

//\
CBA3BIBAIOITHH LEHTP KaTtanHTHYeCKHH [IEHTD

(KOHTaKTHad HIH AKOpHAaA IUT0maaKa)
Pucynok 7 — Cxema cTpOeHMs AKTHBHOTI'O LIeHTPa (hepMEHTOB

SxopHasi nJIoAAKA 00ECIeYnBAET CreM(PUUECKoe CPOACTBO K CyOCTpaTy
(S) u hbopmupoBanue hepMeHT-CyOCTPaTHOTO KOMITIEKCa (CBSI3M HEKOBAJICHTHBIE).

KaranuTuyeckuii EHTP — LEHTP HEMTOCPEACTBEHHOT'O KaTajn3a

Adanocrepuuecknii mentp (allos-apyroit) — ydactok ¢epmenra, ¢ KoTo-
PBIM CBSI3BIBAIOTCS OTIPE/ICNICHHbIE BemecTBa (3()PEKTOphl), OTIUYHBIE OT S WU
JIEUCTBYIONME B UHOW KOHIIEHTPAIIMU OTIMYHOU OT cyOcTpaTHOU. D EeKTOopHhI
PETYJIMPYIOT aKTUBHOCTH (PepMeHTa IyTeM KOH()OPMAIMOHHBIX W3MEHEHHI €0
Al (monoxwurenbHble 3PPEKTOPHl — MOBBIMIAIOT, OTPUIIATEIIEHBIE — CHIDKA-

12



10T). AJulocTepuyeckue (perynsaropHbie) (pepMeHThl KaTaau3UpyIOT CKOPOCTb
peaxiuii B KJIFOUEBbIX TOUYKaX MeTab0aM3Ma — Hayano METabOoIMUeCKUX MyTeH,
TOYKHU UX Pa3BETBJICHUS.

AKTHBHOCTH )epMEHTa OTpakaeT CKOpPOCTb 0OpazoBaHus mnpoxaykra (P)
WIN CKOPOCTh YOBUIM S B pacyeTe Ha KOJIMYECTBO MaTepHana, cojaepxariero E.

Ennnunbl BbIpakeHuss aKTUBHOCTH epMEHTOB

1 karan (kat) — xonmdecTBo epMeHTa, KATATU3UPYIOIIETO TPEBpaIleHHE
1 mons cyOcerpata 3a 1 ¢ ipu 25 °C (cucteMHasi eIMHUIIA AKTUBHOCTH).

1 mexknynapoanas exununa (ME) — xonudectBo hepmeHTa, KaTaiu3u-
pyromiero npespanieHue 1 Mkmos cyoctpata 3a 1 Mun npu 25 °C (BHecucTeM-
Hasl €IMHUIA aKTUBHOCTH).

YaejJbHasi aKTUBHOCTb — YHUCJIO €IMHUI] aKTUBHOCTH (hepMEHTA, TPUXO-
namuxcs Ha 1 mr Oenka, eAMHUIy 00bEMa OMOJIOTMYECKON KUIKOCTH WA €U-
HUIlY MaccChl TKaHHU.

B MenuuuHCKON MpakTUKE aKTUBHOCTh (PEPMEHTOB 4Yallle BBIPAXKAIOT B
€UHUIIaX aKTUBHOCTU HA 1 1 OMOJIOTHUYECKOMN KUIKOCTH.

MoJiekyisipHasi aKTUBHOCTH (YHCJI0 00OPOTOB) TOKA3bIBAET, CKOJBKO
MOJIEKYJI cyOcTpaTa B CEKYH]y MpeBpamaloTcs B NMPOAYKT 1 Mojekysoit ¢ep-
MEHTAa W HUCIOJIb3YETCA MJIi CPABHUTEIBHON XapaKTEPUCTUKU aKTUBHOCTU He-
CKOJIBKUX (DEPMEHTOB.

CoBpemeHHbIe KaccuuKaius 1 HOMEHKIIaTypa hepMeHTOB ObLUTH pa3paboTa-
Hbl Komuccuelt o ¢pepmentam MexxyHapoJHOr0 OMOXUMHUUYECKOTO CO03a U yTBEP-
*1eHbl Ha V MextyHapoIHOM OnoxuMuydeckoM koHrpecce B 1961 1. B Mockae.

Tabnuma 3 — MexnyHapoHas kiaccudukanus GepMeHTOB

Knacc ¢pepmenTa Tun peakuun [Tpumep
1 kmacc — JIJII', karanasza, reM-okcujaaza M
OBP Bcex Tumon AL ’ 8
OkcuopeayKkTassl Ip.
2 KImacc — Ilepenoc otnenbHbIx atromoB U | I'mokokunaza, AJIT, ACT, kpea-
Tpancdepassl TPYII aTOMOB TUH(OCHOKMHA3ZA U JIP.
®epmentsl XKT (nemncun, Tpum-

3 kjmacc — I'upponutrueckoe pacuiernie-

. CHH | Jp.), TiI-6-¢pocarasa, ame-
I'unponassel HUE XUMHYECKHUX CBS3EH

TUJIXOJIMHI3CTEpA3a U Jp.

Herunponmutuyeckoe  pacuien-

4 xiacc — N o
JIEHUE IBOMHBIX CBA3EH WM UX

JIna3el (cuHTa3bI)

Enomnasa, dbymapar-ruaparasa,
aKOHUTAa3a M JIp.

00pazoBaHne
5 kmacc — Bzaumornpespamienus: paznud- | [n-6-docdaruzomepasa, TpHo3o-
N3omepass HBIX U30MEPOB dhocdarnzomepasa u np.
6 Kmacc — OO0pa3oBanue cBsizeil (CHHTE3)

FJ'IyTaMI/IHCI/IHTCTBBa u ap.

Jlurassl (cunterassl) | ¢ 3arparoit sHeprun ATO

Kaxmomy (epMeHTy TpHCBOCH YETBIPEX3HAYHBIA KJIaCCH(PUKAITMOHHBIHN
HOMeEp, BKITIOYAIOIINIA Kiacc, MOAKIACC, TOAMOIKIACC U TOPSAKOBBIA HOMED B
noAmnoakiaacce (PUCYyHOK 8).
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AT® + gpeatd <+ AN® + kpeataadocdat

kpeaTHHQOChOKHHAZA
K® 2.7.3.2.
HOPAJIKOBBIH HOMED B CITHCKE
KOMHCCHSA HOIIOIKIACC
1o depMeHTaM (docdoTparcdepazrl ¢ a20TCOIepIKAITHM)
aKIeNTOPOM
KIIacc HOIKTACe

(tpaHcdepazrr)  (docdorpancdepassn)

Pucynok 8 — Knaccndukanus pepmenton

Ha pucynke 9 npencraBiieHbl CTPYKTYpbl KOPEPMEHTOB JAETUIPOTEHA3 ISl
OKHUCJIUTEIIbHO-BOCCTAHOBUTENIBHBIX PEAKIUH.

®EPMEHTBI-2. MEXAHU3M JEACTBUS ®EPMEHTOB

Bricokas 3¢ heKkTHBHOCTh (PEepPMEHTOB, KaK KaTaJau3aTOPOB, OINpPEACIACTCS
ux cnenuuaHocThio (pucyHok 10).

CrnenndH4HOCTE dDepMeHTOB
Cy0crpatHas aTaTHTHYECKA

OTHOCHTENbHAA CrepeocnenH)HIHOCTD
(rpymmoeas)  AGconroTHadA

Pucynok 10 — Cneunpuunocrs pepMeHTOB

A0cosl0THasi cy0cTpaTHasi cieu(PUIHOCTL — (DEPMEHT KaTalu3upyeT
IpeBpalleHle TOJbKO OAHOro cyocTtpara. Hampumep, aprunasa ruapoiusyer
TOJILKO apTUHUH; ypeas3a - TOJIbKO MOUEBUHY.

I'pynnoBasi cy0crpatHasi cnieM(puYHOCTb — CIIOCOOHOCTh (PEPMEHTOB Ka-
TAJIM3UPOBATh HECKOJIbKMX CXOJHBIX 1O CTPOEHHUI0 cyOcTpaTtoB. Hanmpumep, anko-
rosib JII' — Karanu3upyeT OKUCIEHHE pa3IMuHbIX CITUPTOB: 3TAHOJIA, METaHOJA U JIp.

CrepeocnennpuuHocTh — GEPMEHT KaTaIU3UPYET TOJIBKO OJUH BUJ
crepeonsomepa (D wmu L). Hanpumep, 601bMHCTBO (DEpPMEHTOB KaTaau3upy-
10T PEAKINH TOJBKO L-aMHMHOKHCIIOT.

Karanurtuueckass cneumpuyHOCTL — 3TO CHENU(GUUHOCTh MMyTEH mpe-
BpalieHus (1o TUMYy KaTalM3HPYyEeMOUN peakuuu) oOecreyrBaeT IMpeBpalleHHe
OJIHOTO W TOTO XK€ cyOcTpara moja AecTBueM paszHbix pepmenToB. Hampumep,
MOJIEKYJIa TJIIOK030-6-pocdaT B KIETKaX MEUYEeHU YellOBeKa SIBIsieTCs cyOcTpa-
ToM Ut 4 pa3HbIX (pepMeHTOB: GocdoriykomyTraza (CHHTE3 TJIMKOTEHA), TIIIO-
K030-6-pocdaraza (moOunmzanus rimkorena, ['HIY), docdormokonzomepasa
(rmukonu3), raoko30-6-dochat Il (ITDIT).
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Pucynok 9 — KodepmeHTsl 1eruaporenas
nupuaunossie (NAD(P)") u ¢puaBunossie (FMN, FAD)
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DaKTOpHI, BAUAIOIIME HA CKOPOCTh (ePMEHTATHUBHBIX peaKuui

1. Konuentpauus pepmenTa u cyocTpara.

2. Temnepartypa (1°).

3. Bennuuna pH.

4. Hannuwne 3¢ ¢exTopoB (aKTUBATOPOB U MHTHOUTOPOB).

5. [Inomans noBepxHOCTH cyOcTpara.

I'paduueckoe BhIpa’keHHE 3aBUCHMOCTH CKOPOCTEH (pepMEHTATUBHBIX pe-
aKIUI OT pa3NUYHbBIX (PAaKTOPOB MPEJICTaBICHO HA pUCYHKeE 11

A

V t

t°C

max

[E] K [s1-
Pucynok 11 — I'pauku 3aBHCHMOCTH CKOPOCTH (PePMEHTATHBHOI peakuuu oT:

a — temneparypsl (t°); 6 — Beauunnsl pH; B — koHnenrpanun ¢pepmenta [E];
I — KOHIIEHTpamuu cyocrpara [S]

3aBUCUMOCThH CKOPOCTH (DEPMEHTATUBHON pEaKIMK OT KOHIIEHTpAIUHU CyO-
CTpaTa BhIpaXaeTcsl ypaBHeHMEM Muxasnuca-MeHTeH:

Viaxe[S]

MAKC
V=

Ky +[S]

rne K, — xoncranta Muxasmuca (1/2 ot Vyu); V — ckopocts GpepMmeH-
TATUBHON peakiuH; V. — MaKCHUMallbHasi CKOPOCTh (PepMEHTATUBHON peak-
UM, TIPY TIOJTHOM HackileHHH (epMeHTa cyOctparom; [S] — KOHICHTparus
cyocTpara.
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Km — Koncraara Muxasnrca — KOHIIGHTpaIus cyocTpara mpu KOTOpOi
CKOPOCTh KaTaJM3UPYEMOM peaklliu COCTaBJSIET MOJIOBUHY OT MaKCHMAaJIbHOM
(pucynok 11 1). Benmnunna Ky, otpaskaer cpoacTBo pepmenTa K cyocTpary. Uem
HI)KE KOHCTaHTa, TEM BBIIIE CPOACTBO (hepMeHTa K cyOcTpaty u Haoboport. [Ipu
Hu3kon K., gepMeHTaTHBHBIC peaklUUd MPOTEKAIOT C BBICOKOH 3((HEeKTHBHO-
CTBIO, TOTJIa KaK MpH BbICOKOU Ky, appexTuBHOCTD peakiuu Hu3kas. B pa3Hbix
OpraHax ¥ TKaHSIX KCIPECCUPYIOTCS OJTHU U T€ e (PEePMEHTHI, HO C Pa3INIHBIMU
BermmunHaMu Ky, 9T0 TI03BOJISIET PETyIupoOBaTh B HUX HE TOJIBKO CKOPOCTh peak-
UK, HO 00ecreunBaTh 1eJIeco00pa3HOe MEeKOPTaHHOE pacIpe/iesieHue cyocTpa-
TOB (HampUMep, TJIFOKO3bI B IEYCHH, MBIIIIIAX, SPUTPOILIUTAX) (PUCYHOK 12).

iy
sake’

['ekcOKHHAZA
100 7
K = 0,01-0.1 mmomn,/n
757
SO A K = 10 mmons/n

] | - ) I
5 10 15 20
KoHIeHTpalHs rioKoabl, MMoUIh, A
PucyHok 12 — 3aBUCMMOCTh AKTHBHOCTH e KCOKHHA3BI U IJIIOKOKHHA3BI
OT KOHUEHTPALUMH IIIOKO3bI

B kuHeTHKe (hepMEHTATHBHBIX PEaKIMil BaKHBI yCIIOBUS, KOHTPOJIUPYIO-
1[Me aKTUBHOCTH (pepMeHTOB (pUcyHOK 13):

1. KonnuecTBO MOsIeKysl (PepMEHTOB B KJIETKE, KOTOPOE ONpEAesieTcs co-
OTHOUIEHUEM IPOLIECCOB CUHTE3a U pacnaga OeIKOBOM MOJIEKYJIbI.

2. HoctymHocTH MoJiekyl S u kodepmenTa. UeM OoJibliie KOHIICHTpAIUS
cyOcTpara, TeM BBIIIE CKOPOCTh META0OJNYECKOT0 MyTH. BaxkHyI0 posib Urpaet
BEJIMYMHA TUIOIIAIN TIOBEPXHOCTH CyOcTpaTa (HampuMep, SMYIbIHPOBAHUE KU-
pa yBeIMYHMBaeT IUIONaAb KOHTaKTa ¢pepMeHTa ¢ cybcrpaTtom). B mporecce ka-
Tajr3a MPOUCXOIUT OCBOOOXKACHUE (PEepMEHTOB U KODEPMEHTOB, paHEe ydacT-
BYIOIIIUX B KaTajau3e.

3. AJUTOCTEepUYECKON PErymsiiuy KaTAIUTUYECKOW aKTUBHOCTH (DEPMEHTOB.

PeryisanHs akTHBHOCTH depMeHTa

M3MeHeHHe KOTHYecTBa J[OCTYIHOCTE MOIEKYT  PeryiadnHid KaTaTHTHYecKOH
MoIekyI E S H kodepmeHTa AKTHBHOCTH

Pucynok 13 — Peryasinust akTuBHOCTH pepMEHTOB
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Annoctepudeckasi peryisius KaTaTUTHYECKOW aKTUBHOCTH (HEPMEHTOB
IPOTEKAET 3a CUET:

® 0enoK-0eIKOBBIX B3aUMOACHCTBUIA, HAPUMEp, C MOCIEAYIOIUM Orpa-
HUYEHHBIM MPOTEOIM30M MOJIEKYJ MPOPEPMEHTOB;

® oOparumont xumudeckoir moaupukarmm (hochoprmpoBanws/aedochopu-
JUpOBaHus ) MOJIeKyn pepmenTa (pucyHku 14, 15).

AumiocTeprdeckast peryJisiys XapakTepHa He TOJIBKO [T ()epMEHTOB, HO | JIS
JPYTUX OEJIKOB, CBS3BIBAIOIINX JIUTAHIBI (KOOTIEPaTUBHBIN A((EKT reMOrjIoonHa).

ATD AllD

NS
( [Mporennkunaaa \ HKupsr

Jlunaza-OH JIumasa—P

HEAKTHBHAH dKTHBHAHA

t Mocdarasa J HKuphbie
KHC/IOTHI
/ \ "

H,PO, H,O [JIHLEPHH

Pucynok 14 — Cxema ¢pocopuimnposanus/aedpocdopuimpoBaHns JIMIA3bI ;)KUPOBOH TKAHU

[ENT B
\@/ \@/

Pucynok 15 — Ansiocrepuyeckas pery/sinusi aAKTHBHOCTH ()ePMEHTOB
a — aKTHBHBbII KOMILJIEKC; 0 — HEAKTHUBHBIN KOMIUIEKC; 1 — aKTHUBHBIN LEHTP;
2 — ajJ0cTepuYecKuii HeHTp; 3 — cydcTpar; 4 — MOJIOKUTENbHBIH dPdhexTop;
5 — orpunarejbHblii 3¢ PexkTop. Anocrepudeckue 3pGeKTOpbl MEHSIIOT HATUBHYIO
KoHopmauuio pepmenTa, 3arparusas ero AL

K uyncny coennHeHuii, MOLYIUPYIOIIUX aKTUBHOCTh (DEPMEHTOB, OTHOCSIT-
cst UHTUOUTOPBI (pUcyHOK 16), HanpUMep JIeKapCTBEHHBIE MPENapaThl.

HHruoHTOpEI
CrenadHIecKHe Hecnenndraeckne
HeoOpatayeie OO0parHMEIe

KoHkvpeHTHEIe HexkoHEypeHTHEIR

Pucynok 16 — Knaccupuxkanusi MFHruOMTOPOB
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AKTHBHOCTh ()EpMEHTOB B KJIETKaX OMpPEEIsIeTCs] KOHIEHTpaluei ropMo-
HOB, HUPKYJUPYIOMINX B KPOBHU. | OpPMOHBI, HIMEIOLIME PELIENTOPHI HA IOBEPXHO-
CTH KJIETOYHOW MeMOpaHbI, peanu3ytoT cBOM 3(PQeKT uepe3 aJeHUIATIIMKIA3-
HBII MexaHu3M (pucyHku 17, 18).

BHeWHMI CTUMYNUPYIOLWLWIA BHelwHWiA MHIMBupyowmin
curHan curHan

| &

R, |

(NN ()
r@ ATO -Q_Wj*_@___ﬂmcmu

To ( rTo KOKMiowa
rao

XonepHbin _ _ _ e
© UAM® + npomeuHkuHasa A —’AIVItb

TOKCHH
Ao R )
§ 6enok
e eaKTUBHbIV

H P
gocgho- :
duacmepasg C
AMO p (¢)
6enok-P
@ (aKTMBHBbIN) H.0
TeothunuH |
kodpenH KneTouHbIn
oTBeT

Pucynok 17 — AneHnjaTuMKIa3HbIN NYTh Peryasnuu MeTadoan3ma

NH, NH,
NJiN* Y Nj
k.,Nl Nj ‘*‘N N
HO—CH, | . OFH e
0 O O -
HO—!’—-—O-—-E’-—HO—E’—O—O OH HO—pP—0 OH

I ] I

OH OH OH

O6pa3osaHue LAMOD

Pucynok 18 — YpaBHeHnne peaknuy, KaTaJu3upyeMoe aJeHUJIATIHKIA30i

Jpyrum nmpruMepoM peain3alii BHEIIHEro CUrHaia (Co CTOpOHbl TOPMOHA)
Ha aKTUBHOCTH (DEPMEHTOB B KJIETKE SIBISIETCS MHO3UTON-3-(OochaTHBI MyTh
perymsiuu (pucynku 19, 20).
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Pucynok 19 — UHo3uT0.1-3-pochaTHBINA NYTH peryassiuu MeTadoam3ma

Qocdaruauaunosuton (PH)

ATD
AJlD

ﬁ) AT®
R—C—-O—THl K ATD

R—(‘,—O—IH \ ﬁ}

1

Hz—D—'—P—D

punfn o

H

Ol

OPO H,

PO H,

Docharnanannoauton-4,5-ueocdar (PUD,)

“20\1 ®ocdomumnaza C

6

R—C—O—CH, H,0,PO
OH
R—C—0—CH + 'N, OH

0 CH,OH

Juamnrannepun (JAD)

0 4

3

OPO,H,
5

OPO.H,

Huoauron-1.4,5-tpucocdar (MMD,)

Pucynok 20 — YpaBHeHnue peakuuu katajausupyet ¢gocdoaunnasza C




®EPMEHTDI-3. MEJULIUHCKASA 9H3UMOJIOI' USA

OcHOBHBIC HANIPABJIECHUS MeIMUMHCKON YH3UMOJI0TUH

1. DH3umMonaTuu (IEpBUYHBIE, BTOPUYHBIE) — MATOJOTUYECKHE COCTOS-
HUs1, 00YCJIOBJIEHHbBIE HAPYIIEHUEM aKTUBHOCTU (hEPMEHTOB.

2. JH3UMOAMArHOCTHKA — JIMArHOCTHKA 3a00JI€BaHUI IIyTEM OIpEETICHUs
aKTUBHOCTH (DEPMEHTOB B TKaHSX, OMOJOTMYECKUX KHUIKOCTAX U JIp. OObEKTaXx.

3.9H3uMoTepanus — NpruMeHeHue (PEPMEHTOB B KAUECTBE JICKAPCTB.

4. [Ipumenenne pepMEHTOB B JIaDOPATOPHOI MPaKTHKE.

HN30¢pepmentsl — rpynmna poACTBEHHBIX (EPMEHTOB, KAaTaTU3UPYIOLIUX
OJIHY U Ty € PEaKIIMIO, HO OTIIMYAIOLIUXCA MO0 (PU3UKO-XUMUUYECKUM CBOMCTBaM
(4eTBEpTUYHOM CTPYKType, 3apsaoM (dIEeKTpOoPOpeTHUECKON MOABUKHOCTHIO),
4yBCTBUTEIBHOCTS K t°, pH, HHrHOUTOpam, CKOPOCTHIO, HAIIPABJICHUEM PEAKIIH
u 1p.). U3BectHo 6osee 100 uzopepmenToB. OHU UMEIOT PA3IUYHYIO TKAHEBYIO
JOKaJIM3alKi0, MOAYJIMPYIOT CHEHU(PUUECKYI0 MEeTaOO0JIMYECKyl0 aKTHUBHOCTh
TKaHEH, a ONpeAeseHue UX aKTUBHOCTH HCHOJb3YeTCs MPU AUATHOCTUKE 3a00-
JeBaHUN — oH3uUMoOuazHocmuxe (pucyHku 21-23).

DR RNl

JIAT, JIAT, JIIT, JIT, JUIT s

(cepae) (cepate/mouK) (moukwm) (MBIIIIBI/TICUEHB) (MBIIIIBI/TICUEHB)

OONNOCERCO

KK-1 KK-2 KK-3
MO3T MHOKap MBIIIITBI

Pucynok 21 — H3odepmentsl JIAT', KOK (KK)

_—KOK

AETHBHOCTE
B ChIEOPOTER

Pucynok 22 — M3meHeHHe aKTUBHOCTH (pepMEHTOB B KPOBU NPU MH(PAPKTE MUOKAPAA:
K®K, AcAT, JUII', 'BAI’
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?OOH ?OOH
HC—NH, Cc=0
| + |
Cl:Hz CH;
COOH ?Hz
aCHapaFI/IHOBaH COOH

K-Ta

O—KEeTOoTIyTapar

COOH
COOH |
CcC=0
HC—NH, * [
| CH,
CH,4 ?Hz
aJITaHUH COOH

O—KeTOorjyTapar

COOH
HC—OH
CHs

JJaKkTart

Kp€aTHuH

Acnapmamamuno- COOH COOH
mpanceepaza (2) | |
C=0 HC—NH,
+
d | |
C|ZH2 CIZH2
COOH ?Hz
COOH
HIVK
I'mytamar
Ananunamuno- COOH
mpancgepasa (2) COCH
c=0 4 HC—NH,
I1d |
CHy R
i
H
IIBK N
I'myramar
Jlakmamoeauopoeenasa(l) ?OOH
o
NAD" NADH +H*
IIBK
Kpeamunghocgpoxunaza(2) COOH
i
/ \ ’I\l cn,
HN=C
I
ATO AllD ’,\‘ H
O=$—OH
OH
kpeatuHdocdar

PucyHnok 23 — Peakuunu, karaausupyemble pepMeHTAMEI
ACT (AcAT), AJIT (AaAT), JIAT', KOK
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I'/IABA 3
BUOSHEPI'ETUKA

BUOJIOTTUYECKOE OKHCJIEHHUE-1. IUKJI KPEBCA.
ITYTHU HOTPEBJIEHUA KUCJIOPOJA B OPTTAHU3ME

TepmuH «0OH03HEPTreTHKAY» 00pa30BaH U3 JIBYX I'PEUYCCKHUX CIIOB «Di0Sy —
KH3Hb U «energeticy — CrocoOHOCTh K JICHCTBHIO. bHOSHEpreTnka m3ydaer
polIecChl MPeoOpa3oBaHusl BHEIIHUX PHEPTUI B IMOJIE3HYIO JEATEILHOCTh Op-
TraHU3MOB U PHEPTETUYECKUE MPOIIECCHI B KIIETKE.

buosornyeckoe oKkucjeHHe — COBOKYITHOCTh OMOXMMUYECKUX PEAKLUH,
IPUBOAIINX K 00pa30BaHUIO MOJIE3HOW KOHBEPTHPYEMOW HEPIHH 3a CUET Jie-
rpajlallid KOMIIOHEHTOB UM (PUCYHOK 24).

®epmenTsI M KOpepmenTsl BO:

Oxkcudopedykmas3wl (Tabnuia 3, pucyHok 9):

— OKCUOA3wvl,
— 0e2uopo2eHasvl.
* nupuauH-3aBucuMeie (NAD);
* (hnaBun-3aBucumsie (FMN, FAD);
— 2udponepoxcuoassl,
— OKCU2eHA3bl.

Hauvaneubie sTamnbl karabonusmMa (crieruduyecKkue MyTH) OCHOBHBIX ITHIIIE-
BBIX BEIIECTB — OEJIKOB, YIJIEBOJOB, JHMHUAOB — MPOUCXOAAT NPHU y4aCTUHU
dbepMeHTOB, crelUPUISCKUX IS KaXJA0ro Kjacca BEIIECTB. DTH ATallbl 3aBep-
matorcs oopasoBanueM AByx MetabonutoB: [I1BK, anetun-KoA (pucyHnok 24).

OO6mmit myTh katabonusma Bimrovaet: OJII1, IITK u LI1D.

B ocHoBe coBpemeHHbIX MpeactaBieHuii o bO nexar 3aKoHbl TEpMOANHA-
MUKH, OOIIIUM BBIPAKEHUEM KOTOPBIX SBJISIETCS ypaBHEeHHE [ nb0Oca:

AG =AH - T\S,

riae G — cBoOonHas sHeprus (dHeprust [ mooca); \H — saTanenus; T —
a0COJIOTHAS TEMIIEPaTypa; oS — SHTPOIIHS.

Jlyis Toro 4ToOBI peakiuu B KJIETKE MPOTEKaIXd B OJIArONPHUSITHOM C MO3U-
MY TEPMOAVMHAMUKH HANIPaBJICHUH, HY>KHBI MOJIEKYJIbI, THAPOJIN3 KOTOPBIX Xa-
paKTepusyeTcsi BBICOKUMM OTpUIATENbHBIMM 3HaueHusiMu sHeprun [1b6ca
(,G). Takue coequHEHHS HA3BIBAIOT MAKPOIP2AMU — MAKPOIPTHUSCKHE COCTU-
HeHus. Haubonee pacnpocTpaHeHHBIMH MaKpOdpraM B KIIETKE SIBIISIFOTCS CO-
CIIMHEHMS, COJICPKAIIUE MAKPOIPTUIECKYI0 GochaTHyro rpymiy (pPUCYHOK 25).
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@Oynxknnu AT®: mexanuyeckas (COKpalllEHUE MBIIII), OCMOTHYECKAs
(paboTa MOHHBIX HACOCOB), XUMHUUYECKas (AaKTUBAIUS METa0OJMTOB) PadbOTHI, pe-
ryJasTopHas (akTuBarysi aHaboIM3Ma W WHTHOMpOBaHWE KaTabonm3ma, (hocho-
pPUIMPOBaHUE MPOTEUHKUHA3, CUHTE3 HAMD).

benku Yri1eBosl Kupsl | sTan
AK ['mroko3a I'n
','_'_'_'_'_'_'_'_'_'_'_'i_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_1_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'i_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'_'__'_'_'_'_'_'_'_'_'_'_'_'_'_'

AK ['moxo3a I'n

3-(I£FA /

Il >ram !

__________________________________________________________________________________________

IYK Anernn-KoA i
\_ % I >Tam
—~ e
IITK
1TTO 3 NADH+H* 2 CO,
1 FADH,

l
i

_______________________________________________________________________________________________

Pucynok 24 — OcHoOBHBbIE 3Tallbl OKHCJIEHUS CyOCTPATOB OMOJIOrHYECKOI0 OKHUCIEHHUS
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Cnoco0b1 cunTe3a AT®:

1 — Oxmucanreabnoe ¢gochopuampopanue (OP) — cunres ATD u3
AJ1® u Heopranmdeckoro (ocdara, CONpsHKEHABIA ¢ OKUCIEHUEM, T. €. TIEPEHO-
COM JJICKTPOHOB 1O JIBIXaTEIBHOM 1IEMU OT CyOCcTpaTa K KUCIOPOIY.

2 — CybcTpaTtHoe dochopuimpoBanue (CP) — cunrez ATO umu ['TO
MyTeM TPSMOTO TEPEeHOCa MaKpOoIprudeckoro (ocdara ¢ BHICOKOIHEPTeTHYE-
ckoro nuarepmenaranTa Ha AJI® wmu ['1D.

//—»Am\

L____Y____J

h

h
BeicokosHepreTuueckue '
(ochaTHBIC IPYIIBL | === --T--eeeTmees

Berlnenenne

SHEpruu:
OKHCJICHHC

YIJIEBOJIOB,
JKHPOB,
0eJIKOB.

Hcnonp3oBanue
DHEPIUH:
OrocuHTE3
MOJIEKYIL,
COKpaIlcHHE
MBIIIIII,
AKTUBHBII

TPaHCIOPT,
TPOIYKITHS
Tera.

N

Pucynok 25 — Crpoenue moJiexyJibl AT®. [luka ATO/ALP

Huka Kpedca (uukJ TpUKapOOHOBBIX KUCJI0T, HATPATHBIN HMKJ)

Buyrpukierounas gokanusanusa: Bce (epmentsl L[TK nHaxomsTcs B
MATPUKCE MUTOXOHAPHUH, OJHAKO cykuuHat /I’ morpyxeHa BO BHYTPEHHIOIO
MeMmOpany mutoxoHapui, popmupys |l kommiekc ITI. [TocnenoBaTenbHOCTD
peakiui L[TK noka3ana Ha pucynke 26.

buosioruyeckasi poJnb:

1. Oneprerudeckas (1 o6opot nmukna = 12 ATD).

2. Ilnactnueckass — OwocuHTE3bl ¢ ydactreM uHTepMmeauaToB LITK (a-
KI'-I'J1Y, OA—ACII, Cykuuaui-KoA — I'em).

3. Perynsaropnas (LITK perynupyer akTUBHOCTBH ITUKJI CMHTE3a MOYECBUHBI
(LICM), cunHTE3a rema u ap.).

Cymmapnoe ypasnenne IITK: Auetun-KoA + 3NAD" + FAD" + TI® +
@, + 2H,0 —»2CO, + HS-KoA + 3ANADH+3H + FADH, + I'T®.

Ckopocth JUMUTHPYWOIIMHA (epMeHT HUKJIA (KaTaIU3UpyeT camylo
MEJIJIEHHYIO peakinio): uzouurpatr I

Peryasiuusi UKJIa MPOUCXOAUT 110 MEXaHU3MY OTPHUIATEILHON 00paTHOM
CBSI3U C yYaCTHEM aJUIOCTEpUUECKUX (PePMEHTOB (PUCYHOK 27).
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H,C-CO~SKoA

Anerun-KoA
CooH HO HS-KoA
NADHL CH, H,C-COOH
NAD" O_cl: Lumpamcunmasa (4) HO_CI:_COOH
CC}’J?H H,C-COOH H,0
ABCJICYKCYCHAas -
COOH Manam- KI/ICJ‘IOTay(H_[}g]K), Hurpar ‘iﬂzc COOH
CH, Odecuopozcenasa (1) Oxkcanoanerat (OA) Q‘COOH
HOCH HC-COOH
ICOOH Iluc-akoHuTar
Maar Axonumasa (4) ,0
Dymapam-
H.O eudpamasa (4)
2
COOH H,C-COOH
HC HC-COOH
HC HO-C-COOH
CI:OOH Cyxkyunam- H
Oeacudpozenasa (1) a-Kemoanymapam- Hzoyumpam- UsouuTpar
®ymapat COOH Oezudpozenasnoiii Oeauodpozenasa (1)

26

xomnaexc (1,2,1)
COCH
CH, Corumun-KoA- [TI®, nunoamuo, PAL]

|
FADH, FAD (FHz cunmemasa (6) COOH HS-KoA NADH+H"
COOH _ HS-KoA CH,

CykmuHat CH, CO,
O=C~SKoA .
rgo+o, rro Cyxumann-KoA NADH+H" o-KeToriyrapar

CO,
Pucynok 26 — Peakuuu nukjia TpukapOOHOBBIX KHCJIOT

Au‘ETHﬂ‘]{UA HS“K“A
Oxcanoauerar v > [luTpar
HAJI*H » o -
HA ﬂ+ HA,H,'H E..'! S— -
Manat Haoumutpar

@ AllD HA*
© HAIH
® Ca HAJLH

GOymapar c-Kerornyrapar
© ATO HAI*
© HAJl*H
® Ca* HAZH

CykuuHar - Cykunuun-KoA

PucyHnok 27 — Asutocrepuydeckas peryjasauus nuukia Kpeoca



BUOJIOI'MYECKOE OKUCJIEHUE-2. TKAHEBOE JIBIXAHUE.
OKUCJ/IUTEJIBHOE ®OCP®OPUINPOBAHUE

Kucnopon B kieTkax HCMOIb3YETCS MUTOXOHAPUSIMH, MUKPOCOMaMHU U B
peakIMsIX MePEKUCHOTO OKUCTIEHUs (PUCYHOK 28).

1Tyt yTHIH3AUHH O; B OpraHH3Me

MHTOXOHAPHAIBHEIH  MHKpOCOMaIbHBIH IlepeKHCHBIH
(90-95%) (5-10%) (2-5%)

Pucynok 28 — IlyTn yrujamu3anum KHCJI0poia B OpraHu3Me

| — nymo nompeonenus kuciopooa — mumoxonopuaivbHolil

MuTOoXOHAPHAJBHBIA TYyTh NOTPEOJICHHUS KHUCIOPOJA OCYIIECTBISACTCS
onarogapst paboTe apixatenbHol Henu (J11) MUTOXOHIPHIA.

JIbixaTesibHasi (3JIEKTPOHTPAHCIIOPTHAS) eNb MHUTOXOHAPHMHA — TIO-
CJIeI0BATEIBLHOCTh (DEPMEHTOB-TIEPEHOCUUKOB 3JIEKTPOHOB C BOCCTAHOBJICHHBIX
NAD" u FAD" Ha KoHeuHBIif akienTop — Kuciaopos (pucyHok 29, 30).

Mexanu3sMm eiicTBUs — JABYJICKTPOHHOE BOCCTAHOBJICHHE aTOMa KUCIIOPO/Ia.

Jlokaau3zauusi — BHYTPEHHSAS] MEMOpaHa MUTOXOHIPHIA.

OcHoBHasi ABMAKYLIAsi CWJIA TPaHCIIOpTa 3JEeKTpoHOB 110 DTL[ — 310 paz-
HOCTh PEJIOKC-TIOTEHIIMANIAa (OKUCIUTEIHHO-BOCCTAHOBUTEIILHOTO MOTEHIMAMA —
OBII, Egwpoc). 3Hauenne OBII mo3BosisieT ompenenuTh HalpaBlieHHE TepeHoca
AIIEKTPOHOB MeX Ty pazHbiMU OB mapamu. Uem meHblie Eypoc, TEM JIETye 372 Ma-
pa otaaet 3nekTpoH. Bee peakuuu B DTL HampaBiieHbI 110 «TEPMOAMHAMHYECKOMN
JIECTHHIIE» OT TlepeHocurka ¢ Haubonee orpunareabibiM OBIT (NADH+HY) k
kuciopoxay (O;), uMeroiieMy Hanbosee MoJI0KUTEIbHBIN PEIOKC-TIOTCHITHAT.

IynkTel conpsixenus (pochopuanpoBanusi). B cooTBeTCTBUU C XEMUO-
cMoTudeckoi runote3or Mutuemna, B I, 1, IV kommekcax OTL npoucxoaur
oTkauka mpoToHoB B MMII, B pe3ynbTare yero gpopmupyercs TpaHCMEMOpaH-
HBI 27eKTpoxuMuyeckuii motenuman ApH" (pucynok 30).

P/O — xonuuecTBeHHBIN MOKa3aTeinb I(PPEKTHBHOCTH OKUCIUTEIHLHOTO
dochopumuposanusi. Koapdpumuent P/O — 310 oTHOMIECHKE Ynciia MoKy Dy,
nomenmmx Ha cuHTe3 AT® K KOIMYECTBY MOIVIONIEHHBIX aTOMOB KHCIIOPOJA.
st NADH — 3asucumvix cyocmpamos xoddpduiment P/O =~ 3, nnst FADH, — 3a-
sucuUMbIX cyocmpamos = 2, 1S aipeHaInHa 1 ackopbara ko durment P/O = 1.

CocTaB KOMILIEKCOB JAbIXaTeJIbLHOM eI MUTOXOHAPHIi:
. NADH-yOuxuHOH-OKCHI0pEIyKTa3a.

Il. CyknunaTt-yOuxuHoH-okcuaopenykrasa (cykuuaat/Il).
1. Youxunomn-uuroxpom-C-okcuaopenykrasa.

IV. Hutoxpom-C-okcuaasza.

Y. AT®-cuHrasza.
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Pucynok 29 — CrtpoeHue IbIXaTeJbHO
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Inner mitochondrial membrane
Pyruvate
/

Pyruvate

4\ Acetyl Cx
NADH

FAD
AOP +P (2H)

A,.’—"

+ 4+ 4+

/ /‘;_.. Mitochondrion

Pucynok 30 — Tpancdopmanusi 3Hepruu nNpu OKUCJINTEIbHOM (pocHOPHIHPOBAHUMA

['pagveHT 3IEKTPOXMMHUYECKOTO IMOTEHIMajda B MEMOpaHe MHUTOXOHIpPUU
npejcTaBieH AByMs KomnoHeHTamu: ApH (mpoToHHBIN rpaaueHT) u Ay (MeM-
OpaHHBIH, JIEKTPUYECKUI TOTEHIIMAN).

WHrubuTopsl, BO3AEUCTBYs Ha pasinuuHble koMmiuiekcesl L[ (pucyHok 31),
3HAYUTENBHO CHUKAIOT NPoayKunio ATO.

Mamomat
Eonmoerc I -
NADH $AJ FeS | +—— CyrnHHAT
Konmmmerc 1 l
@OAH, Fel o FoQ —» |mETb, FeS, 0BT ¢)}—» IHT ¢c— IHT 3, OHT 33 — 4
I T .
BapbeTypaTeL ABTHMHITHE A CN-. H,5, CO
POTEHOH

Pucynok 31 — HruduTOpsI NepeHoca 3JICKTPOHOB B AbIXATEJbLHOM e MUTOXOHAPHIA

JlelicTBUe pa3oOIMTeNneil CHIKAET KpuTudeckoe 3Hauenue AuH", uto ko-
JIMYECTBEHHO BIUAET Ha cuHTe3 ATO.

EcrecTBenHbIe pa3odmmTenu: pazoomaronue 6enku (UCP — uncoupling
proteins), GoJbIIKe 1036l TUPESOUTHBIX TOPMOHOB, OCJIKW TEPMOTECHUHBI OypOii
KUPOBOM TKaHU, KUPHBIE KUCIOTHI C IJIMHHON LEMNbIO, MPOAYKThI MEPEKUCHOTO
OKHUCIICHHUSI JIMIUAOB U JIp.

UckyccTBennbie pa3odmurean: 2,4-muautpodenon, suramud K u ero
MIPOU3BOIHBIC, AHTUOMOTHKY U JIp. luauTpodeHon, kak ciadast KUCIOTa CBS3bI-
BaeT nmpoToH B MMII Ha HapyXHOM OBEPXHOCTH BHYTPEHHEW MEMOpPAHbI U Tie-
PEHOCUT €r0 B MAaTPUKC MUTOXOHJPHii, paccemBasi, Npu 3ToM, dHepruto ApH"
(pucynoxk 32).
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NO, NO,

Pucynok 32 — JleiictBue 2,4-1uHUTPO(dEeH0Ia KAK PA300 M TE/Is

Il — nyms nompeonenusn kucnopooa — mukpocomanvHblii

Jlokanu3amusi MUKpPOCOMAJTLHOH JBIXaTEIHHOU e — MEMOpPaHbl MHKPO-
coM (MCKYCCTBEHHbIE BE3UKYJIbI, 00pazoBaHHbie U3 00pbiBKOB JIIC B mpoiecce
rOMOT'€HU3allUK TKAHH).

MexaHu3m JelicTBUSA: OJJHODIEKTPOHHOE BOCCTAHOBIIEHUE KUCIOPO/Ia.

buonornueckass posab: cunre3 bAB (ropmonsi, menuaropsi, Pg, LT,
TXA), neTokcukanus KCeHOOMOTUKOB, aronuto3. CTpoeHrne MUKPOCOMaIbLHOM
J1LI oTiyaercs OT MUTOXOHAPUATIBHOMN, HO MPUHIIUIT TOT K€ — OKUCIUTEIIbHO-
BOCCTAaHOBUTEJIbHBIC peakiuu (PUCYHOK 33).

N i
R
N RS

RH R-OH

2
NADPH*+ H* NADP*

Pucynok 33 — Crpoenne MEKPOCOMAJILHOM AbIXAaTEJIbHON LeNH

| — nymo nompeobnenus kucnopooa — nepekucHuvle npoyeccol

Kucnopoa conepxut 2 HeCIapeHHbIX JIEKTPOHA € MapalICIbHBIMA CIIMHAMM,
KOTOpbIE HE MOTYT 00pa30BbIBATh TEPMOJMHAMUYECKHN CTAOWJIBHYIO Mapy U pacro-
JIararoTcs Ha pa3HbIX opouTtansix. Kaxmas u3 s3Tux opOuTasieid MOKET MPUHSATh OIUH
anekTpoH. [TomHOE BOCCTaHOBIIEHUE MOJIEKYJIbI KUCIIOPOIa MTPOUCXOANUT B PE3YJIb-
TaTe 4 OJTHORJICKTPOHHBIX TIEPEX0/I0B, KOHCUHBIN MPOIYKT Boja (PUCYHOK 34).

e e 2H e H e H™
D;E'-" D:ih HJDJL H,O + DH'—kb 2H,0

Cyniepokcua — NePOKCUl — THIPOKCUII-PaKaI—BOAA

Pucynok 34 — OOpa3oBaHue aKTUBHBIX (p)OPM KHCJIOPOAA
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Hcrounuxku odopasosanuss ADK B kierke:
1. MuToXOoHApHATBHOE OKUCIIEHNE — OCHOBHOM MCTOYHUK 0Opa3oBanusi ADK.
2. MuKkpocoManbHOE OKUCICHHUE 3a CUET UUTOXpoMa Pysp
3. Peakuu Xabepa — Baiica u @enTona (pucyHok 35).

Peakuma @enrTona

e
'J—ﬂ R
Fer~ + H,0, ——= Fe’™ + OH + |OH’
Zudpoxci-
Peaxiin Xabepa-Batica PﬂaﬂEﬂE
=3 fj0= 107 ¢
ST A
0, + H,0, O, + OH +|OH

Pucynok 35 — Peakuun Xa0epa — Baiica u ®@eHTOHA

ADPK — BHYTPHK/IECTOYHBIC BAHAAJbI
Bce mporiecchl motpebiennst Kuciopoaa BeayT kK oopazopannio ADK. ADK
aTaKkyloT JIOObIE MOJIEKYJIbl KJIETKH, UHAYIUPYIOT 00pa30oBaHUE HOBBIX PaJUKAJIOB
Y MHULIMUPYIOT LIETIHBIC PeaKiluu, MoBpexkaas Memopansl, O0enku, JIHK, BbI3biBas
MOBPEXJICHUE U TUOEITh KJIETOK, MyTalliH, KAaHLIEPOreHe3 U T. 1. (PUCYHOK 36).

H\"\

/"" — T ™ .
s /,-' L
loepemmennte - = Depmenter ITL] A N
BenroE Mol b g N

/3 W Tloppexmmenne MX

ToepesxneHia I." % TTHK \ |

l‘|| '...\
HUBPEXSHEH?E MNucleus
JHE ~Aprarhors [DNA)

" n,
M,

N [ lloerimenHas
\ : H MIPOHHMIIAEMOCTE
. i — h Membpan
I10J1

Pucynok 36 — IloBpesxkaaromee qeiicTBHe AKTHBHBIX (DOPM KHCJI0POJA HA KJIETKY:
I'SI1 — riaakuii 3JHAOIVIA3MATHYECKHHA PETHKYJIYM;
HIDIIP — mepoxoBaThlii JHAOIIAZMATHYECKHI PETHKYJIYM

[Tpu padote DT MuTOXOHAPUI MOXKET MPOU3OUTH yTeuKka (HedepMeHTa-
TUBHBIA TMEPEHOC) AIEKTPOHOB HAa KHUCIOPOJ ¢ 00pa30BaHMEM paJHuKaia CEMU-
XUHOHA (pUCyHOK 37).
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NADH Q @ 0,
NADH- LUuTtoxpom LuToxpom
aervgpore- B, C, aa,
Ha3a Fe-3 Fe-Cu
NAD* FMN, FeS
QHP° H.O
Komnnekc | /\ Komnnekc Il Komnnekc IV
0, (oY

Pucynok 37 — AxTuBHbIe ¢popMbl Kucaopoaa B padore DTL muroxonapuii

AHTHOKCHIAHTHAA 3AaIIUTA KJIETKH — MNpPeJ0TBpPallaeT HeraTuBHOE
neiicreue APK

CucreMa aHTHMOKCHJIAHTHOM 3allUThl COCTOUT U3 (hepMeHTHOM (pucyHku 38,
39) u He(pepMEHTHOI TMHMIA, TPEICTABICHHBIX BEIIECTBAMHU — aHTUOKCHUAHTAMHU.

@®epMeHThI AHTHOKCUAAHTHOM 3alIUTHI IPEACTABICHBI B OCHOBHOM: CY-
nepokcuaauemytazoit (CO/l), rmyTaTHOHNIEPOKCH1a301, TIIyTaTUOHPEIYKTa30M
u karanazou. COJ] nmpeo6pazyer O, B H,O,. Ilepekuch Bogopoaa HE paaukal,
HO B peakiuu PeHToHa oOpa3yeT O4YeHb TOKCHYHBIA THMAPOKCUI-panukai. Ka-
Tajla3a W TIYyTaTUOHIIEpOKcuaasa Heutpanusyror HpO,. I'myratnonpenmykrasa
pereHepupyeT riayTaTuoH.

AHTHOKCHIAHTBI — 3TO MOJIEKYJIbI, OJOKUPYIONIUE PEaKIUu CBOOOIHO-
paavKalbHOTO OKUCIICHUS, IyTEM MPEBPAIICHUS B MEHEE AKTUBHbBIC PAJUKAJIbI.
AOQO mpeacraBieHbl TaKMMHU BellecTBaMU, Kak BuTamuHbl A, E, C, riyratuos,
MOYEBHUHA, MOUYEBasl KUCIIOTA, TUCTUANH, aAPCHAINH, KOPTUKOCTEPOUIbI, OWITH-
pyOUH, IPUPOIHBIEC MOTUGPEHOIIBI U KpacuTeNu, (hJIaBOHOUIBI U JIp.

bonpmme 10361 AO OeHCTBYIOT KaK IMTPOOKCUIAHTHI, HHULUUPYS Pa3BUTHE
B OPTaHU3ME OKUCIUTEIBHOTO CTpEcca.

OxucanTeILHBIA CTPecC — COCTOSIHME JucOanaHca MEXIy IMpOoIeccoM
oOpazoBanust ADOK u aerokcukauuu npu ydactuu AO3 ¢ u30bITOYHBIM 00pa3o-
BaHUEM PAJUKAJIOB U UCTOLIEHHEM cucTteMbl AO3.

0O,

v
Mx
P.5p OKCHIOA3EL

o

Oy
' D
SOD

Pucynok 38 — ®@epmentHas cucrema AO3: SOD — cynepokcuaagucmyTasa,
CAT — karana3a; GPX — ruyraTuonnepokcuaasa; GR — riyratuonpenykrasa
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CVHBTJ ORECHIOOMCMYTAaZa
=
R N

0," * 0, +2H con H,0, + O,
(Zn, Mn)
Katanaza
H,0 HOH + O

a o,
=% kamaima (Fe'™)

I'nyrarnonneporcuoasa

2GSH +H,0, Gprrs~ GS-SG + 2H,0.

Pucynok 39 — AHTHOKHC/IUTEIbHOE JeiicTBHE (DepPMEHTOB

IHone3nnie cBoiicTBa ADK: npu pecnupaTopHoM B3pbiBe 00pa3yercsi
Ae3UH(UIUPYIOLIUNA PacTBOP

PecnimpaTopHblii B3pbIB — 3TO BHE3AIMHOE PE3KOE YCUJICHUE MOTpedlie-
HUS KUCJIOPOJa CO CTUMYJISALMEH a’poOHOro apixaHus u obpazoBannem ADK,
BKJIIOYAsl XJIOPHOBATUCTYIO KUCIIOTY, YHUUYTOXKAIOUIMX MAaTOT€HHbIE MUKPOOPTIa-
HU3MBI (pUcyHOK 40).

A

PecnupartopHsin
B3pbIB

O,
/'\

0, OOpasosaHue aKTMBHLIX

) thopM kucnopoga
Fe2+

OH- ‘b Eaxrepuﬂ

NADPH
NADP-okcupasa
NADP+

CI I

Muenonepoxcmnaaa

Pucynok 40 — O0pasoBanne APK akruBupoBaHHbIMH Makpodaramu, HeiiTpoduiaamMu
¥ 303MHOG(UIAMH NIPH PecIUPATOPHOM B3pbIBe

AxtuBarus NADPH-okcumasel, KoTOpas JIOKaJlM30BaHa Ha MeMOpaHe
KJIETKH, BBI3bIBAa€T 00pa3oBaHUE CyNepoKcuAHOro aHumoHa. [Ipu ¢arouurose
MeMOpaHa 00pa3yeT 3HJI0COMY, BHYTpU KOTOPOU CYNEpPOKCHI BO3JCHCTBYET Ha
OakTepuanbHylo KiIeTKy. CyNnepoKCHAHBII aHHMOH TEHEepHpyeT oOpa3oBaHHE
apyrux akTUBHBIX MoJiekys (H,O, u OH™ u ap.). Muenonepokcumgaza — remMco-
JepKamii JepMeHT — HaxXOJIUTCS B FPaHyJIax HEUTPOPUIOB, CEKPETUPYETCS B
aHz0coMy, rae oopasyercs HOCI u apyrue aktuBHBIC XJopuabl. B pesysbrare
MeMOpaHbl U APYTrHe CTPYKTYpPbl OAKTEPUATIBHON KIIETKH pa3pylIatoTCs.
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I'JTIABA 4
BUOXUMHUA YIVIEBOJOB

YIVIEBOJbI-1. XUMUA YI'VIEBOJOB.
HHEPEBAPUBAHUE U BCACBIBAHMUE.
METABOJIN3M I'NIMKOT'EHA, ®PYKTO3bI U I'AJTAKTO3bI

VYTrieBojibl — MHOTOATOMHBIE CHHUPTHI, COJIEpKAIINE ATbJCTUIHYIO WU Ke-
TOHOBYIO I'pYIIIbL. boee coXHbIe MO CTPOSHUIO YTIIEBOIBI SIBIISIIOTCS. KUCIBIMU U
HEUTpaTbHBIMU, COJIEPIKAT KapOOKCUIILHYIO M aMUHOTPYIIIHI (PUCYHOK 41, 41a).

N\ -H Os _H COOH
i i ¢-0..
H*(‘Z*OH Hf(‘:fOH CH,
HO—C—H Ho—C—n TR NHACHOH
H—C—OH H-C—OH  poth
HO—C—H H-C—OH  H--OH
COOH coon  MLOM o
L-unyponosas D-rmokypoHoBas 2
KHACI0Ta KHCJIOTa

HeiipamunoBas kucnota

H—OH |

HaC-C-NH{H .~
COOH 5 Ho-h
H
H

OH OH

CH,OH

N-anernnHelipaMUHOBAs KHCIOTa
(cuasnoBast KHCIIOTA)

Pucynok 41 — CTpoeHue CJI0OKHBIX YIJIEBOAOB (KHCJIBbIX H HEHTPAJIbLHBIX)

I'manyponoBas
KHCIIOTa
H NHCOCH,
n
Ocrarok Ocratok
D-rmoKypoHOBoi KicoTl  N-AUCTHIINIIOKO3aMHHA
HO;S  CH,OH
0 N
H H XOHIpOUTHH-
H -4-cynbar
H  NHCOCH,
Ocratok Ocrarok n
D-TIIOKYpOHOBOi KHC/OTEl  N-alleTHIIT/IaKTO3aMHH-
-4-cynbdara
CH,SOzH
OH b 0 0 XOHAPOUTHH-
H -6-cynbgar
H

H NHCOCH;

COOH CH,SO;zH
H SN H | OH lenapun
OH H OH H
—0 (] 0
H 0SOzH H NHCOCH;
n
Octatok Ocrarok
D-rmokyponat- N-aueTuiraoKko3aMuH-
-2-cynbdara -6-cynmbQara
HO;S CH,OH
I
oA 0
H
H Jlepmaran-
cynbpar
H NHCOCH,
Ocratok Ocratok n
o-L-uypoHoBoit kuciotsl B-N-aneTmiranakrosamiH-
-4-cynbdara
CH,0H CH,SOzH
H | o Keparan-
OH H O | cymbdar
H
H NHCOCH,
n
Ocratok Ocratok
f3-D-ranakro3s N-aueTuiraoKo3aMuH-
-6-cymbQara

Pucynok 41a — CtpoeHune MyKonojucaxapuaoB (IJIMKO3aMHUHOITHKAHOB)
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TpancnopTt MoJieKy.1 Yepe3 MeMOpaHy KJIETKH OCYyHIeCTBJISECTCH TPeMs
NYyTAMU:

1. TIpoctas nuddy3us, npu KOTOPOH IBUKYIICH CHIION SIBISIETCA TPaIUCHT
KOHIICHTPALU K.

2. O6neruennas qudy3ust OCYIIECTBISIETCS TPU y9aCTHH OETKOBBIX Ka-
HaJIOB U OEJIKOB TPaHCHOPTEPOB. JBMXKYIlIEW CUIION Tak»Ke SIBISETCA TPAJUCHT
KOHIICHTPAI1U.

3. AKTUBHBII TPAHCIIOPT, ISl KOTOPOTO XapaKTEePHBI:

® YHEPro3aBUCUMOCTD (OTPEOHOCTH B UCTOUHUKE dHEPTUN — ATD);
® CIIOCOOHOCTh padOTaTh MPOTUB I'PATUEHTA KOHIICHTPALIHH,
® HaNTM4Ke OENKOB-TPAHCTIOPTEPOB UITU OEITKOB-KaHAJIOB.

WucynuH ctumynupyet 2-i u 3-il MexaHu3mbl!

[ToctymuieHne r0K03bl U3 KPOBOTOKA B KJIETKU MPOUCXOIUT IIyTeM 00JIer-
yeHHOU MU} Py3uu C TOMOIIBIO CTIEHAIBHBIX OeNKoB-niepeHocunKkoB — [JIFOT
(TJIIOKO3HBIE TPAHCIIOPTEPHI), U3BECTHBIX B KonuecTBe 20, HO Hanbosee u3yde-
HBI CpeI HUX — O.

N3o0dopmbl I'JIFOT

I'JIKOT-1. Vcnonb30oBaHKE TIIIOKO3bI KJIETKAaMU B (PU3HOJIOTMYECKUX YCIIO-
BUsX (TUTarieHTa, reMaTodHIedaTndeckuil 6apbep, MO3T, IPUTPOILIMTHI, TTOUKH,
TOJICTBIN KUIIEYHUK U JP. OPTaHbl).

['JIFOT-2. Cencop TIIOKO3bI B [-KJI€TKaX TMOJDKEIYTOYHON JKEJe3bl,
TPAHCHOPT TJIIOKO3bl U3 AMUTEIMOLMTOB MOYEK M KHUIIEYHUKA (B-KiIeTkax, Ie-
YE€Hb, SMUTEIIUA TOHKOTO KUIIIEUHHUKA, TTOYKH).

I['JIKOT-3. Ucnonb30BaHue TIIOKO3bI B (DU3HOJIOTHYECKHUX YCIOBHIX (MO3T,
TIareHTa, MOYKY U JAp. OPraHbl).

[JIIOT-4. CtumynupyemMoe MHCYJIMHOM TMOTJIONIEHUE TIIFOKO3bI (CKeNeT-
Hasl ¥ CepJieuHasi MBIIIIIIA, )KXUPOBask TKaHb, APYTHe TKAHH).

[JIFOT-5. TpancnopT GpyKTO3bl (TOHKUN KUILIEYHUK, CIIEPMATO30UIbI).

IIpeBpamenus ppyKTOo3bl M raakTo3bl (YHU(PUKALMA MOHOCAXAPHIOB)

[Toctynatomias ¢ nuiiel Ppykro3a U rajakro3a, B COOTBETCTBUHU C MPUH-
[IUIIOM YHU(UKAIIMN MeTa00JIM3Ma, IPEBPAIAOTCS B aKTUBHYIO (hOpPMY TITFOKO-
3Bl — TIII0K030-6-(ocdat (I'6D), cxeMbl peakiiuii Ha pucyHke 42.

3navenne gocopuIupoBaHUS IJIIOKO3bI:

1. Ilpu dochopunmpoBaHuyr TIIHOKO3a MpHOOpPETaET 3apsijl, 00Jerdaromiuii
€€ B3aMMOJIECTBHE C aKTUBHBIMU LIECHTPAMU (DEPMEHTOB, KaTAIU3UPYIOIIUX IO~
CJIEIYIOLIUE PEAKIUH.

2. OrpuniatenbHbiid 3apsag ['6d npensTcTByeT ee BBIXOMY U3 KIETKH, T. €.
cpabatbiBaeT 3HEKT «3amupaHus».

3. ®ocdar I'6¢d B mocneayronmx peakmusx cyocTpaTtHoro dhochopriupona-
HUS TJIMKOJIM3a CTAHOBUTCSI MAKPOIPTUUYECKUM U Jierionupyetcs B popme ATO.

[Tyt o6meHa riroko30-6-ocdara npeacTaBieH Ha pucyHke 43.
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MeTaboau3M rajakTo3bl

CH,0H A DP  CH,OH onaso-l:
2 2 VD-TI'moko3a d)occbaT CH,OH [0}
NS gt ﬁl“
2anaxkmo- OH Fmaxmam 1- N 0
KUHasa O0—PO3H, pocpam- ‘P VI[®-2anaxkmoso-
OH ypuoun- O 4-snumepasa
mpancepaza
l"anaKTOJa Tanakto30-1-dpocdar pancpep Hon O':l
VY ®-T"anakro3a
o]
CH,OH lanakrozo-1-  Y/I®- CH,OH H,C-0-PO3H,
NH q)ocq)aT l"anaKToza
\ A 0
- . N~ ~O
H llmcr[mzmko OH
—pP- O I"cwmcmoso I1- O-POsH;  wymasa OH OH
‘ gocgham- OH
H ypuoun-
Y 1®-I'moko3a OH 0 mpanceepasa Fnrokozo—l—d)ocd)aT Troko30-6-ocdar
Merabonu3m GppyKTO3bI
H,C-0-PO;H,
Dpykmoso-1-pocdam C‘: 0
CH,OH ATP ADP CH,0H anvoonasa H,C-OH
0 OH 0 H Docd)oIMOKCHALIETOH
0 Limkonns
Kemo2ekco30KUHA3a [0) Win
CH,0H H,C-0-PO;H, H__O ATP ADP H_ _O III0OKOHeorene3
o | ¢ ¢
Dpykro3a Dpykro3o-1-pocdar H‘C*OH H‘C*OH
HzC*OH MpUo3oKuHasa Hcho_PO:‘Hz
Tiuuepansaerus 3-Docdornuuepanbaerug
Pucynok 42 — MeTa60,1u3M (PYKTO3bI H IAJIAKTO3bI
CH,OH ATO AJID CH,0PO,*
N 0
oH OH Texcoxunasa (2), OH
OH Tmoxoxunasza (2) OH OH
OH OH
III0KO3a rn}01<030 -6-ocdar
FnI/IKoreH AMMHOKHCIIOTBI
I'muuepun
Ilento3br
Hyxneotunsl AIIGTI/IJ'I KoA Junuaet

Hp. MOHOCaxapI/lJ:lbI
C02 HOH, Dueprus

FeTepononI/IcaxapI/mLI

Pucynok 43 — Cxema 00MeHa 1110K030-6-(pocdara

MeTa00/113M IJIHKOreHAa
BHYTpHUKJI€TOYHAN JTOKAJTU3AIMA: [TUTO30JIb.
KioueBblie ¢pepMeHTBI: TNIMKOTE€HCUHTA3a, IIUKoreHdochopmiasa.
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buoJsoruyeckasi poJib:

1. I'mukoreH — ocHoBHas popma Jeno yrieBo0B y KUBOTHBIX, 3amacaeT-
Csl B IEYEHU U B MBIIIAX.

2. I'mukoreH mevYeHu UCTONB3YeTCsl ISl MOAIEpKaHus (PU3HOIOTHUECKOTO
YPOBHS IVIFOKO3BI B KPOBU BO BPEMSI CTPECCA U MEKIY IPUEMAMH ITUILIH.

3. I'muKoreH MbIL SABISIETCSA JETKOJOCTYIIHBIM HMCTOYHMKOM IJIFOKO3bI, MC-
MOJIb3yEeMOM B TIIMKOJIM3€E TOJILKO B MbIIE. M3-3a oTcyTCcTBUS (hpepMeHTa TIIH0K030-
6-docdaTasbl He y4acTBYET B CHCTEMHOM PETYJISIIIMU YPOBHSI TITFOKO3bI B KPOBH.

[TocnenoBaTrenbHOCTh pEAKIM CHHTE3a U KaTtaboyu3Ma TIMKOreHa Mpeji-
CTaBJICHA Ha pUCYHKe 44, 45.

H,C- OH H,C-O- PO; H,C—OH VTO
0 \
2EeKCOKUHA3A (2) d)ocd;ozwoko- OH 2N10K030-1 - qbocqbam—
mymasa (5) OH OPO;* ypuoun-
OH mpancgepasa (2)

FnroK03o—6-(bOC(baT

TJII0K032 TII0K030-1-hochar

0]
H,C- OH | /’i—l
N1 () H,C-OH
< > [JIMKOIE€H
O 2NIUKOLEHCUHMA3A OH
ﬁ 2 —o 0
YI[QD -IITI0K032 fon 0 OH
T'JIMKOT'CH ntl
Pucynok 44 — CuHre3 riimkoreHa
- H,C- OH
HHZC OH o & H3PO4 (rmKoren), 2 HC-0— PO3 H;PO H,C- OH
B OH o 27uK02€H OH OPO* ([;oc(jzoamko 2710K030~ 6
0 ocdopunasa (2) mymasa (5) OH OH  gocpamasa (3) OH
OH Ca®'; LAM®
+ -] =
LTHKOTeH & T0K030- 1 @ocd)aT ran030—6—(’poc¢)aT IJTI0KO03a

Pucynok 45 — MoOuan3anus riiuKoreHa

YIUIEBOJbI-2. TKAHEBOW OBMEH YTJIEBO/1OB.
AHADPOBHBIN U ADPOBHBIU I''TUKOJIN3

Metado13M 3TaHOIA

W3BecTHBI TpU MyTH MeTa00IM3Ma dTaHoa (PUCYHOK 46), KOTOpbIE UMEIOT
Pa3TUYHYI0 TKAaHEBYIO JIOKAIM3AIMI0O U META0OJU3UPYIOT Pa3HOE KOJIWYECTBO,
MOCTYIUBILIETO B OPTaHU3M 3TaHOJa!
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NADPH + H* NADP"
0 2H,0

2 _wmoc (1) XC
NAD* - NAD" NADH +H' 1R ate AMeo, / KT
NADH + H +
0 NE S/ ——

» 0 0
H3C-CH,~OH—auozom- H3C7C‘H anvoezuo- H3C7C/\OH Ayun-KoA- H3C7C/mS_KOA\ KK——TAD
Ortanon 22’;2?5(;]) AleTanbaerun ?:;Z?g?}) S:(II;%}J/_I(;)I:I;” cunmemasa (6) Anerun-KoA

xamanaza (1)
X
H,0, 2H,0
Pucynok 46 — IlyTu meTa60/143Ma 3TAHOJIa B OPraHu3Me

AJIl' — Zn-conepxamuii, NAD-3aBUCHMBII (hepMEHT, COCTOUT U3 ABYX
cyobenunuil. Mmeercs He MeHee 7 T€HOB, KOAMpYOMUX cyobeauHuisl AT,
oOpasytoiux 6 kiaccoB. Hanbonee Bbicokas aktuBHOCTh AJIIT oOHapyxeHa B
neueHu. AJII" karanuzupyer oOpaTUMYyI0 pEakihio, UMEET HHM3KYIO CyOcTpat-
HYI0 CHEUU(DPUUHOCTh U OKHUCIISIET Pa3IMYHbIE COEAMHEHMS, COAEpKaIIUe CIUp-
TOBYIO TPYIIbl — CIHUPTHI, PETUHOJ, MEIUATOPhI, META0OJIUTHI CTEPOUIHBIX
TOPMOHOB, HHTEpMeIMaThl MeTaboan3Ma XC U KEeTYHBIX KHCIIOT.

AxTtuBHOCTE MOOC pe3ko Bo3pacTaeT MpU XPOHHUYECKOM MOTPeOJICHUU
3TaHOJA, YTO CHOCOOCTBYET Pa3BUTHIO TOJEPAHTHOCTH OpPraHU3Ma K aJKOTOJIIO
[P AJIKOTOJIU3ME.

Karana3uslii myTh HanOOJIE€ AKTUBEH B HEPBHOM TKaHHU.

I'nukonus

BHyTpHUKJIETOYHAS JIOKAJTU3ALMS . [TUTO301b.

Craauu riimkoJim3a.

1) sHepro3arparHasi (MOATOTOBUTENbHAS CTAUsI AKTHBAIIUU TIFOKO3bI, 00-
jeryaromas e€ pacnaj Ha JBE TPHUO3bI), MIPU 3TOM HECUMMETPHYHAS MOJEKYyJa
TJIFOKO3bI TIPEBPAIAETCS B CHMMETPUYHYIO GpykTOo30 1,6—mudocdar;

2) sHeprompoaynupyoias (cyoctpatnoe ¢ochopruiupoBanue U oopas3o-
BaHue AT® 3a cueT UHTEpPMEANATOB-MaKPOIPIOB).

Peryasitopuble ¢epMeHTBI. aiocTepuyeckue (PepMEeHThI—KHUHA3bI—
reKCcoKnHaza, pocPopykTokrHaza, MUPyBaTKUHA3A.

I'aMkoJInTHYECKAsA OKCHAOPEIYKIHS — COINPSIKEHUE PEaKIUuil MEexXIy
okucienueM 3PI'A u BoccranosienueM IIBK no nakrara.

JHepreTu4ecKMii BbIX0 aHa3poOHOro riukonuza—2 ATO.

buoJsoruvyeckasi poJin:

" B OPUTPOLMUTAX EAUHCTBEHHBIN CHOCOO 3HEPrONpOAYKIMH, a B JAPYTUX
TKAHSIX — B aHAIPOOHBIX YCIOBUSIX;

" B SMOPHOHAIILHBIX, PEreHEPUPYIONINX M PAKOBBIX TKAHSIX TOCTABISIET HE
TOJILKO 3HEPrUto, HO U cyocTpatsl st ornocuntesa KK, TT', @JI, aMMHOKUCTIOT U JIp.

ekt [IacTepa — nepekiroueHre peakiiuy OpoKEHUS Ha JIbIXaHUE, T. €.
MHTMOMpOBaHME 00pa30BaHMSI JIAKTATA MPHU MOCTYIJIEHUU KUCIOPOa.

Apdext KpedoTpu (Bapdypra) — mnogaBieHne aKTHBHBIM aHa3POOHBIM
TJIMKOJIM30M TKAaHEBOTO JIBIXaHUS B KJIETKaX 3JIOKAYECTBEHHBIX OImyxoJieh (00-
patHbIiii 3 dext [lacTepa).
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[TocnenoBaTensHOCTh peaKiuil MIMKOIM3a MPEJICTaB/IeHa Ha pucyHKax 47, 48.
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I'1ukon3: o01IMe peakuu JJIsi a3POOHOT0 U AHAIPOGHOTO IJIHKOJIH32

Pucynox 47
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PucyHnok 48 — 3akiounTesbHble peaKIH AHA3POOHOT0 U A3POOHOI0 IVIMKOJIM3a
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CymmapHble ypaBHEHUS:

Aspobroro riukonusa g0 IIBK: I'mokosa + 2 AJI® + 2 P + 2NAD" — 2

[IBK +2 AT® + 2NADH+H + 2 H,0.

Momnounokucioro 6poxkenuns: ['moko3a + 2 AJI® + 2 Pu — 2 Jlakrara + 2

AT® + 2 H,0.

IBK-geruaporeHasHbiii KOMILJIEKC
BHyTpuK/IeTOYHAS JIOKAJTU3ANMS: MATPUKC MUTOXOHIPUI.
[1BK-neruaporenasnsiii komrieke (ITBK-/II") o6ecnieurnBaeT OKUCIMTEIBLHOE
nexapOokcuiupoBaHue nupyBaTta. CoctaB ero epMeHTOB U KOPEPMEHTOB MpPE-

CTaBJICH Ha pUCYHKE 49.

i
¢-o0 E,-TII®
COOH >Q
E,-TII®-CHOH-CH
CO,
OKCHITHITAMUH- SH
nupodocdat-E,
Ez“/\‘ Auermumnoamun-E,
S—S
Jlunoamun-E, HS-KoA
4 3
E;-DAJTH, B2
SH SH
E3-@Al Juruaponn- — HyC—C~wSKoA
HAJTY 3 noamu-E, o
Anerun-KoA
HAJIH+H"*

DepMeHTSHI:

1.IMnpyBaTnernnporenasa (1).

2 JlurumponumonaneTiiTparcdepasa (2). Iupysar + HAJI"+ HS-KoA = Anerni-KoA + HAJTH +

3. JuruaponunonnaneTunrpancdepasa (2).
4. Turunponumnonngeruaporenasa (1).
5. Aurunponunonsaeruaporeqasa (1).

CymmapHasi peakums:

H'+ CO?

Pucynok 49 — Ocnosublie peaknnu [IBK-I' kommiiekca

DHepreTrdeckuil 3P QeKT MoTHOro OKUCIeH s 1 MOJIS NTIOKO3bI (PUCYHOK 50).

I'1rokKo03a
T IHKOTH3 i

} SAT®
2 IIBK

} 2 X3 AT®
2 Anetna-KoA

2x12 AT®

Ol

l

T, — F =38 AT®

2AT® (CP) + 2NADH+H (0®)

NADH+H (O®)

3NADH+H (O®)
2FADH, (O®)
I'T® (CD)

Pucynok 50 — A3spoOHoe okuciaenne 1 Mos1eKyJIbl IVIIOKO3bI
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YIJIEBOJIbI-3. TKAHEBOH OBMEH YI'JIEBOJIOB.
TJTIIOKOHEOT'EHE3. IEHTO30®0OC®ATHBIN ITYTh.
PET'YJIALNA YPOBHA I'VIIOKO3bI B KPOBH

I'miokoneorenes (I'HI') — cuHTe3 rifOKO3bI U3 HEYIJICBOJHBIX MPE/I-
IIECTBEHHUKOB (TJIMKOTE€HHBIE AMUHOKHUCIOTHI, TJIULEPOJ, JAKTaT). IDTO
AHEPTo3aTpaTHBIN Mpolecc — s CUHTe3a | MOJEKYJIbl TJII0KO3bl HEO0X0-
numo 3atpatuth 4 Moiiekysisl AT® u 2 I'T®. [locnenoBaTebHOCTh peak-
uui ['HI' npencrasinena Ha pucysnke S1.

BHyTpHKJIeTOYHAS JIOKAJTU3ALNMUA — LUTO30JIb KJIETOK IEUYECHU U MOYEK.
[MupyBaTKkapOOKCHIIa3HAsl peaKiys MPOTEKAET B MUTOXOHAPHUSIX.

Cymmapnoe ypaBHenue: 2 [IBK + 4 AT® + 2 I'T® + 2NADH+H +
4 H,0 — rmoko3a + 2NAD 4 AId + 2 TJId + 6 P,

KuaroueBbie ¢epmentni: [lupyBatkapOokcuiiasza, dochoeHonmnupysart-
KapOokcukuHa3a, GppykTo30-1,6-mudocdarasa, rmoko3o-6-pocdarasa.

buosiornveckas poJasn: [Ipu ronoganuu 6omnee 1 cyrok, npu ctpecce ['HI'
o0ecreuynBaeT HOPMOTJIMKEMHUIO, HEOOXOAUMYIO JUIsl MOAJEpX aHHs (DyHKIUH
MO3r U 3putpouutoB. [Ipu caxapuom auadere ['HI' — ocHOBHOM MexaHu3M pas-
BUTUSI TUTIEPTIIMKEMUH.

VYTunuzanus riroKo3bl KPOBU MBIIIIAMU U €€ pereHepalrus B I€YeHH CBS-
3aHBl TJIFOKO30-JaKTaTHBIM ImkiIoM Kopu (pucyHOK 52) W TIIFOKO30-
anannHOBBIM 1HKIIOM Dennra (pucyHok 53). [Ipu 5ToM aKTUBHBIN aHA3POOHBIHA
IVIMKOJIA3 B MBIIIIAX MPOAYLUPYET JIaKTaT, KOTOphid B neueHu ['HI' npespama-
€T €r0 B TJIFOKO3Y.

buosoruyeckas: pois uukiaa Kopu u ®ejura:

e Perenepaniys ritoKo3bl B 000UX ITUKIIaX.

e [Tognepsxanne KOC, mMOCKOJIBKY JIB€ MOJICKYJIBI CHJIBHOM KHCIIOTHI (J1aK-
TaTa) B IICYCHH MIPEBPAIIAIOTCS B HEUTPATBHYIO TIFOKO3Y.

e Kpome Toro, B nukie @enura NpoOHUCXOAHMT BBIBEJCHUE aMMHUaKa W3
MBIIII] ¥ €0 JETOKCUKALMS B IEYEHU (LIUKJI CHHTE3a MOYEBHHBI).

IHenro3zodocharubiii nyrs — IPII
M®PIT — [IpssMoe aHa’poOHOE OKUCIEHUE TIIOKO3bI C 00pa30BaHUEM pa3-
JUYHBIX MOHOCcaxapoB: Cz, Cy4, Cs, Cg, C7, Cgu aAp. (pucyHok 54).
BHyTpuK/IeTOUYHAS JJOKATU3AIHUS: IUTO30Tb.
OpranHas JoKaJu3auus: KMpoBasi TKaHb, MIE€YEHb, KOpa HAATIOYCUHHUKOB,
DPUTPOLIUTHI, MOJIOYHAsS JKeJie3a B TIEPUO/I JTAaKTalliH, CEMEHHHUKH, aKTUBHO TIPO-
mudepupyroiye, SMOpHUOHATIBLHBIE U OMYyXOJIEBbIE TKaHHU.
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Pucynok 51 — Cxema peakuuii riilokoHeoreHe3a B eYeHH U MOYKaX
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Ileyennb KpPOBb . MbInbI .
_//_—_—\_
TJIFOKO3a \ TIJIFOKO3a
o0 coor
. (|: =0
CH CHj
IIBK I[IBK
(IZOOH CIIOOH
G ~OH HC—OH
CH3 \- CH3
JJaKTaT HAKTAT
Pucynoxk 52 — Iuka Kopu
[Ieuenp KPOBb g Mp1mnel .
_/—_——\
rJIF0KO3a \ TII0KO03a
GOOH COOH
=0 NH; JIETOKCUKATIHSI C=0
CHs Eh,
C|300H CIIOOH
HC=NH, HE-NH,
CH3 \ CH3 \
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Pucynok 53 — Huxa ®esaura
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CH2O - PO3H2

CH,0-PO3H,

NADP* . 10 (IIOOH (IIOOH
NADPH+H o : H-C-OH NADP" NADPH+H' H-C-OH
OH —— > K.oH 0 ¥* HO=C-H =0
I'nioxo30-6- Jlakmonaza  H-C-0OH 6-pocpoeniokonam- ~ H-C—OH
OH Ot Gocpam Ol 3) ! dezudpozenasza (1) '
OH Oezudpozenasa OH H- (,: ~OH H- (,:_ OH
['mioko30-6-ocdar @ 6-DoCPOTTIOKOHO-3-TaKTOH CHy0-PO;H, CHy0-PO3H,
6-ocdormroxonar 3-Kero-6-docdo-
LIIOKOHAT
CO 0
2 1\0\&
vx"“\
CH,0H CH,0H ¢ H. (20
?:0 ?=O H-é—OH
i
HO-C-H H-C-OH -C-
H- é_ OH Pubynoso-5- H- é_ OH Pubynoso-5- H ? OH
7 docpam- 7 pocpam H_?_OH
CH,0-PO3H,  3-onumepasa CH,0-PO;H, usomepasa CH,0-PO;3H,
Kcniynozo-5-pocdar 4 Pubyinozo-5-pocdar Pub6030-5-¢pocdar
..... N (IDHZOH
s Trrtmomeem Cc=0
_0
H‘(IJ/ CH,OH HO-C-H
H-C-OH _..C=0 . T H-C-OH H o
H-C-OH  +  HO-C-H H-C-oH * “c”
i
H-C-OH H-C-OH TP“”C’;Z”O”“” H-C-OH H-C—OH
I
CH,0-PO;H, CH,0-POsH, CH,0-PO;H, CH,0-PO;H,
Pu6o30-5-docdar Kcmrynozo-5-dochar CeiorenTynoso- I'munepansaerun-
7-dpocdar 3-¢ocdar
?HZOH
(IIZO QHZOH
HO-C-H V C=0
------------- v H_ ,/O |
H-C-OH C HO-C-H
| + H. O - | |
H-C-OH ¢ H-C-OH + H-C-OH
H-C-OH H-C-0OH Tpancanvoonaza H-C-OH H-C-OH
i ! 2 i i
CHzo'PO3H2 CHZO~PO3H2 CHzo' PO3H2 CHZO.PO:;HZ
Ceorentynoso- I'nunepanbaeru- DpUTpPO30- ®pyxKTO30-
7-bocdar 3-¢pocar 4-ocdar 6P(1})]oc(bar
LT e, ?Hon
¥ —
H_ O CH,OH ¢=0
(o C=0 HO-C-H H oo
i el LR -
H-C~OH * HO-C-H 1o H-C~OH ¢
H—(IJ—OH H—(IE—OH TPaHCKéS”OﬂCBa H—(ID—OH H—(IJ—OH
CHzo'PO3H2 CHzo'PO3H2 CHzo'PO3H2 CH20'P03H2
Opurposo- Kcunynozo-5-pochar DpykT030- Tu
LepaIbACTHI-
4-docdar 6-thocpar 3-£0c®aT

Pucynok 54 — IlocienoBarejbHOCTH peakuuii neHTo3ogochaTHoro myTu

45



CymmapHoe ypaBHenue: 6 I'moko030-6-® + 12 NADP* — 5 'moko30-6D +
12 NADPH+H" + 6 CO,.

II®DII ycnoBHO JIeUTCS HA 2 ATana: OKUCIUTEIbHBIN M HEOKUCIUTEIbHBIM.

KitoueBbie pepmenTtsl: 1110k030-6D-/II", 6-pocdormokonar-/AI". Baxk-
HYIO pOJib UTparoT (epMeHThI: TpaHckeTonaza (kopepmeHt TIID) u TpaHcanb-
J0J1a3a — MepeHocsT cooTBeTcTBeHHO C, u Cg parMeHTHI.

buosornyeckas poJb:

1. TI®IT npownsBoaut 50 % Bcero NADPH+H", KOTOPBIH HEOOXOIUM JIJISI:

o cuntesa KK, TT', ®JI, XC, creponoB, aMUHOKHUCIIOT, OMOTEHHBIX aMUHOB,

® CHTE3a OMOJIOTMYECKU aKTHUBHBIX BEIIECTB U JIETOKCUKAIIMU KCEHOOHO-
THUKOB B PEAKIUSAX MUKPOCOMAIBHOTO OKUCIICHHUS;

e (haronurosa;

e peakiuii BoccranoBieHust MetHb B spurporurax;

e AO3 (pereneparus GSH).

2. [1®I1 mocTaBnsieT NEHTO3bI JIJIsi CHHTE3A:

e moHOHYKJIeoTHI0B- (FMN, AM®, AJI®, AT®D), AUHYKICOTUIOB —
(NAD(P)", FAD) u nomunyxneotunos (JHK u PHK),

e cuntesa ['ATl

3. [I®I1 mocTaBnsieT a Tak e yriekucibii ra3 (COy) mis:

e 6nocunre3a XK, I'HI;

e peryisiiuu KOC u nognepxxanue pesepsa ocHoBanuii (HCO3).

4. YTunuzanus MUILIEBbIX MEHTO3 U UX MPEBPAIllCHUE B TIIIOKO3Y.

I'IMK03aMUHOTJINKAHBI

['muko3amunornukansl (I'AD), wimu mykononucaxapuasl (MIIC), sBnsitorcs
MOJIMMEPaMH, COCTOSIIIIUMU U3 TIOBTOPSIOIIUXCS TUCAXAPUAHBIX €AUHHUII, B COCTAB
KOTOPBIX BXOJST PazIUYHble MOAU(PUIIMPOBAHHBIC TE€KCO3bI, COACPKAIIUE ATOMBI
cepsl Wi a3ota (pucyHok 55). OcHoBHble ['Al” oprannsma — ruarypoHoBasi Kuc-
JI0Ta, TeTApPHH, XOHIPAaTUHCYIb(AT, AepMaTancyabdaT, KepaTaHcyabdar.

OobpazoBanue I'AI'

Y ®-raokypoHoBas kuciora + Y JID-N-aneTmin-rimoko3aMud — oucaxa-
PpuoHas eouHuya TAATYPOHOBOM KUCIOTHI + 2 Y ][D.

Y 1d-rmokypoHoBast kuciota + Y JID-N-auerun-ranakrozamus + GADPC —
XOHIpodTHH-4 (/6)-cynbdar +2 VD + OAD.

T'mioxo3a

+
Tab-d

T'a-1- Dp-6-b
¥YT& IIH
YV Id-rmoxoza— ¥IP-ranaxroza Tmoxozamar-6-¢
Y I®-anyvpouoeas «—Y IP-rmoxkypornorans Y, IP-kcunoza N-anmeTaiarmoxozaMaH-6-¢

KHCII0Ta KHCII0Ta
N-amermarmoxozamus-1-¢
YIe

VIP-N-aneTHI-TIH0K033AMHH " T@-N-aneTHI-raIakT0o3aMHHE

Pucynok 55 — Cxema cHMHTe32 OCHOBHBIX KJIACCOB INIMKO3aMHHOIJIMKAHOB
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I'JIABA §
BUOXUMMUA JIMIINIOB

JIMIIN/IbI-1 KTACCUDPUKALUSA, BUOJIOI'MYECKHUE ®YHKIIMN.
HEPEBAPUBAHUWE U BCACBIBAHHUE.
OBMEH JTMITIONNPOTENU 0B

JInnuabl — MHOTOUYMCIICHHAS TPYIINa OPraHMYECKUX BEIIeCTB, 00sagaro-
X CBOMCTBAMU:

® HE paCTBOPUMBI B BOJIE;

® PaCTBOPUMBI B OPraHUYECKUX PACTBOPUTEIIAX;

® MEeTa0OJIU3UPYIOT B OPraHU3ME.

JIunuapl MO COCOOHOCTH K TUAPOJIM3Y JAEIAT Ha OMbUIAEMbIE (MHOTOKOMIIO-
HEHTHBIE) U HEOMbUIsIEeMble (OHOKOMIIOHEHTHBbIE). OMBUISIEMbIE JIMITUABI B LIETI0Y-
HOM Cpezie THAPOIU3YIOTCS ¢ 00pa30BaHUEM MbLI, OHU COIEPKaT B CBOEM B COCTABE
YKUPHBIE KUCIIOTHI U CIIUPTHI NIMUEPHUH (TITMUEPOTUNUIBI) WX C(HUHTO3UH (C(HUHIO-
urupl). [1o KomMyecTBy KOMIIOHEHTOB OMBUISIEMbIE JIUITU/IBI ACTSTCS HA MPOCTHIE
U cIoXHBIE (prcyHOK 56). [IpocTelime npeacTaBuTenu JIMNUI0B (PUCYHKH 57, 58).

®ochoaunuabl — cI0XKHbIE 3()UPBl MHOIOAaTOMHBIX CHUPTOB IIIUIIEPHHA
WIM CUHIO3MHA U BBICHIUX KUPHBIX KUCIOT U (hocopHoii kucnoTel. B ux cocras
BXOJAT TaKKe a30TCOJEPrKalME BEIIECTBA — XOJMH, 3TaHOJIAMUH U cepuH. Poc-
bomunuabl moIpa3aeisoTes Ha riuiepodochomunuabl U COUHTOTUNHbBI (B 3aBU-
CHUMOCTH OT MHOT'OaTOMHOTO CITUPTa, BXOAALIEro B ux cocraB). Hanbomnee mmpoko
pacrpoCTpaHeHbl B )KUBOTHBIX TKAHSIX MIMLEPOPOCHOIUITUABL.

Oxymprimernre HeoMbrigeysle
TpocTeie Caosupie  Boicume  Bprcume Creporst Tommsonpe-

ATPHBIE cmprt N\ HOILIHbIE
KICI0TBI COETMHEHNA

Crepomt  Crepommasie (Tepnenomm,
(x0omecTepo) rOPMOHEIM  xapOTHHOMIE)
ap.

Pochpommuasl  Camxoanmmiast  Cyasdoanmian

Heirrpaababie
AP
(MOHO-, TB- H TPE-
AN TIAIEPOTIED),

PR Tanuepo- Counro-
y docdoanmusr pocpatiiaer  IlepeSposians I AHTINOIILIBE

) AN

Pocharnana- Pocharn- Pocharn- Pocharman- Pocdarn- Indocharmanaran- MMaasmazorems:
ITAHOAAMEES! ynIxoAN- INACEPUHB AMHOIMTOAS IMATIMUe- mepoast
na poam (xapanoannunst)

Bocxa

Pucynok 56 — Kuaccupukanusi JIMNUA0B 110 XMMHYECKOMY CTPOCHHIO
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>KI/IpHBIe KHCJIOTHI: HACBIIIICHHBIC

Macnsnas
Banmepuanoas HOOC~ > -
KanpoHoBas HoOoC” """

Kanpunosas HOOC/\/\/\/

Kanpunosas HOOC™ """

JlaypuHoBas HOOC™ " "7

Muprcturosas HOOC™ > > >N
ITaneMUTHHOBAS HOOC/\/\/\/\/\/\/\/
CreapuHoBas HOOC™ > N NN

>KI/IpHBI€ KHCJIOThI: HECHACBIINICHHbBIC
4
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o
.C. -CH;
H,C ﬁ Xomnecrepo
HO

0]
Msonpett /\/\/\/\/\/\)J\
14 0

O¢wup xonecrepona (O-MHPUCTOUI-XOIECTEPOIT)

OH
COOH O ;
//CJ, /CHZ .
"N “coon:
L CAuyuH

I'mukoxoneBas KHCIOTA ~ OH N~ ooooo oo

; O\\S/OHE

COOH FTNTR
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OH
OH Xomeas KucioTa TaypoxoseBast Kuciora

XoI1aHOBas KHCIIOTa

PucyHnok 57 — OcHOBHBIE )KMPHbIE KHCJI0ThI U CTEPU/IbI



['munepodocdonumnuibl, COUHTO3UH U BOCKA

H,C-O-CH=CH-R; 9
O l H2C_O_C_R1
1] O |
R,—C-0-CH 0 CH I
1 [ 3 RZ_C_O_CH 0
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I I
H,C-0-C-R; H,C-0-C-R;
Q
R,—C-0O-CH
I .
H2C_O_|ID_I'O—CH2"CH2_NH2 :
OH T
DocdaTuaumITaHOIAMIH
Q
HzC_O_C_Rl
9 |
R,—C-O-CH ~ «
9! CHs
H2C_O_$_O—CH2—CH2_’}I_CH3
. |
OH_ . . .CHg ; )
®ochaTHINIXONIH 0 OH.
®ocharuaui- | 2 @ 5.
(,)H WHO3UTOJI E‘ - 3 _OH
(I)—CHZ'C-CHZ-(ID
OZI?—OH HO—IIDZO
Q &
D G gy @
R,—C-0O-CH HC-0-C-R3
R,—C—0—CH H,C-0-C-R 2
2 2 2 (I)I 4 Ho 4\
Kapauommnun O 5 Cpmrosnn
0]
I
Bocka R—0—G-R,
Oo61mast popMmyIa BOCKOB
(0]
E
s Ve N P PN NP
16V\/\/\/\/\/\/\/o 16

neTwi-O-TNaabMUTAT
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Pucynok 58 — OcHoBHbIe (pochomnuabl KJIETOK, BOCKA
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JTanbl NOCTYIVICHUS] IK30T€HHBIX KUPOB B OPraHU3M:

1. IlepeBapuBanue >KUpPOB (IMYJIBIUPOBAHUE M TUIPOIU3 TOJ BIHUSIHUEM
depmentoB XKKT).

2. OGpa3oBaHue MHULIEIUT U3 MPOAYKTOB MEPEBAPUBAHMS U BCACHIBAHHE B
CJIIM3UCTYI0 000JI0UKY KUILIEYHUKA.

3. PecunTes )KUPOB B SHTEPOLMTAX U YIIAKOBKA UX B XHUJIOMUKPOHBL.

4. Jlo3peBaHUE U TPAHCTIOPT XUIIOMHUKPOHOB.

JIunonporenHsl — TpaHCHOPTHas: (popMa JTMIUAOB N0 KPOBSIHOMY PYCJLY

XM — TpancnopTHas Gopma SK30TeHHOTro (MUIEeBOro) xupa. O0pa3yroT-
cs B 3HTepouuTax. OyHKIMS: TPAHCHIOPT IK30T€HHOTO KHpa U3 KHUIICYHUKA B
TKaHH (MMPEUMYIIIECTBEHHO B JKUPOBYIO U MBIIICYHYIO).

JITOHII (npe-B-JIIT) — TpancnoptHas ¢popma 3HI0reHHOro *upa. Odpa-
3yIOTCA B ie4eHU. OyHKIMS: TPAHCIIOPT HIOT€HHOIO )KUPA, CHHTE3UPOBAHHOTO
B IeNaTolMTAX B NepudepruuecKue TKaHu.

JIIIIIT — pemuantel JITTOHII. O0pa3ytoTcsi B KPOBEHOCHOM pyclie U3
JIIIOHII. ®ynkuus: npeamecrBeHnuku JITIHIL, Ha myTu TpaHncnopta 3HIOT€H-
Horo XC B TKaHHU.

JIITHII (B-JIIT) — TpancnoptHas dopma sxgoreHHoro XC M3 NeyeHu B
TkaHu. OOpaszyroTcsi B kpoBeHOocHOM pyciie u3 JIIIII. dynkiusa: TpaHcnopt
2/3 Bcero snmorenHoro XC B TKaHH.

JHIBII (o-JIIT) — TpancnoptHas ¢opma DJI. OOpas3yroTcs B NeyYeHH, B
MEHBIIIEH CTENEeHU B KulleuHuke. DYHKIUS: TPAHCHIOPT STEPUPUIIUPOBAHHOTO
XC u3 TkaHel B neueHb ¢ nomoibio Gpepmerta JIXAT. KimtoueBbie hepMeHTHI
metabonm3ma JITIBII mpencrasiens! Ha pucynke 59, 60.

) 0O

& %
H,C -0-C=~R, HC-0~-C—R,
| & |
4
HC =0 =C —R, HC —OH
| 0 JIXAT | o)
" + > 0 +
HC =0 = P=0=CH,CH:N(CHa)s / HC -0 = P~ 0= CHCHN(CHy)3
o Xonecrepon Ddup xonecrepona O-
Jleuutux
(docharnamwixonuH) JIN30/1€UIMTHH —— B KPOBb
B napyxuom cioe JITIBIT B runpodobuoe sapo AnbGynuH

Pucynok 59 — Peaxums, karamsupyemasi JIXAT (ienuruH: xosecrepos-aiuirpadcgepasa).
®epmenT JIXAT cnocodcrByet nepexoay XC kierounbix Mmemopan B JITIBII.
B pesyasbrtare conep:xxanue XC B KjIeTKaxX CHHKAETCS
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AXA]
RCO~ SKoA HS KoA
Xonecrepon Aumn-KoA

ALIWIXOJIECTEPO
(a¢up xonecrepona)

Pucynok 60 — Peakuusi BHyTPHKJIETOYHOM dTepudpukanuu (00pazoBaHus 3pupos)
xoJiectepuna, katanusupyemasa AXAT (annia-KoA-xonecrepoa-anniarpancgepasa)

JIITIOHII, JIITHIT — areporennsie JIII; JITIBII — antuareporennsie JII1.
OO61mast cxeMa CTpOeHHUs JTUMONPOTENHA IPE/ICTaBlIeHa Ha PUCYHKe 61.

AnonpoTenH /¢00¢)onunmn

_~Xonectepon

2 %i%?’/fﬂ'fé‘;?n

Anpo . necrtepona

TEUH ﬂoseb’iﬁoch

Pucynok 61 — O01mas cxema cTpOeHHs JIUMONPOTENHA

Penentop JITTHII — cioxHbIi G€I0K, COCTOSIIMNN U3 S5 JTOMEHOB U CO-
nepkaniuit yrieBoinyto yacthk. Perientop JITTHIT umeet nuranasl k Oenkam aro
B-100 u ano E, xopomo cszsiBaeT JIITHII, xy>xe JIIIII, JITIOHII, ocratou-
Hble XM, coaeprKaliue 3TH arnoOeNKu.

JIITHII-penenTop CHUHTE3UPYETCS MPAKTUYECKHM BO BCEX SACPHBIX KIIETKaX
opranusma. AKTUBAIMS UM UHTUOMPOBAHUE TPAHCKPUIILIMK OEJIKa Peryupyercs
YPOBHEM XOJIECTEpHHA B KieTKe. [Ipyn HenocraTke XojeCTeprHa KIIETKa WHHULIAM-
pyet cunte3 JIITHII-penienropa, a mpu n30bITKE — HA000POT, OIOKUPYET €rOo.

Ko3¢gpuuueHT aTeporeHHOCTH — I OLIEHKM PUCKA Pa3BUTHS y IMAlU-
€HTa TUIIEePJIMITUIEMHUH U aTepPOCKIIepo3a U BbIOOpA JIeUeHUsI Bpady HE0OX0auM
3HATh HE TOJBKO YpOBEHb 00111er0 XC B KPOBHU, HO M €T0 COJICPKAHUE B COCTABE
antuareporeHubix JIBII:

K = (XCopuw = XCorer)/XCrmpn -
Jns1 3mopoBoro yenoBeka ko3 GUIMEHT aTeporeHHOCTH — 3-3,9.

Cunre3 Tpuriauuepuaos u gocdoaunuios
TAI' cuHTE3UpYyIOTCS BO MHOTHUX OpraHax M TKaHAX, HO HauboJiee BaXKHYIO
pOJIb UIPAKOT: II€YEHb, CTEHKA KUIIEYHUKA, )KUPOBAs TKaHb, JAKTUPYIOLIAS MO-

51



noyHas >kene3a. [na cunresa TAI' (pucyHok 62) HEOOXOAMMBI aKTHBUPOBAH-
Heie popmbl KK — ammn-KoA, rimmneposia — rwmmepon-3-¢ u ATO.
AKTHBaUys MHLEPOIIA MPOUCXOAUT MPU YYACTHH TIULEPOITKAHA3BIL:

I'n + AT® — I'muniepos-3-o.

AKTHBHas TJIMIEPOJIKUHA3a OOHAPYEHA B MEUCHU, NTOYKAX, KUIICYHUKE U
OTCYTCTBYET B KUPOBOW TKaHH. B )KMpPOBOU TKaHM, a TAKKE B MBIIIIAX U IT€Ye-
Hu ['munepon-3-¢ o6pazyercs u3 unTepmeanara rivkonnsza — JAO.

AxtuBamusa KK mpoucxomutr mnon BiausHueMm ¢depmenTa anmi-KoA-
TUOKWHA3bI (CHHTETAa3bl):

R-COOH + AT® —» R-CO~AM® + ®du
R-CO~AM® +HS- KoA — R-CO~S- KoA + AM®

NAD" NADH +H"

H,C~OH AT® AJl® H,C-OH \ / Hzg-gH
% HC OH - -« Taukoaus
H(lj OH enuepor- enuyepoa-3-gpocham C PO.H
HZC‘OH kuHa3a 2 HZC—O—PO?)H2 decuopozcenasa (1) 2C-0- 32
Tianepon Tmuuepon-3-pocpar CDOC(bO}lg)OKXI/IaLleTOH
Anuia-KoA (@11A)

anuyepon-3-gpocham
ayunmpancgpepasa (2)
HS-KoA
H,C-0-CO-R,

Hé—OH
H,C-0— POSH

1 -anmnraumepos-3- ocd)aT
Amuin-KoA

1-ayunenuyepon-3-gpocpam
ayurmpaucpepasa (2)

HS-KoA
2(; 0-CO'R;
HCIZ—O'CO'R2
HZC—O—P03H2
1,2-JTnauunrouneposn-

tdocpar

(pocdaTunar)
H,0
pocamuoam-
(ﬁocqboeudpowm 3)
H,C-OH
zc 0-CO- Rl HS-KoA AIII/IJ'I KoA :{é OO R
HC~0-CO: Ry ’
MOHOQYUAZTUYEPOT- H,C-OH

|
H,C-OH ayur- 2-MoHoawu-
1,2-JlManuirauneposn mpatcepasa (2) TJIALIEPOIT

ouayunuyepon- Anmn-KoA
ayur-
mpancgepasa (2)
HS-KoA

H,C=0-CO-R,
HC 0-CO'R,

H2C O-CO'R3
Tpuanmnrauueposn

Pucynok 62 — IlocienoBaresbHoCTh peakuuii cuatesa TAT
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[TocnenoBarenbHOCTh peakiuii cuHTe3a (pochonunuaoB mpeacTaBiIeHa Ha

pucyHke 63, 64.
o
HO=CH,~CH,~NH, HO—CH,~CH,~N"-CHy
ATSTaHOJIaMMH . CHs
OJTHH
OMAHONAMUH- AT
ALID Kkunasa (2) Xoaunxunasa (2)
Al
T CH
HO—P-0—CH,-CH,—NH, il >
(I)H HO—P-0-CH,-CH,—N"-CHs
dochosTaHONTaAMHH (I)H (l;H3
1T ®ocdoxomnun
OMAHOAAMUH-
T® XOnuH-
pocgpam- I
OO, YUumuoun- o g);;fgzl__
mpancegepasa (2) NH, " | mpancgpepasa (2)
SN
o o LA CH 0 9
Il 1]
HoN—CH,~CH,=0—P-0-P-0-CH N0 HiC=N"—CH,~CH,~0-P-0-P-0-CH, o
OH o CHj OH O
[ Jd-sranonamun OH OH [I®-xommt OH
Hzc—O'CO'Rl
5 I ouayunuyepo-
omanonan- KRG e
pocgompanceepasa (2) HC~OH mpancgepasa (2)
1,2-Jnauuarnuueposn LIM®
[IM®
H,C—0—CO-R
H,C=0=CO"R, 3SAM 3SATLL :'é 0—CO Rl
—UT LY,
HE=0=COR, N ) H,C—0—P-0—CHy-CHy*
H2C—O~//P\'O—CH2-CH2—NH2 docamudundymanonamun- d’ \OH
O OH Mmemuampancgepasa (2)
()
DocharuInIITAHOTAMHIH OC%’J;TEI??;}T; o
Cepu 0,
docpamuoun-
cepun- pochamudun-
cunmasa (2) cepun-
Oexapbokcunasa
DTaHONaMUH 4
H,C-0—CO-R;
H(::—O—CO-RZ
HzC—O—;P"O*CHZ_CH'NHZ
7\ |
O OH COOH
docharuanicepun

Pucynok 63 — Cunre3s pocharuauicepuna u pocharnanixonnna

NH,
B
N/go

OH

o
’}I~CH3
CHs



H,C-0O-CO-R;
H(ll—O ‘CO-R,
HZC—O - PO3H2
1,2-/Tnanunrinuepoi-

docdar

(bochatumaar)

LTd dochamuoam
> YUMUOUI-
mpanceepasza (2
DD pancepasza (2)

Y NH,

H2C_O'CO'R1
|
CH-0-CO-R, ﬁN

0=P-0-P—0-CH, g

O O
HA®-guanunrnunepon OH  OH
VHO3UTON ®ocharunmirauneposn
Gochamuoun- [IM®
IM® UHO3UMOT- KapOUOIUnuH-
cunmasa (2) cunmasa (2) (I)H
H,C-0-CO-R Q~CHy"C=CH,~0
2] ! O=P—OH HO—-P=0
CIT| -0-CO-R, (I) (|)
H,C-O0  OH OH 0 éHz Cl:Hz 0
O - P - O I | | Tl
N Rl_C_O_CIJH H(IJ—O—C—R3
7 N OH R,~C~0~CH, H,C-0-C-R,
dochaTHaUITHHOZHTOI O Kapanonumnun @)

Pucynok 64 — Cunre3 ¢pochaTuauINHO3UTOIa M KAPAHOJIUIIMHA

Cunres 31K03aHOUI0B

IUKO03aHOUAbI — TIPOU3BOJHBIE APAXUAOHOBOW (IMKO3aTETPACHOBOM) KHC-
70Tl (Cyg.4) CUHTE3UPYIOTCSI BO MHOTHMX BHJAX KJIETOK, BBITIOJHSIOT (DYHKIIUIO
MECTHBIX TOPMOHOB, JEUCTBYsI 10 AyTOKPUHHOMY WJIM TAPAKPUHHOMY MEXAHU3MY.
B snpmotenuii cunresupyercs npoctamukiubbl (PG), B TpomboruTtax — TpOM-
ookcanbl (TXA), B nelikorrax u makpodarax — neiikorpuens! (LT). Hexkoropeie
TOPMOHBI (TJIFOKOKOPTUKOUIBI) U JIEKAPCTBEHHBIE IPEnaparhbl (aCHUpYH) Harpas-
JICHO JICWCTBYIOT Ha KJIHOYEBbIE (DEPMEHTHI CUTE3a SMKO3aHOUI0B — ITUKIOOKCH-
T'€Ha3y U JIMITOOKCUTeHAa3y (PUCYHOK 65).
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dochoaunmuabl

Docgonrunaza A,

AanI/IIIOHOBaH KHCJI0Ta

— — COoO

Iuka00KCcUrenasa JIunmookcureHasa

[Ipocrarnanaun H,

OH OH _
COO
/ /
X
JlenikoTpueH By
[pyrue npocTariiaHInHbI
TpomOoKCcaHbl
0]
. B e V2 Y-
COOCH p coo
3 .
= . N CHs
OH

OH

Ipocrarnannu A, TpombGoxcan A,

00C
CHs
OH OH
IIpoctarnanauu I, (mpocTalUKINH)
Pucynok 65 — CuHre3 3iiK032aHOM/I0B HA OCHOBE apPAXH/I0HOBOI KHCJIOTHI

[{uknookcureHaza UHTMOUpyeTCs acmUpUHOM, UOyTIpodeHOM U Ap. HecTe-
POUIHBIMHU TPOTUBOBOCIIAIUTEILHBIMU MpenapaTaMu (PUCYHOK 66).
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00’ o |

L :
O+C-CHy |
ANeTHICATHITHIAT
(acnHpHH)
C e |
i H
E — Cep — OH > E — Gep —0+G-CH; !
AxTaeHas HOT ] Heaxtuenasa IO
o
OH
Caauuouiaar

Pucynok 66 — MexaHn3M HHAKTHBAIIUM IUKJIOOKCUTE€HA3bI ACTIHPUHOM.
AlIeTHJIBHBIN OCTATOK MEPEHOCUTCH ¢ MOJIeKY bl acnupruHa Ha OH-rpynny ¢epmenra
U He0OpATHMO MHTMOUPYET ero

Opnako 3¢ ekt neicTBUs acnuprHa HENPOJOJKUTENEH, TaK KaK dKCIIpec-
CHsl T€Ha 3TOro (pepMeHTa He HapylIaeTcsl U MPOAYLHUPYIOTCS HOBbIE MOJIEKYJIbI
depmenrta. [lpyrue HecTepouIHbIE NPOTHUBOBOCHAIMUTEIbHBIE IpPEHapaThl
(manpumep, nOynpodeH) AeHCTBYIOT IO KOHKYPEHTHOMY MEXaHU3MY, CBS3bIBa-
acb B ALl ¢pepmeHTa 1 Tak e CHWXKAIOT CUHTE3 MPOCTArIaHIuHOB. MexaHu3m
JNEUCTBUSL CTEPOUIHBIX MPOTUBOBOCHAIUTENBHBIX IPENApaToB 3aKIKOYACTCS B
WHIYKIUU CUHTE3a OEJIKOB, MHIMOMPYIOIUMX aKTUBHOCThH (hochonumnasel A, u
YMEHBLIAIOLIUX CUHTE3 BCEX TUIOB 3MKO3aHOMIOB.

buosornyeckas poJib:

1. KopOTKOKUBYIIIE MECTHBIE TOPMOHBI.

2. O0pa3yroTcs BCEMHU KJICTKaMH.

3. UHUIMUpYIOT peakiuy TKaHU Ha MOBPEXICHHE, BOCHAJICHHE U p.
(607, OTEK, TIOKPACHEHUE U 1P.).

4. PerynupytoT TOHYC TJIQJKOW MYCKyJnarypsl (apTepuid, OpOHXOB, MHO-
METpUI U JIp.).

5. PerynupyroT kieTounyto mposudepanuio.

JUNUABI-2. TKAHEBO OBMEH JIMIIU/IOB.
KATABOJIU3M TPUAIIMJITJIMIEPOJIOB.
METABOJIN3M KETOHOBBIX TEJI

Anetun-KoA sBisieTcst 1ieHTpalibHBIM MHTEpMeauaToM Metadonusma. OH
oOpaszyercsi mpu OKUCIEHUU OEJKOB (aAMUHOKMCIIOTHI), YIJICBOJOB M JIMIHUIOB.
N3 anernn-KoA B mutoxonApusax cuHTE3UpyrOTCs XC M KETOHOBbIE Tena. B
UTOILIa3Me KieTok cuatesupyrorcs KK (pucyHok 67)
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AMK IIBK AHEK

St o1
<

IOTK «— AnerHnia-KoA — KK

o TAT

XC KT

./”/\\

Kemuuele  CTepOoHIH
KHCIOTEI

Pucynok 67 — Cxema metadoausma anetmwi-KoA

Tpurnutiepuabl (Kak U TIUKOTCH) SBJISIOTCS SHAOTCHHBIM KJICTOYHBIM 3a-
nacoM. CHTHAJIOM K JIMIIONHU3Y CIYXHT JCHCTBUE aJpeHaNINHA WM TIFOKaroHa
(pucynku 68, 69).

TAT
THIIOTHS

— T

I'mHnepHH AXK

P I

I'HI™ AspobHoe — AnetHI-KoA
OxKHCIeHHE .I,
OTK

Pucynok 68 — Cxema ucnosib30BaHMs MPOAYKTOB JIUIOJIU3a TPUIVINLEPUI0B

Jranbl okucjaenus TAI B TkaHsaXx:

1. 'maponu3 monekynsl TT' ¢ oOpa3zoBanueM rimueprna u 3-x moiekysn KK.

2. Okucnenne ['n mo aspoOHOMY myTH ¢ oOpa3zoBanuem 22 ATO.

3. Kaxxnas monekyna KK npoxoauT cBoit myTh -OKUCICHUS.

Heiitpanensie xupsl (TAI), comepxanmecs B aIuNOUNUTaX, SBISIOTCS HUC-
TOYHMKOM SHEPTHH W PACXOAYIOTCS MPHU TOJOJMaHUU, GU3HUYECKON HArpy3Ke H
U3MEeHeHUH TopMoHanbHOTO (hoHa. [Tomubiit tunpomus TAID npoucxoaut B Tpu
Tama C ydacTueM crenuduueckoil ropMOHYYBCTBUTENbHOU TAIl-numassr
aJIUTIONIUTOB, AKTUBUPYETCS aJIpCHaTMHOM W (MIM) TJIFOKarOHOM 4epe3 aje-
HUJATHUKIa3HbIN (1I-AM®) mexanusm (pucyHok 69). UHcynud unaxmusupyem
TAI'-nmunasy HenpsIMbIM MMyTeM 4epe3 akTuBaiuio ¢pochoandcrepasbl -AMO.
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MpoTenHKHHazE
HeaKTHEHARA AT®

q—$— FnioKaroH (AnpeHanuH)

- yAMD

L ]
MNpoTenHKMHasa
AKTHBHEA

Y
*“TA-nNas8 ————p "TA -NNaaa
HEAKTWEHaRA AKTHBHER

/ e

Hupribig
KMECNOTE!

Mmwuapan
TAI

HupHEe

—_—
KHENATR QrucneHne

8 ApYTHX
TESHRX

AgunoyuT Kpose

Pucynok 69 — AxruBanusi ropMOH4yBCTBUTENbHOI TAI-1unaspl

Cxema karabommuzma TAI, BkiIrodasi okuciaeHue raunepuHa (pucyHok 70) u
Tpex octatkoB KK (Cig) (pucyHok 71) — 310 001mmil sHepreTuueckuit 3 exT

(pucyHOK 68).

B-oxkucieHne JKUPHBIX KUCJIOT

Oxucnenue KK obOecriedymBaeT KIETKH CaMbIM OOJBIIUM KOJIMYECTBOM
sHeprun. Hambonpmmii apdext maer B-okucnenue (IpoTeKaeT TakkKe O- U O-
okucinenue ). B-oxucnenne KK nporekaeT B MUTOXOHIPUSX MHOTHUX OpraHax u
KJIETKaX, KpOME JIPUTPOLUTOB (T/I€ HET MUTOXOHJpHUN) U HEPBHOM CHUCTEMBI
(KK He mpoHuKaroT uyepe3 rematodHiedammueckuii 6apeep). Tpancnopt KK B
MUTOXOHJPHUH MPOUCXOJUT C yuacTueM (pepMeHToB kapuutuntpanchepas | u 11,
npu 3toM auHHOouenodeunsle KK ykopauuBarorcsa B mepokxcucomax ao Cs.
[Tonnoe a’pobnoe oxucinenue KK BrimrouaeT mporecc P-OKUCIEHUS U OOIIHiA
nyTh kaTabonusma (LITK, DTL Mx).

[Tporecc B-okucaeHUE COCTOUT U3 TpeX ATanoB (pUCyHOK 71):

1. AxtuBanus KK (anun-KoA-cuHTeTasza) B IUTOIIa3ME.

2. Tpaucnopt KK B MaTpukc MUTOXOHAPUNA (KapHUTHH-ALMIITpaHC(hepasbl
I u ).

3. TlocnenoBarenbHoe ImukiInueckoe otmemienne C, — (parMeHTOB B
MaTpuKce MUTOXOHJpUi, B Buje anetuin-KoA. [lanee pparments! anerui-KoA
BJIMBalOTCs B 00mumii myTh katabonusma (LITK, DT Mx).

KiaroueBoii autocrepudecknii ¢gepMeHT [-OKHUCIEHUS — KapHUTHUH-
aruitpancdepasa | HapyKHOM MEMOpPaHbl MUTOXOHAPHUH.

Bbuosiornueckasi poJib: YHEPreTUUECKAasI.
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O0mmue peaknuu OKHCJICHUSA

o HS-CoA ATP  AMP+PP o
I I
R—CH,~CH,~C—OH i » R—-CH,-CH,-C~SCoA
At Ayun-KoA cunmemasa Am-KoA
(6) HsC,,
9 HAC HEC;IN-CHZ-CIZH—CHZ-COOH
\+
R-CH,-CH,-C+SCoA + HyC~N~CH,-CH—CH,-COOH Porem— 3 (l) + HS.CO
Aun-KoA HsC OH naneommoun '+ 2 CHe"Csg |
Kapantun mpancepepaza (2) AUMIKAPHUTHH
FAD FADH, o
I
R—CH,-CH,-C+SCoA R-CH=CH—C~SCoA
Aunn-KoA Ayur-KoA Enonn-KoA
oecuopoeenasa (1)
9 H,0 (?H ,C|)
R—-CH=CH—C-~SCoA Enour-Kod R—-CH—CH,-C*SCoA
Enonn-KoA euopamasa (4) B-T'mnpoxcuarmn-KoA
OH o NAD" NADH +H" o
| 1l 1 I}
R—-CH—CH,-C+SCoA R—C—CH,-C~SCoA
) B S-Tuopoxcuayun-KoA 2
B-I'mapoxcrnaumi-KoA Oezudpozenaza (1) p-Keroanus-KoA
|C|) 0 HSCoA 0
I I
R-C—CH,-C+SCoA R-C'SCoA  * H,C-C~SCoA
B-Keroanun-KoA Tuonasa (4) Anun-KoA Anerun-KoA

Oco6ennoctu B-oxucienus 7KK ¢ HeueTHBIM YHCJIOM aTOMOB yIJjiepojaa

CO, ATP ADP-+P; CIIH3 'T'
H;C—CH,—C~SCoA HOOC—-C—C+SCoA HOOC—-C—C+SCoA
u Ilponuonun-KoA [ Memun- ] I
Ipormonmn-KoA kapboxkcunasa (6) D-Metii- manonun-KoA CH;0

(6buomun-3asucumast) payemasa (5) L-Merunmanonnn-KoA

majmoHmT-Ko A
Memunmanonun-KoA
mymasa (5)

HOOC-CHZ—CHZ—ICII’SCOA

Cyxmuami-KoA O

(0]
13 12 10 9 ICI:"SCOA
P e N S N N P
18 KoA OcobennocTH B-OKHCJ’IQHI/IH
nmHOoNeomt-Ko
3 nukia -OKUCICHUS }\~3 Anernn-KoA HECHACBIIICHHBIX KK
O
I
(=0 =3 __C-SCoA
12 A3—uI/Ic-A6-uHc-I[I/IeH01/IJI-K0A 5 Anetmi-KoA
A -yuc(unu mpanc)-A-mpanc- 4 nnkmna B-oKuCIeHUs
enoun-KoA uzomepaza (2) 0 )
76 2 \/\/\/V/\
C~SCoA
12 /W\/V/\EJ SCoA 5 3 6
A%-tpanc-A°-mmc-Juenonn-KoA O A-tpanc-Enoun-KoA
Moyuc(unu mpanc)-A-mpanc-
1 maxor B-oxwcierm }\~ 1 Anetmi-KoA enoun-KoA uzomepasa (2)
5 4 2 + +
— NADPU+H™ NADP 10 4
NN N
0 <G SCoA > Ny cescoA

Az—mpaHC-A"—uuc-

2_ A e _
A“-TpaHc-A"-nuc-Auenonn-KoA Tuenoun-KoA peoykmasa (1)

A*-tpanc-Enounn-KoA O

Pucynok 71 — Peakuuu B-oxkucjieHust ) KUPHbIX KHCJIOT
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[Ipumep pacuera 3HEpreTuueckoro Bbixona (kosmyectsa AT®) npu moui-
HOM okuciiennn KK:

AT® = [(n/2 - 1) x 5+ N/2 x 12] - IAT®,

20e N — uucno amomos yenepooa ¢ XKK; (N2 — 1) — uucno yuknos f-
OKUCTIeHUS, KAXNCOblU U3 KOMOpwulXx obecneyusaem cunmes 5 monexkynr ATD
(FADH, — 2 AT®; NADH+H" — 34T®); n/2 — yucno, obpazosasuiuxcsa mone-
kyn ayemun-KoA, ymunuzupyemoix ¢ L{TK, obecneuusaroweco cunmes 12 mone-
kyn AT®; 1ATD — 3ampauuseaemcs na smane akmusayuu KK.

Hanpumep, npu okuciaenun naabMUTHHOBOU (Ci) 00pazyercs 130 moute-
Kyl ATO.

['110K030-KMPHOKMCIOTHBIA HUKJI

OkucneHue OCHOBHBIX BHUJOB TOIUIMBA B OPraHW3ME€ OCYIIECTBISIETCS B
paMkax 1ukia «riaoko3a — JKK», koTopelil peamnonaraet peuunpokHoe (B3a-
MMOUCKIIIOUAIOIIIEee) UX OTHOIIEHUE (PUCYHOK 72).

[Tocne mprema nuiy BO3pacTaroliii ypOBEHb TIFOKO3bl U MHCYJIMHA B KPOBU
uHruoupyet B-okucienus KK B TkaHsX, HO aKTUBUPYET B HUX TPAHCIIOPT U METa-
0om3M rimoko3bl, Brroydas jumnorenes (cunte3 XXK u TAI') u a3poOHblii rimko-
mu3. iatencuBHOe oOpazoBaHue aneTwi-KoA B adpoOHOM TIIMKOJIM3E, CTUMYJIH-
pyet cuHTe3 MasioHuI-KoA, KOTOpbIi, Kak HavallbHBINH cyocTpar cunte3a KK, an-
JIOCTepUYEeCKH MHTUOMpyeT KitodeBor ¢depmeHT [-okucnenus XK — xapHUTHH-
arpuitpancdepasy I. Kpome Toro, riroko3a ¥ MHCYIIMH, ITyTEM TOPMOKEHHUS JIUIIO-
mu3a u B-okucienus XKK, cHUMatOT THTUOMpOBaHUE KITIOUEBOTO (hepMeHTa a3po0-
Horo riuKonm3a — nupyBat/ll” komriekca anetst KoA, oopazoBannbiM u3 KK.
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Capxonemma [GLuT4]
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FA-cFABP [ = "3]’,‘."”1 /
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|

Pucynok 72 — ®opMupoBaHue 31eMeHTOB IHKJIa Peniia in Vivo myremM u3MeHeHUs1 KOHIEHTPALH
cyocrparos (I'JIHO 1 HIKK) B MexKk/1eTOUHOI cpeae U (opMUPOBAHUS B KJIETKAX IBYX MYyJ10B
aneTni-KoA u3 I'VIFO (nepenoc I'/IFOT 4) u u3 HIKK (naccuBnasi auddysus):

C/KK — cBoboanbie xupHble kucaotThl; JIIOHII — nunonporenHsbl 04eHb HU3KO0H IJIOTHOCTH;
TI' — Tpurianuepuast; FA-CFABP — nepenocunxu CKK; CPT — kapHuTun-anuiaTpancdepasa,
PDH — mupyBat/II'; ®®K — dochodpykroknnaza; HK — rexcokunasa; LPL — qunonporensimmnasza
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[Ipu rosogaHuu copepaHue IIIOKO3bl U MHCYJIMHA B KPOBU CHMXKAETCH,
YTO YMEHBIIAET MOTOK TIJIIOKO3bl B WHCYJIMH3aBHCHMbIE TKAaHU (MBIIICYHAs H
KHUPOBasi), HO CO3MACT Yrpo3y A (PYHKIIMH MO3Ta U SPUTPOILMTOB — TKaHEH
aOCOJIIOTHO 3aBHCHMBIX OT IOCTABOK TJIFOKO3bl. B 3TOH cuTyanuu Bo3pacraer
yTUIU3alus allbTepHaTUBHOTO U Ooiee addexTuBHOrO cydcTpara — KK, uemy
CHOCOOCTBYET CHM)KEHHE YPOBHS MHCYJIMHA U TIIOKO3bl, HHTHOUPYIOLIUX JIUIIO-
73, a TAaKXKE YBEJIMYEHUE CEKPELMH KOHTPUHCYJISIPHBIX TOPMOHOB (TJIFOKAroH,
COMAaTOTPOIMH, aJpEeHaJINH U Ap.), CTUMYJHUPYIOIIUX ero. B pesynbrare Bo3pac-
taeT coxepxkanue B kposu JKK, aktusupyronmux I'HI' 1 orpannumBaronmx mo-
TpeOJIeHHE IIIF0KO03bl HHCYJIMHO3aBUCUMBIMU TKaHSIMHU. [Ipu 3TOM B IieueHu pes-
KO aKTUBHUPYETCS OMOCHHTE3 KETOHOBBIX TEJl, 32 CUET AKTUBHOI'O [3-OKHCIIEHUS
KK, noctynaromux 13 *)UpoBbIX Aeno. B kpoBu Habmomaercs yMepeHHas -
MOTJINKEMHSI, HE3HAUYNUTENBbHBIA pocT ypoBHSA JKK u pe3koe yBenuueHue coaep-
YKaHUsI KETOHOBBIX TeJl (PUCYHOK 73).

60 T T T T

[ rppoxcnbyTIpaT
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40

TIIEHOROZE
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30F

ceobomHere JHE

ALETOALETAT

Cpok ronomaHua, THH

Pucynok 73 — M3meHeHHe COAepPKAHNS KETOHOBBIX TeJI, CBOOOAHBIX KUPHBIX KHCJIOT
U TJIIOKO03bI B KPOBH MPH TOJ10JaHUH

MeTa60/1M3M KETOHOBBIX TeJI:

KeroHoBble Tejia: aneroarerar, B-ruapokcuOyTupart u amnetoH. [locmemno-
BaTEJIbHOCTh PEAKIIMA CHHTE3a M KaTaboau3Ma KETOHOBBIX T IIPEJACTaBIcHa Ha
pucyHke 74.

Jlokasm3amusi: CUHTE3 MPOTEKAET TOJbKO B MUTOXOHJpUSX IeueHu. Ke-
TOHOBBIE TE€JIa UCIOJIb3YIOTCSI KaK MCTOYHUK SHEPTUU BCEMU TKAHSIMHU, 3a HC-
KJIFOYEHUEM IPUTPOIIMTOB U3-32 OTCYTCTBHUS MUTOXOHIPHUN U T€NaTOIMTOB, HE
MMEIOIIUX aKTUBHOTO pepmenTa cykunHui-KoA-TpaHcdepassbl.
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BbuoJioruyeckasi pojib: SBISIOTCS 3(PPEKTUBHBIM HMCTOYHUKOM SHEPTUU
IpU IKCTPEMaJbHBIX WJIM MATOJOTHYECKHX cuTyanusx. [lpu xarabonmsme [3-
ruapokcudyTuparta oopasyercs 26 ATO.

0]

I
H3C—C—SKoA HSKoA 0 I'MT-KoA CH; O

B I 2 i I

Aueriui-KoA HaC—C—CH,-C—SKoA 454 () |i60C-CH,-C~CH,-C~SKoA

(I? Ayemun-KoA- (')' (I)H
H3C—C—SKoA ayemui- Aneroanerun-KoA B-I'mnpoxcu-B-metu-
Anerun-KoA mpancpepasa 0 rirytapuit-KoA (I'MI'-KoA)

(Tuonasza) (2) H3C—6—SKOA
Anernn-KoA I'MTI-KoA nuasza (4)
buocunres

HyC—C~CH,~COOH

O Aneroanerar
NADH+H*

P-Tuopoxcu-

m Oecudpozenasa (1)

co <
‘\OY\«?* oymiipa

HyC—C=CHy

NAD*

0
A HsC~CH-CH,-COOH

OH
B-T'unpokcudyTupat

Yrunuzanus

NA\D; 9DH+H+ Cyxruann-KoA  Cykuunar o
H3C~CH-CH,~COOH > H3C~C~CH,-COOH o H3C—9—CH2-5—SK0A
0

OH S-T'udpoxcubymupam 0 Cgkuunuﬂ-l(o/l-
-Kemoayu-
B-TrApokcHGyTHpar Oezudpozenasa (1) AneToanerar mpchdJepZm 2)  Anetoanernn-KoA

HSKoA

Tuonaza (2)

0]

I I
H3C—-C—SCoA + H3C-C—SCoA
Anerun-KoA Anerun-KoA

Pucynoxk 74 — MeTa60/1M3M KeTOHOBBIX TeJ

JIMIIUBI-3. BUOCUHTE3 JIMIINJOB.
PET'YJAIUA U TATOJIOTI'UA JIMIIUIHOI'O OBMEHA

BHyTpHK/IEeTOYHAS JOKAJM3ALUA: [UTO30]b, TJ€ MHOTO MaJIOHWI-KOA,
NADFH, u nocrarounoe kosmuectBo Allb. KitoueByro posib urpaer najibMu-
TOWJI-CUHTa3Hasi CUCTeMa, cojiepxaiias 2 cyObeauHuIbl. B OMOoCHMHTE3e HACHI-
meHHbIX JKK AIIB BBINONHSET poOJib «PYKW», MEPEHOCAIICH pacTyIIWe yIJie-
poansie CHz- CO-SKoA nenouku oT olHOTO hepMEeHTa K IPYroMmy.

Jransl: 1. Tpancnopt anetTnii-KoA 13 maTpukca MUTOXOHAPUHN B IIUTO30b.

1. HenocpenctBenno peakuuu cunresa XKK, ¢ momoisto AIIb (pucynok 75).
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KiroueBbie ¢pepmenTsl: anetmin-KoA-kapOokcunasza, cunrasza KK.

CymMmapHoe ypaBHeHue 00pa30BaHUs NATbMUTHHOBOW KHUCIIOTHI:

Anetun-KoA + 7 manounn-KoA + 14 NADPH+H" — nanemurar + 7 CO, +
14 NADP* + 8 HS-KoA + 7H,0.

Hacprmennrie

H;C—CO—S—CoA
anetmi-KoA

AT® + HOH + CO,

HS—AIIb
ayemun-KoA A1D + H;PO,
ayemur Kkapboxcunasa (6)

mparncayemunasa (2)

HS—KoA

HOOC—-CH,—CO—S—CoA
manoHuia-KoA

MANTOHUT- HS—AIIB
H,C—CO—S— AIIB mpancayuiasa (2)

anetwi-AITb HS—KoA
HOOC—-CH,—CO—S—AIIb
manonus-Allb

ayun-Allb-manonun-AIIb
ayemurmpancgepasa (2)

CO,
H3C_CO_CH2_CO_S_ AHB
Aueroanetun-Allb

NADPH + H
D f—xemoayun-AIIb
NADP pedykmasa (1)

H3C—C|3H—CH2—CO—S—AHE
OH 3-ruapoxcudyTupui-Allb

/ P—euopoxcuayun-AIlb
Oezudpamas3sa (4
HOH p “)

H;,C-CH=CH—CO—S—AIIb
KPOTOHMII-1to

NADPH +H enoun-AIlb
NADP peoykma3a (1)

Y
H;C—-CH,-CH,—CO—S—AIlb

OyTupuiI-and
deayunasza (3)

BXK ¢ yetHpiM n atomoB C

PucyHok 75 — buocuHTe3 HACBIIEHHBIX KUPHBIX KHCJIOT
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[TaapMuTaT ABISETCS OCHOBOM 71l cuHTe3a Oonee mmHHBIX KK 1 HeHa-
coieHHbIX JKK (prcyHOK 76) B 3HAOIIa3MaTUUYECKOM PETUKYIIYME C Y4aCTUEM
npyrux (epMeHTOB (dJI0HTa3bl, JecaTyasbl). BBeneHue IBOMHON CBS3U MpOMC-
XOJIUT MOJI IEUCTBUEM MHKPOCOMAJIBHOIO KOMIUIEKCA (PEPMEHTOB, COCTOSLIUX
u3 mroxpoma bs, Ds-penykraser u necarypasbl. B KadecTBe CyOCTpaTa UCIOIb-
sytorcss NADPH+H" u MosexyIapHBIi KHCIOPOL.

H3C'(CH2)7_CH —CH _(CH2)7_CO_S_KOA

J Oneounn-KoA
HOH + NADP )

0,+NADPH + H decamypasa (1)

H3C_(CH2)16_CO_S_KOA
1 Creaponn-KoA

JJI0H2A3a

MajoHUI-KoA, NADPHJ

H3C_(CH2)14_CO_S_KOA

02 +NADPH + H ) [Tanemuroni-KoA
HOH + NADP

decamypasa (1)

\

H3C' (CH2)5_CH A~ CH - (CH2)7_CO_S_KOA
[Haaemutooneonii-KoA

Pucynoxk 76 — IlociienoBare/ibHOCTh peakumi
OMOCHHTE32 HEHACBIICHHBIX JKMPHBIX KHCJIOT

buosornueckas poar HHKK:

* O0sa3aTenbHble KOMIOHEHTHI DJI memOpan, TAT'.

* O6s13aTenbHbIe KOMITOHEHTHI D XC (MeTabonuyeckn MeHee akTuBHBIN XC).
* BAB — siiko3aHousl — npousBojnbie C 504 (PG, LT, TXA).

* AO — noBymku ADK.

buocuHTe3 X0/1€CTEPOJIA
buocunTe3 XC npoTekaeT MHTEHCUBHO BO MHOTHX OpraHax M TKaHsX, J0-
BOJIbHO MEJUJICHHO B COEJUMHUTENIbHOW TKAaHU M B HEPBHOM CUCTEME B3POCIIBIX
(pucynok 77). UctounnkoM Jist cuaTe3a XC sBIseTCS TIII0KO3a.
BHyTpuK/IeTOYHAS JIOKAJU3ANMA. MUTOXOHJIPHUS, LUTO30Jb, SHJOIJIA3-
MAaTHYECKUN PETUKYIYM.
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G- Auernn-KoA HSKoA
H;C—-C—SKoA HSKoA 9 (I:H3 9
Aeti1-KoA HsC—C—CH,-C—SKoA HOOC—CH,-C—CH,-C—SKoA
O Ayemun-KoA- o TMT-KoA OH
H;C—C—SKoA  duemui- Aueroanerun-KoA cunmasa (2) B-T'uapokcu-B-merun-
Arnernn-KoA mpaschepasa rirytapuia-KoA (I'MI'-KoA)

(Tuonasa) (2)

CH; ©  2NADPH+H' 2NADPH
|

11
HOOC-CH,-C-CHy-G-skoa  \_ /., C02 GHs
i HOOC~CH,~C~CH,~CH,~OH

OH I'MT™-KoA
p-T'uapoken-B-merw- peoykmasa (1) OH
rirytapuin-KoA (I'MI'-KoA) MeBasloHOBas KUCIOTA
]
| |
coo coo -
AueTun-Koh &y,  2NADPH &y,  2ATO AT €0z CH.
. I P L._.._L_._.%. C-CHs
Auetos CH;-C-0OH CH;=C=0OH !
| Mr-KoA- I P CH;
aueTnn-KoA CH, pedykTasa CH, I éHz
c=0 CH;0H !
0-®-0-
ISK::A M ® ®
MK, ey HacneuTerunnupodocdar (Cs)
|
|
-
Mepaxunnupotocdar (Cia)
| Il
C
T
tapraadnnupachacdat (Cg)
L/— Cis
#--- [laHocTapon +— Cupanet (Cap) I =
9n Q!
O )
OH OH "'7\
Xonecrepon
1
mn
Pucynok 77 — Cxema cunTe3a xojecrepoda: I, I, 1l — cragumn o0pa3oBaHusi MeBa10HOBOI

KHUCJI0ThBI, CKBAJICHA U X0JI€CTEPOJIa, COOTBETCTBEHHO

Cranuu cunre3a XC:

1. I[IpeBparieHne akTHBHOTO alleTaTa B MEBAJIOHOBYIO KUCJIOTY.
2. Obpa3oBaHKE CKBAJICHA U3 MEBAJIOHOBOM KHUCIIOTHI.

3. Huknuzamus ckBasiena B XC (pucyHok 77).

Hns cunreza 1 monekynsl XC HeoOxomumo 18 monekyn anetui-KoA,
18 ATD, 18 NADPH.
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KitoueBoii ¢pepment: B-I'MI-KoA-penykrasa.

Bbuosornuyeckas poan XC:

» Komnonent memOpaHn (~50 % aunuaHoro cocraa).

* [IpeqmecrBenHuk BAB (crepouanbie ropMOHBI, BUTaMuH D, xeauHble
KHCJIOTHI).

* CTpYKTYpHBIA KOMIIOHEHT JIMIIONPOTEHIOB.

IlepexucHoe okucIeHUE JUITUIO0B

[Tonsitue I10JI oO6beauHsIET Bce peakuu HehepMEHTATUBHOTO OKHCIICHUS
nonuHeHachIeHHbIX KK, cBOOOAHBIX WM BXOMAAIIUX B COCTaB OMBUISEMBIX
JUMNHIOB, IPOTEKAIOIIUX 0 paJUKaJIbHOMY MeXaHu3My (pucyHok 78). Peakiuu
[TOJI nHULIMUPYIOTCS AKTUBHBIMHU (JOpMaMH KUCIOPOa.

B pesynbrare nosiBnenus B rugpooOHOM cioe MEMOpaH TUAPOPHIbHBIX
30H 3a cu€T oOpa3oBaHus rujaporepokcuioB KK B KI€TKH MOIYT HMpOHUKATh
BO/1a, MOHBI HATPUS, KAJBLUS, YTO MPUBOJUT K HAOYXaHUIO KJIETOK, OpPraHesll !
UX pa3pyLICHHUIO.

[Tpomeccrr I1IOJI ycunuBaroTcs npu U30BITKE KaTEXOJIAMUHOB (CTpecc), TH-
MOKCUU, UIIEMHUH (TP PEOKCUT€HALIUN), TOBBIILIEHHOM COJEP>KAaHUN AKTUBHBIX
dopm O,, CHUKEHUU AHTHOKCUJAHTHOW 3aUIUThI, MOBBILIEHHOM COAEpKaHUU
HEHACBIIIEHHBIX )KUPHBIX KHCIIOT.

AxtuBanus 110J] mpoucxoauT npu BOCIAJIEHUH U XapaKTEpHA I MHOTHX
3aboneBanuit: nuctpoduu mpli (0one3np [romenna), 6osne3nu I[lapkuHcoHa,
aTEpPOCKIIEPO3€E, PA3BUTUHU OITYyXOJIEH.

RH Re Re ROOe*
H O—Ce

X®  XH H 0,
o/ ) v/
/ v=‘>( \L—Z*/ Voo NT—/ VARV \A—*K VAR VAR
H H H
RH

o jjw — H, OOH
ﬁ){'\f \‘H [V \/ \ A ARVARN

Malondialdehyde Endoperoxide Hydroperoxide
ROCH

Pucynok 78 — IlepexkncHoe OKuc/IeHHE JTUITHAOB
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I'/IABA 6
BUOXUMMUSA BEJIKOB U HYKVIEMHOBBIX KHUCJIOT

BEJIKHU-1. IEPEBAPUBAHUE U BCACBIBAHUE BEJIKOB

benku B KOMTMYECTBEHHOM COOTHOIIICHUH 00pa3yIOT CaMy0 BaXXHYIO TPYIIITY
MaKkpoMoJIeKyJl. B opranusme udemoBeka maccol nmpuMepHO 70 Kr COIEPKUTCS
npumepHo 10 kxr Oernka. bosbliiasg ux 4yacTh HaXOAUTCS B MblIax. Jloas apyrux
a30TCOJEPIKAIINX COSAMHEHHUI TI0 CPAaBHEHHUIO C OEIKOM He3HauuTenbHa. McTou-
HUKamMu cBoOOJHBIX AMK opranmsma ciyxar TUIEBble Oelkd, OeaKu coO-
CTBEHHBIX TKaHEH, a TaK)K€ CUHTE3 aMUHOKHUCIIOT U3 YIJIEBOJOB (PUCYHOK 79).

9KCKpeLHs

MOYEBHHA I'mokosa

/ Keronossie

T Tena
NH
Karabonusm

CO,, HOH,
0enKoB ATP

el — \
TonocTHBIE Tporssosie AK | KATEXOTaMIHEL

TPOTEa3bl 3HZ[01"CHHBII71 Iyt C TOPMOHAJILHON

f-nueit
AMHWHOKHCJIOT
——= OUOTeHHbIE AMHHBI
—| AsoTconepxamue
OeJIKOBBIE COC/I-HUS
—— TOPMOHBI

Karencump) HYKJICOTHIBI
TeM
KpeaTuH
Buocunres u3

Tlentumpt
YTJIEBOJOB \ \

Perynsropusie
Beakn TeTITHIBI

Benku mumm L~ Tupokcun

PucyHok 79— DHIOreHHBIH Iyl aMHHOKHCJIOT, ero 00pa3oBaHue U yTHIN3ALHS

OO0 001IeM COCTOSIHUM aMUHOKHCIIOTHOTO U OEJIKOBOTO OOMEHOB CYISIT 1O
a30TUCTOMY OallaHCy — pa3HULIA MEXAY KOJIMYECTBOM MOCTYNUBIIUX a30TCO-
JepKaiux BelecTB (OEIKOB) M KOJUYECTBOM BBIBEJICHHOTO a30Ta (TJIaBHBIM
00pa3oM B BHJIE€ MOYEBHUHBI).

Ios10:kuTENBHBIA A30TUCTBI GaaHC HAOMIOMACTCA TPH 3aJIEPKKE a30Ta B
OpraHu3Me U aKTUBAIMK aHa0oM3Ma (POCT, OEPEMEHHOCTD, JIAKTAITHs, BBI3I0OPOBIIC-
HHE 10CJIe TSHKEI0M O0JIE3HN), a TAKOKe MPU MOYEYHOM HEJOCTATOUHOCTH U YPEMUHU.

OTpunareabHblii a30TUCTBIA 0anaHc HaOMOmaeTCsS TPU MpeodIagaHun
KaTtadoyM3Ma U OTpakaeT OOILYI0 MOTEPI0 OEIKOB (IJIUTENbHbIE TSHKENbIE 3200-
JIeBaHUs, TPOJIOJKUTEIBLHOE FOJI0JaHUE, HETIOJHOLIEHHOE TUTAaHUE).

A30THCTOE paBHOBecHe HaOJI0JAeTCsl Y 3I0pOBOTO B3pPOCIOro YeIOBEKa,
IPU KOTOPOM TOTEPU a30Ta KOMIIEHCUPYIOTCS MOCTYIUIEHHEM OEJIKOB ¢ THILEH.

buosornyeckass HeHHOCTb 0eJIKa ONpPEEseTCs KOJIWYECTBOM M COOT-
HOIlIEHHEM He3ameHUMbIXx AMK.

bananc azora B opranusme onpeaensercs MeTaboau3MoM OelTKOB, KOHTPO-
JUPYEMBIX HECKOJIBKMMH TOPMOHAMHM, M MPEXJE BCErO0 TUPOKCUHOM, KOPTH30-
JIOM M TECTOCTEPOHOM.

68



IlepeBapuBanue 0e1k0OB
B KKT numessie 6enku pacnamarorcs 10 AMK npu ydgactum mpoTeosn-
TUYECKUX (PEPMEHTOB, 00JAMAIOMUX Pa3HOW CyOCTpaTHOM CHEIH(PUUHOCTHIO:
KaXABIN U3 3TUX (PEPMEHTOB MPEANOUYTUTENHHO THAPOIU3YET NENTHIHBIEC CBSI3H,

oOpazoBannbie onpeneaeHHbIMU AMK (pucynok 80).
depMeHTHI, IEpeBapUBAIOIINE OCIIKU

CepuHOBBIE TPOTEA3HI
Tup
Ana Oen
I'mu JATII/)I; Mer
Jleit
ey Q L 2w 9 2w 9
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Pucynok 80 — Cxema npoteosin3a (cemeiicTBa nporea3s) numeBbix 6e1koB B 7KKT
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CekpeT KJIETOK CIIM3UCTON JKeTy/IKa HOCUT Ha3BAHUE «GKEJTYTOYHBIH COK»,
TJIABHBIM KOMIIOHEHTOM KOTOPOTO SIBJIICTCS COJISTHASI KUCIIOTA.

PoJib cOJISTHOM KUCJIOTHI B IepeBaAPUBAHUM 0€JIKOB:

— JeHaTypamnus OeIKOB;

— aKTUBAINSA METICHHOTEHA — TIEPEBO/T €r0 B METICHH;

— CO3/1aHlE ONTUMAIBHOU CPEebI ISl aKTUBHOCTH TIETICUHA,;

— OakTepHIuIHOe, aHTUMHKpOoOHOe AckictBre HCI,

— PEryJsIus MOTOPHO-CEKPETOPHOW JEATeTbHOCTH BCETO KOMIUIEKCa
CEKPETHPYIOIIUX OPTaHOB.

OcHoBHBIE PpaKIHN KHCJIOT 7KeJTyT0UHOTO COKA:

* 0011251 KUCIOTHOCTD JKEIyIOYHOTO COKa — ATO CyMMa BCEX KHCIIOT JKe-
aynouHoro cojaepxumoro (40—-60 mmoub/n (HOBOPOXKIEHHBIE — 2,8 MMOJIB/J;
netu 1o roga — 4-20 MMoIb/);

* cBOOOAHAs coJisiHasi Kuciiota — cBoOonHass muHepaibHas HCI (20—
40 mMmow/1 (HOBOpOXKIeHHBIE — (0,5 MMOJIB/IT);
* CBsI3aHHAS COJISTHAsI KUCJIOTA — KHCIOPEATUPYIOMIUE COJIA (XIJIOPHIBI)

O€eJIKOB U JIpyrux cyadbeix ocHoBaHuil (10-20 Mmons/n);

* 0011as coysiHasg Kucjiota — cymMMma ¢cBoOoaHou u cBa3zannot HC1 (30—
60 MMOIB/M).

Ha pucynke 81 mokazano oOpa3oBaHUE U NMEPBUYHO AKTUBHBIN TPAHCIIOPT
MIPOTOHOB M3 CTEHKHU KENIyJKa B €ro MOJIOCTh MPU y4acTUM KapOOaHTUJpa3bl,
H'/K'-AT®-a3sl ¢ pacxogom ATO.

IInasma ObEIan oY HEE KIETEH IIpoceeT ®emymKa

HYE' -ATdaza

COE I CDE Fapboamr unpasza choj
+H,0

HCO5 HCO5

CI

(

Eemen-no EPEHOCHHEH
aHHCHOE

HmopuOHEIR ¥ aHaT

Pucynok 81 — Cxema cexpeniuy COJISIHOH KUCJOTHI CIU3UCTOM KeJyIKa
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TpaHcropT aHMOHOB XJIOpa U3 KPOBU B KJIETKU SIBIISIETCS BTOPUYHO AKTHB-
HbIM M OCYILIECTBIIIEMBINA 110 MEXaHU3MY aHTUIIOpTa ¢ OukapOoHaToM. [l cHU-
YKEHUS KACJIOTHOCTH JKEITYJOYHOIO COKa IPH SA3BE€ JKEIYJKa U 12-IepCTHON KULIKA
HazHayaoT uaru6utopel H'/K'-ATd-a3b1, HanpuMep, OMenpasol (PHCYHOK 82).

[Tpoaykuus coMsIHOM KUCIOTHI MapUeTaTbHBIMU WM OOKJIAJOYHBIMU KIIET-
KaMU CTEHKHU >KENyJKa KOHTPOJHMPYETCsA, TJIaBHBIM 00pa3oM, TMCTaMHUHOM, a
TaK)K€ TaCTPUHOM M ALIETUIXOJIMHOM.

A e THE 0T HE Tuctammn Elpaf;uTP?I;H E Tactpun
R1_ R2 R3 R4
i3, -bEmH i3;-bemon
AT
oo AT® HAM® o

; HpDTE:HI—]KHI—ILBI:I ._J
| -
]

H

= CMempaso

Pucynok 82 — Cxema peryjsiiuu ceKpelunu COJSTHON KUCIOThI

['mcramMuH CTHUMYJIMPYET CEKPEUHMIO COJITHOM KHUCIOTBI 4epe3 Hp-
pELENnTOpPBl, ALETUIIXOJUH — 4epe3 M3-X0JIMHOpEUEenTophl, a TaCTPUH — 4Yepe3
cneuurduueckue peuentopsl. Hy-penentopsl yBelIWYMBAIOT BHYTPUKIETOUHBIH
HAM® npu yuactun Gs 0€IKOB, a MyCKapUHOBBIE U TACTPUHOBBIE PELIETITOPHI
MPOSIBIISIIOT CBOM 3((EKThI, yBeIMUMBAs KOHIEHTPALUIO BHYTPUKIECTOYHOIO
CBOOOIHOTO ca’". Huxkmmuecknit AM® u Ca®* JEUCTBYIOT COOTBETCTBEHHO Ye-
pe3 A- u C-nmpoTeMHKUHA36I, TIOBBIIIAs TpaHcnopT H' B monocTs xkemyaka npu
yuactun H'/K'-AT®-a3b1.

I'nuenmue 0enkoB, 00e3Bpe;KMBAHNE IPOAYKTOB THHMCHUS
Pacnnan AMK noa BiusiHHEM MHKPOQIIOPHI KUILIEYHUKA HA3bIBAECTCS THUE-
HueM 6enkoB. OCHOBHBIE XMMHUUECKHE MPOLECCHI, JIeXkKalllie B OCHOBE THUEHUS,
CBSI3aHBI C PEAKIMSIMH JE€KapOOKCHIMPOBAHUS, JI€3aMUHUPOBAHUS, AECYIb(u-
pOBaHUS U yaajaeHus: 00koBoif yactu apomatudeckux AMK.
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[Tpu sTOM 00OpazyroTcs OMOreHHbIE aMUHBI, aMMHAK, CEPOBOIOPO/I, a TaK-
e TOKCUYECKHE MPOAYKTHI pacmana apomarundeckux AMK — ckaton, uHmon,
Kpe3od, penon, 6enzon. [lociae BcackiBaHMs 3TH MPOIYKTHl 00€3BPEKUBAIOTCS
MyTEeM THIPOKCHIUPOBAHUS B PEAKIUAX MUKPOCOMAIBHOTO OKHUCIIEHUs (C 00-
pasoBannem ADK) u BCTymaroT B peakiini KOHBIOTAIIUU C aKTUBHBIMU (hopMa-
Mu cepHoit (pepmenT — apmiicynabdoTrpancdepasza) wim rIroKypoHOBOH (dep-
MeHT — Y J®-rmrokypoHuiTpancdepasza) KUCIOT ¢ 00pa3oBaHUEM PacTBOPHU-
MBIX B BOJIC COCTMHEHUH BBIIEISIEMBIX C MOUOH (PUCYHOK 83).

NH,
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Pucynok 83 — Peakumnu 1eTOKCHKALIMM AMHHOKHCJIOT



BEJIKH-2. TKAHEBBIH OGMEH AMUHOKHUCJIOT.
OBE3BPEXXNBAHUE ITPOAYKTOB OBMEHA

HTK nanonusercs AMK uepes aneruin-KoA, I1BK, o-KT', cyknuanin-KoA,
dbymapat, OA (pucynok 84). Ctpareruss karabonuzma AMK HampaBieHna Ha
IpEeBpaLICHUE MOCIEIHUX B OCHOBHBIE IPOMEKYTOUYHBIE MPOIYKThI, KOTOPBIE

MOI'yT OBITH MCITOJIB30BaHbI KaK TOIIJIMBO WU JJIA1 CHHTC3a I'NNIFOKO3bI 1 KCTOHO-
BBIX TCII.

Cep COOH ?eﬁ
T'mn — Cli: 0 co, ﬂgl;
I'moko3za Huc ] o
N Tpn CH, T eH
\FHF CO, Tpe Mupyear up
N\ /\
OEIT CH; ol
.C. 3
(O} S-b@:o
Anernn-KoA (C\:Hz
0""S-KoA
Acn COOH H.C-COOH Aneroanetnn-KoA
Acn O:é 2%
. HO-C-COOH \
72 _
COOH H,C-COOH KeroHnoBble Tesa
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COOH Iy
CH, H,C-CH,-COOH Lo
CH 1 I'mc
en =2 HOOC-C*0 Tpo
llxlp —— HOOC- % = IQI -COOH O"C *S-KoA / OL.-KeToryTapat Apr
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1 C|OOH o 0 Uie
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Pucynok 84 — BerymiieHne aMMHOKHCJIOT B IMKJ TPHKAPOOTOBBIX KHCJIOT

OcHoBHbIe peaknun oOMena AMK:

1. Peakiuu Ha KapOOKCHIIBHYIO TPYIIITY.

2. Peakiuu Ha paaukan (TUIPOKCHIMPOBAHUE, aMUHUPOBAHUE, CYJIb(OUPOBA-
Hue, pochopumpoBanne, U3MEHEHUE CTPYKTYPHI paJiukaiia u Jip.) (pUCcyHOK 85).

3. Peaknuum Ha amuHOTpynmy (TpaHCaMHUHHpPOBaHUE, IE3aMHUHUPOBAHNE
(mpsiMO€ U HEnpsIMOe).

Mexanusm nexapookcuiauposanusa AMK:

1. Or AMK ormensiercss KapOOKCHIIbHAS TPYIIIA, CTOSAIIAs IO COCEACTBY
C O-yTJIEPOJIHBIM aTOMOM.

2. lpoxyxrel peakiiuu — CO, + OMOTEHHBIC AMUHBI.
3. ®epmentsl — nekapbokcunaszsl AMK, kimace nmma3s (4.0.0.0.).
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4. Kopepment — nupupokcanbdocdat (I1D, npoussoaHoe Butamuna Bg).

5. Mexanm3m nerictBusi — oOpaszoBanue [1D-cyOcTpaTHOTO KOMILIEKCaA,
npecraBieHHoro ocnoBanuem lludoa 1O u AMK.

6. lexap6oxcmnmupoBanne AMK — mnporiiecc HeoOpaTUMBIii.

IIpuMmeps! ruapokcuanposanus AMK

1. JTuzun — CO, + KagaBepun (cM. pucyHok 83).

2. Opuutun—CO; + Ilyrpecuun — [lonuamunsb! (cM. pUCyHOK §3).

3. Cepun — CO, + DraHonamMud — XOJIMH — AUETUIXOJIUH (CM. pUCY-
HOK 63, 116).

4. I'myramat — CO, + TAMK (cm. pucynok 90).

5. T'uctmoua — CO, + I'mctamun

6. Tupozun — JOPA — CO, + Hopamun — Hopagpenaiun — AnpeHa-
JuH (cM. pucyHok 117).

7. Tpuntoan — S-ruapokcutpuntodpan — CO, + CepoTtonun — Mena-
TOHUH (CM. pucyHok 115).

8. ucrenn — Lucrenncynbpunonasa kuciora — CO, + ['unoraypun —
TaypuH.

H O 0
M nponun-4-eudpoxcunaza(l)
/\ on
MPOJIUH 0,

TUJPOKCHUIIPOIIHH

2-0KcoriayTapat

CYKIIMHAT
NHz O NH, O
CH>-CH,— (I_‘, H nusuneuopoxcunasa (1) CH
, 2 2 I 2 (:F12 CH4
i OH
CHy—CH,—NH, /\ \h ) CH,—CH,~NH,
JIM3UH 2 ’ O H
THUAPOKCUJIN3UH
2-0KcoriayTapar CYKITMHAT

PucyHok 85 — Peakuuu rugipoKCH/JIMpPOBaHUs NPOJIMHA U JIU3UHA

Buyrpukierounbiii karadonusm AMK:

1. IloTepss aMUHOTPYTIIIBI:
1.1. TpancaMuaupoBaHue (epeaMUHUPOBAHUE).
1.2. Jle3aMuHUpOBAHKE.
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2. [IpeBparienre KETOKUCIOT B TJIFOKO3Y WJIM KETOHOBBIE Tela (TJIMKOTEH-
HbIE, KETOTE€HHBIE, CMEIIIAHHBIE).

Oo0Opa3zoBanne aMMuaKa:

1. AMMuHak HempepbIBHO 00pa3yeTcsi BO BCEX OpraHax M TKAHSX OpraHu3Ma

(pucyHoOK 86).
2. Hanbonee akTMBHBIMH €T0 TIPOYIICHTAMHU B KPOBB SIBJISIOTCS OPTaHBI C
BBICOKHM oOMeHOM AMK, OMOTeHHBIX aMHHOB W HYKJICOTHIOB — HEpBHAas

TKaHb, I€YEHb, KUILICYHUK, MBIIIIIIHI.

3. OCHOBHBIMU UCTOYHHUKAMU aMMHUAKa SIBISIIOTCS CIEAYIONINE PEaKIIUU:

3.1. AM®-ne3amuHa3Has peakius — B IUKJIE MyPUHOBBIX HYKIJICOTHIOB
(MBbIIIEUHAs] M1 HEPBHAS TKaHb).

3.2. OkucnUTeNnbHOE Je3aMUHUpOBaHUEe [y BO Bcex TKaHAX (KpoMme MbI-
HIEYHOI), 0COOEHHO B NIEYEHU U MOYKAX.

3.3. Jde3amunupoBanue AcH, [ TH — B I€YEHH U TOYKAX.

3.4. JlezaMMHUpOBaHWE OWOTEHHBIX aMHWHOB — BO BCEX TKaHAX, B
HanOOJIbLIEH CTENEHU B HEPBHOM TKaHWU.

3.5. XKuzHenesaTeapHOCTh OaKTEPHIA TOJICTOTO KUIIICUYHUKA.

3.6. Pacmiag myprHOBBIX ¥ TUPUMHIMHOBBIX OCHOBAHUI — BO BCEX TKAHSIX.

buorennsie aMuHel  AMEK HyrxneotHasr

AMMHAEK

ModegHHa I71H ma I'my AMMOHHHHEIE COTH

Pucynok 86 — IlyTu 00pa3oBaHus U 1eTOKCHKAIIMM aMMHUAKAa

B MbIIeuHbIX KIeTKax Mpyu HHTCHCHBHOUW paboTe, Korja WIAeT paciajl Mbl-
IIICYHBIX OCJIKOB, aKTUBHPYETCS albTEPHATHUBHBIN CIOCOO I€3aMHUHUPOBAHUS
AMK — nuxkn AMO/UMO® (pucynok 87). OOpa3oBaBIIMiACS, TTPU TPAHCAMU-
HupoBaHuu riyramar, npu yuyactuud ACT pearupyer ¢ OA u obpasyercs ACII.
AcrmapraT Janee rnepefaeT CBO0 aMUHOTPYNNy Ha nHO3MHMOHO(ochaT (MM D)
c oopazoBanueM AM®D, KOTOPBIN B CBOIO OuY€pe/b MOJBEPraeTcs JAe3aMUHUPO-
BaHUIO C 00pa30BaHUEM CBOOOITHOTO aMMHaKa.

KeTokucnota [nyTamuHoBas OkcanoauetaT «—— Manat
KucrnoTa \
TpchaMUHupoeaHue ACT dymapat

AMuHoKUCOTa a-keTornytapar AcnaparvHoBast /@
kucrnota

Pucynok 87 — PoJib inkap60HOBBIX aMMHOKUCTIOT B UKJIe AM®/UM® (MbllIeYHAsT TKAHD)
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ToxkcuyHOCTHL aMMHAKA:

1. NH;+ H,O0 — NH,OH — OH + NH," => noBsmaercs pH »xwunkocren op-
raHU3Ma ¥ BOSHUKAET aJIKaJjlo3 => THITOKCHS H3-3a yBenmdeHus cpojactsa Hb k O,.

2. AMMHaK BCTYTAeT B PEAKINH «HACUIHCTBEHHOT0» BOCCTAHOBUTEIHHOTO
AMUHUPOBAHUS O-KETOKHUCIOT.

2.1. Camxaercs konmndectBoBo o-KI', Hapymaercs LITK u cunre3 ATO.

2.2. Hapymarorcst ocHOBHBIE ITyTH KaTabom3ma AMK 1 OMOTeHHBIX aMUHOB.

3. U36e1Tok NH," B kpoBH Hapymaer TpancMeMOpanHslii neperoc Na™ n K*
(KOHKYpEHIIUS 32 MOHHBIE KaHaJIbl), HAapyIlas Tiepeayy HEPBHBIX UMITYJIbCOB.

4. AMMHaK y4acTByeT B peakuuu cunrtesa [ 1H B Mx.

4.1. I'myramMmuH — HeTOKCHMYHas (opma TpaHCHOpPTa aMMHAKa B MEYEHb U
MOYKH.

4.2. Ho! mpu maronoruu: mHOT0 NH3 => mMuOTO ['nH, ruapodunsaerit [nH
BbI3bIBaET AU (Py3HI0 BOABI B HEUPOHBI U OTEK MO3ra.

4.3. YMeHbIIaeTCs KOMNYeCTBO [Ty B KJIETKaxX HEPBHOW CUCTEMBI => CHH-
YKaeTcsi CUHTE3 TOpMo3HOro meauaropa I'’AMK.

IIyTH 1eTOKCHKAIIUM aMMHAKA
1. BoccTaHOBHTENIBHOE aMUHUPOBAHUE.
2. O6pazoBanue amuaoB (I'H u AcH).
3. AMMoHuoreHne3 (cM. pucyHok 127).
4. buocunte3 moueBuHbl — 90 %.
[IpakTyecku Bech aMMHaK yJaJIsieTCs U3 OpraHu3Ma B BHJIE COJIEH aMMO-
HUs (ITOYKH) U MOYEBUHBI (II€YEHB).

uxa cunre3a moyeBuHbI (IICM)

Jlokaam3zauusi: 1uTO30b TenatounToB. [lepBast U BTopas peakuuu npoTe-
KalOT B MUTOXOHJIpUAX, 00pazyercsi HUTPYJUIMH, KOTOPBI BBIXOAUT B IUTO-
mia3My (pucyHok 88).

Cymmapsnoe ypaBaenue: ACII + NH;z + CO, + 3AT® + 3H20 — MoueBu-
Ha + dymapar + 2AJID + AM® + 2d, + ITupodocdar.

JHepreTuyeckue 3aTparbl: 3 MoJieKylibl AT® win 4 MakpO3IPru4ecKux
CBS3HU.

Peryasitopubie ¢pepmentbl: kapoomaundocdar cunreraza | (Jiokamuzo-
BaHAa B MUTOXOHJPUSIX).

BbuoJsioruyeckasi poJb:

1. MexaHnu3M IE€TOKCUKAIIMM aMMHAKa.

2. Mexanusm peryisiiiua KOC (1.x. notpe6asier CO, u3 LITK).

3. IICM nocraBnsier opHuTHH (HerpoternHorenHass AMK).

4. Tlocrasnser pymapat B L[TK.

5. IICM obecrieunBaeT nonoHUTENbHBIN cuaTe3 AMK APT'.

6. Nmes mutoxonApuaibHyro Jokanuzanuio, [ICM perynmupyer noToku
AMK 1o paznuuasiM HanpaBieHusMm — ['HI', GuocunTe3 Oenka, TUmoreHes.
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HOOC—-CH,—CH,—CH-COOH

R—ﬁ—COOH

Pucynox 88 — IlukJj cuHTEe32a MO4YEBHUHBI
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BEJIKHU-3. OCOBEHHOCTHU OBMEHA OTAEJIbHbBIX
AMMUHOKUCJIOT B HOPME WU I1PH ITATOJIOT'UM

(7)penda porpdu
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MeTtabonu3m S-afeHO3UIMETHOHMHA U KpeaTMHWHA PAaCCMOTPEHBI Ha pH-
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Pucynok 89 — Mera6omu3sm SAM u kpeaTHHUHA
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["AMK-myHT (pricyHok 90) xapakTepeH [l KJIETOK UEHTPAIbHON HEPBHOM
CUCTEMBI, HO HE€ WIPaeT CYIIECTBEHHOW pOJIM B APYIHMX TKaHsAX. [ayramar,
['TAMK BBINIONHAIOT B HEHPOHAX (PYHKIIUIO METUATOPOB.

HOOC—(IZH —CH,—CH,—COOH
NH,
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ramMmma-riiyTammJji- riayramar-

HHMCTeUH-CUHTeTa3a (6) ' nexkapdokcuiasa (4)
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?Hz : kucnora (F'AMK)
CH, l
I ! O-KETOTTyTapar
HN-CH ramma-TryTamMui- ! T'AMK-amuno-
COOH LUCTEHH ' TpaHcgepasa (2)
AT® X rayTamar
: 0
TJIMLIVMH N \\C
TJIyTATHOH- ' ~C—CH,—CH,—COOH
cnflTeTa3a 6) \Cykunmm-KoA H 2v ’
! SIHTapHBII NOTyanbaerua
AJI® + P :
A 1 ! 1 NADH « H*
! ernaporenasa
H,C—SH : noayaasaernaa/ HOH NAD"
CO-NH-CH-CO-NH-CH,-COOH \ SINTAPHO¥ +
I 2 ' KHCJIOTHI (1 NAD (,)H
CHy ; CH,-CH,—CH,—COOH
(I:Hz E NADH « H* TaMMa-OKCHUMaCIIsTHAS
H,N-CH ramma-I mytamm- : kucnota (FOMK)
I - '
COOH N eryratioR) | HOOC—CH,-CH,—COOH

SuTapHast kuciaoTa

Pucynok 90 — Merta6osm3m riayramara B nukie Podoeprca (I'AMK-myHT)

HNuTerpanus Metado1u3mMa 0eJIKOB, YIJI€BOA0B, JUIU/I0B

1. Hanmnuyue oO1mux mpoOMEXyTOUYHBIX MPOAYKTOB B OOJIBIIEH YacTH MeTa-
OOJMMYECKUX MyTeH M BO3MOKHOCTH B3aMMOIIPEBpAICHUI uepe3 olIue mMeTa-
6omuTsl (T11-6-, [1BK, anernn-KoA) (pucynok 91).

2. Ucnonw3oBanue oOmMUX KOPEPMEHTOB U HEOOXOAMMOCTh UX IMOCTOSIH-
HOUW LIUPKYJISLIHH.

3. Hamnuue oOmiero mytu karabonu3Ma U eIMHON CUCTEMBI OCBOOOKICHUS
Y UCIIOJIb30BaHUs SHEPTUU.

4. Hannuue CXOJTHBIX MEXaHW3MOB PETYJIAINH: o0ecrieueHue cyocTpaTamu,
aJUIOCTEPUUYECKUE B3aUMOJCHCTBUS, KOBaJIGHTHAs MOAMQUKAIUs, KOJUYECTBO
dbepMeHTa, paziesieHue MeTabOJIMYECKUX MTPOIIECCOB M0 KOMITAPTMEHTAM.
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——| JIunuae! Yraesoasl
JKupHble KUCTOTHI I'nmunepun «—— > [ 1oko03a

.

Arneroaneruin-Koa [ > Arnetmii-Koa [ ITupyBat
A A

HOH

Keroreunrie I'nmuxoreHusIe
AMK AMHHOKHCIOTEI AMK

benku

Pucynoxk 91 — Unrterpanmnst oOMeHa 0eJ1KOB, JIMIINI0B, YIJICBOJA0B

BEJIKU-4. HYKJIEOIIPOTEUIBI. CTPYKTYPA
N OYHKIIUN UTHOPOPMAIIMOHHBIX MAKPOMOJIEKYJI

CuHTe3 NypPUHOBBIX H MMPUMHIJIMHOBBIX HYKJIEOTHI0B 0e NOVO

IIypuHoBbie pHOOHYKIEOTH/IBI

CuHTe3 MypUHOBBIX OCHOBAHHM MPOUCXOAUT BO BCEX KIJIETKaX OpraHu3Ma,
TJIaBHBIM 00pa3oM B TieYeHHW. VICKIIOYEHHE COCTaBISIOT 3PUTPOIMTHI, ITOJIH-
MOpQHOSIIEpHBIE JTEHKOIUTHI, JTUMMOIUTHI. [IporcXoXkaeHNE KaKIOro aToma
IIyPUHOBOTO T€TEPONHKIa (PUCYHOK 92) yCTaHOBIIEHO SKCTICPUMEHTAIILHO C HC-
M0JIb30BAaHUEM MEUEHBIX aTOMOB.

[Ipomecc oOpazoBaHMs MyPHUHOBBIX HYKJICOTHIOB YCIOBHO JCIHUTCS Ha JIBA
JTana:

1. O6pazoBanue nHozuaMoHOPpochara (MM D).

2. IIpeobpazoanrie UMD B AMD u 'MD (cm. pucyrok 94).

BHyTpuK/I€TOUYHAS JIOKATU3AIMA: [TUTO30JIb.

KiroueBoii u qumMutTupyommii ckopocts ¢pepMeHT: Gochoprudo3nImmpo-
docharamunorpanchepaza (OPI1D-amunorpancdepasza), KaTaTu3upyeT PeaKiuio:

5-hochoprudosmi-1-mupodochar (OPIID) + ['ma — S-bochopudozmnamun +
['ny + OOH.
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®epment OPIID-amunorpancdepasa HaXOAUTCS MOJ KECTKUM aIOCTe-
puueckuM KoHTpoJsieM (AM®, TMO, UM, OPIID).

CO, Bo3yxa

T

acraprar /

/%va/yH)

HNT ® 5C 7y
|, T 8CH
HCS3 L C07 ™

/ N ~ - N N5,N10-MCT€HI/IJ'I—

N;o-bopmu- \ / Tr oK
TI'®K
AmMuHas rpymnma

TJTH
Pucynok 92 — Poub 3aMenumbix AMK u TT'®K B cuHTe3e mypuHoB

AJIbTEPHATHBHBIA NYTh CHHTE3a MYPHHOBBIX HYKJICOTHA0B — pPeyTH-
Ju3anus. [Iporiece cuHTe3a MypHHOBBIX HYKICOTHIOB de NOVO TpebyeT 3arpa-
Thl 3HAYUTENBbHOrO KosinuecTBa 3Heprun AT®. Tak, Ha CHHTE3 IUKINYECKOM
CTPYKTYpbl IIYPHMHOB 3arpaduBaeTcsi 5 MoyeKkyn AT® Ha KaXIyl0 MOJEKYILY
AM® nmu ' M®. Peaknuu peyTUIM3anuu CleayeT pacCMaTpUBaTh KaK PEAKIIUU
«cOepeXeHUs», UCHOJIb3YIOIINE MypPUHOBBIE KOJIbLIA 1O WX MNpEBpAlllCHHs B
KCAHTHH U 3aT€M B MOUYEBYIO KUCJIOTY HEPEl IKCKPELHEH.

depMeHTbl — TUHOKCaHTUHTYaHUuH(ochopubdbosmnrpanchepaza (I'TDOPT)
u anenuHdocdopudozmnrpanchepaza (ADOPT) — yTunu3upyroT cBOOOIHBIE
IIyPUHBI, IPEBpAILAasi KX BHOBb B HYKJICOTUABI Ipu B3aumonenctsuu ¢ OPIID
(pucynok 93). KaTtabonn3m mypruHOBBIX HYKJIEOTHIOB TTOKa3aH Ha pUCYHKeE 96.

ADPT
Aneudd + QPP — D+ AMD

IT$PT
I'vagus + ©PII® — ©OH+ T MD

ITEPT
T'unokcautay + ©PI1® — @Dy + UMD

Pucynok 93 — Pousb pepmentoB APPT, I TOPT u ®PIID B 00pazoBaHNU HYK/IEOTHIOB

Cunnpom Jlema — Huxana — penkoe reHeTudeckoe 3a00eBaHue, XapakK-
TEPU3YETCSl OTCYTCTBHUEM (PEpPMEHTA yTWIM3AIMU T'yaHWHA U TUTIOKCAHTUHA —
[TOPT; npyroit ¢pepment — ADPT, yrunusupyromuii anieHuH, — TPHUCYT-
cTByeT. [Ipu sTOM HabIIO1aeTCS TUIIEPYPUKEMUS — TTOBBIIICHHOE COJIEPIKAHKE
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MOYEBOM KHCJIOTBI, IPUBOJIANICC K BOSBHUKHOBCHUIO PA3JIMYHBIX HGﬁpO(l)HBHOHO—

TUYECKUX HAPYILICHWI: NMOBBIIIEHHAS] HEPBO3HOCTh, arPECCUBHOCTD, 3aMEIJICHHUE
YMCTBEHHOTO Pa3BUTHA.

H,N—CH—COOH

¢H,
k | \> COOH
> N Act
HNMP-gernapo N o
renasa (1) Hzc—o—'FI;— OH
OH I'T®

I/IHO3I/IHOBa$I KHUCJIOTa 2+
(UM D) Mg

AJIeHHNJI0-
CyKIMHAT-
cuHTeTasa (6)

oD + P,
HAJIH « H* A !
COOH

(|:H —CH,—COOH
NH
N

N N . k | >
H n NS
HZC—O—IT—OH N N

o
o H,C— O —P—OH
Kcaunrunosas k-ta AJnleHunosiHTapHas K-Ta n
ATD \ FM g2+
- I'nu AIeHWJI0CYKIMHAT
EMMH?eTa3a(6 mmasa (4) COOH
— Ly CH=CH—COOH
AL 4_/ dymapar
o) N N

>
N
HN N\ N N °
| > HZC—O—;;:—OH
NS OH
H2N N N

'M® + AT® D + AJID

TO®D + ATD

ITO + AJID

Pucynoxk 94 — Ilpespamenue UM® 8 AMD u 'MD



IupumMuaUHOBBIE PUOOHYKJIEOTHAbI

CuHTe3 MUPUMHUINHOBBIX OCHOBAHHUM MPOUCXOJUT BO BCEX KJIETKaX opra-
HU3Ma, HamOojee akTMBHO B ceineseHke, tumyce, JXKT, swmukax. IlocnenoBa-
TEJIHHOCTHh ()EPMEHTATUBHBIX PEAaKIUH CHHTE3a MUPUMHUINHOB IIPEICTABICHA HA
pucyHke 95. YCIIOBHO BBIACISIIOT 3 OOINMMX 3Tala CHHTE3a M PEaKIMd CHHTE3a
YTO u ITD:

1. O6pa3zoBanue kapbamomidocdara.

2. O6pa3oBaHHe MUPUMHUIUHOBOTO KOJIBIIA.

3. Cunrtes opotunuaMoHodocdaTta u ypuTuHMOHO(GOCHOPHON KUCTOTHI.

4. Cunte3 ypuauatpudocdara (YTO).

5. Cunres nutuauntpudocdara (L{TD).

BHyTpuK/I€TOYHAA JIOKAJIU3ANMUA: MUTOXOHApUH (HEPMEHT — JAUTHUIPO-
opotat JII') 1 HUTO3071b.

KuroueBoii ¢pepmenT: nurorazmMaruueckas kapoamousdocdarcunrerasa
I1. YT® TopMO3HUT aKTUBHOCTH JaHHOTO (hepMEHTA.

[IpenmecTBeHHUKAMH JJISI CHHTE3a HYKJIEMHOBBIX KHCIOT CIY>KAaT HYK-
neo3uaTpudocdarel, KOTOpble 00pa3yrOTCs U3 HYKJICOTHAMOHOGOC(HATOB B
pe3ysibTaTe JBYX MOCIEAOBATEIBHO MPOTEKAIOMUX TpaHchepasHbIX (KUHA3-
HBIX) pEaKIIi:

YM® + ATD <> VIO + AJ[D;
VII® + AT® <> YTD + AJID.

buosoruveckasi poan YT®D:

1. CtpykTypHBIN npeamecTBeHHUK 1151 cuHTe3a PHK

2. OOmui MCXOMHBINA CyOCTpaT JUisi BCEX OCTAJIBHBIX MHUPUMHIUHOBBIX
HYKJIeoTU0B. L[T® 00pazyeTcst TobKO B peakiuu amuHupoBaHus Y TD:

OT®-curTeTaza

I'mE+ VT + ATO - AP + PH+IT® + 'y

3. IlepeHOCUYMK pa3IMYHBIX COEAUHEHUM B APYIHMX BUAAX MeTab0IM3Ma,
HaIlpyuMep TJIIOKO3bl TP CUHTE3€ TVIMKOTE€HA, TIIFOKYPOHOBOM KHCIIOTHI B PEAK-
LUSX KOHBIOTAINK (AETOKCUKALIUN).

depMeHTHI peyTHIIU3AINH THPUMHUINHOBBIX OCHOBAaHUI HE OOHAPYKEHBI.

[TponykThl kKaTaboIM3Ma TUPUMUANHOB (PUCYHOK 97) BBIBOIATCA U3 Opra-
HU3Ma, WIH PEeyTWIM3UPYIOTCS B JAPYrux Merabonuueckux mpoueccax. Tak, B-
aJlaHWH HCIIOJIb3YeTCSl MPH OMOCHMHTE3€ MAaHTOTEHOBOM KHCIOTHI, KOTOpas B
CBOIO Oouepe/lb He0OX0uMa I CUHTE3 KOPH3UMA A U allJIIepeHOoCsIIero oer-
Ka — KOMIIOHEHTa, yyacTByroniero B cuntese JKK.
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NADP+H*  NADP*
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Yo - avle
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Pucynok 95 — IlocsienoBareibHOCTh peakiuii 0OMOCMHTE3a MMPUMUINHOB
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Pucynok 96 — Kara001u3M nypuHoOB
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Pucynok 97 — Kara00,1m3mM nHpUMHUIAHHOB
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MaTtpuuHbie OHOCHHTE3bI

HyxiaeunoBbie kucaorsl (JJHK, PHK) — 310 momumepsl, cocTosiimue u3
MOHOMEPOB-HYKIIEOTHU/IOB.

CTpyKTypa HYKJIEOTHAA: a30TUCTOEC OCHOBaHUE + TeHTo3a + docdhopHas
KHUCJIOTA.

CTpyKTypa HyKJI€031Aa: a30TUCTOE OCHOBaHUE + MEHTO3a.

Ilenrto3a: mus JIHK — nesoxcupubosa; ans PHK — pubo3a.

A30THCTBIE OCHOBaHMsI: oauHakoBblie mypuHoBble g JIHK u PHK —
aJICHUH U TyaHUH, HO pa3Hble nupuMuanHoBbie: s [JJHK — tumun, nuTo3us, a
s PHK — ypanwn, nuro3us.

XapakTepucTHKAa MATPUYHBIX OHOCHMHTE30B:

1. OcymectBisitorest Ha 6a3ze Matpuiibl — ojgHoi HuTH JJHK mam PHK

2. CocTosT U3 CIEAYIOUIMX ATAlOB: WHUIMALWSA, 3JIOHTalus, TEPMUHALMUSA, C
MOCJIETYIOIUM MPOLIECCUHIOM, T. €. MOU(UKAIIMEeH KOHEUHOTO MPOTyKTa CHHTE3A.

3. Hanpasnenue cunre3a nqouepueit nenu JJHK u PHK — ot 5' k 3'-koHIy

4. HanpaBiieHHE YT€HUE MATpHIIbI HAOOOPOT — OT 3' K 5'-KOHIY

5. HampaBnenue urenust uPHK pubocomoit — ot ot 5' k 3'-KoHI1y

6. Cunre3 6enkoBoit rienu uaet oT N-koHia k C-KoHITy.

LenTpanbHasi 1orMa MOJIEKYJIAPHO OMOJIOTHM — OMUCHIBAET HAIPAaB-
JieHue nepeHoca nHGopMaIu OT TeHOTUIa K PeHoTUIry (pucyHok 98).

TPaHCEPHIIHE TpaHCIANHE
JHEK ——— sPHK ———— benok

PETUTMKAIHA
Pucynok 98 — Cxema HanpaBJ/ieHUsI IePEeHOCA FTeHeTHYeCKOH HH(popMaunu

buocunre3 IHK (penyimkanmusi)

Y nBoenune monekynsl JJHK npoucxonut B S-da3y kineTodHoro mukia.

Jlokanu3auusi: s1po KIETKH.

IIpyHIMIBI peNINKALMHA:

1. CuHTE3 MONIyKOHCEpBAaTUBHBIN, T. €. B nouepHel uenu JHK ogHa HUTH
POIMTENBCKAS, IpyTasi HOBast TOYEPHSIS.

2. O0e poauTeNbCKUE HUTHU SIBIIAIOTCS MaTpHUIIAMH JIJIsi CUHTE3a JOUYEPHUX
LETIEH.

3. KomMIeMeHTapHOCTh U aHTUNIAPAJUIEIBHOCTD.

4. Tlorpebnocth B 3aTpaBke (PHK-mpaiimep).

5. IlpepsiBucTocTh (hparmerTsl OKazakm).

6. AHTUNIApaJUIeNIbHBINA U IBYHANPABJICHHBIN CUHTES.

7. NI3-3a yajieHus NOCIEQHEro npaiimepa Ha S5'-KOHIE T0YepHsIs 1IeTb BCe-
r7a KOpoye MaTepUHCKON MaTPUYHOM LIETIH.
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Eaununa peniMkanum — peIvimKoH — yvyactok Monekyisl JJHK, conep-
KAl TOYKY WHHIMAIMH PETUTUKAIMN (OPHIDKHH, Ofi), TOuKy okoH4YaHus (termi-
Nus), IBE peruIMKaTuBHbIE BUIKU (pucyHkH 99, 100). ¥V npokapuoT OAWH peruiu-
KOH, Y 3YKapuOT — THICSIUM, CIEI0BATEIbHO, Y NIPOKAPHOT PEIUIMKALNS MOHOPE-

INIMKOHHAA, Y 9YKApUOT — IOJHUPCINIMKOHHAA (Ha‘II/IHaeTCﬂ B HECKOJIBKHX MC-
CTax).
OpymxuH
pennuKkaumu
—/L\ Orcraowas uenb Nuaupyowas uens
, = == .
¢ LN AKXl N\,
5' 'd &« .
TR w 3
' Porumson | Orcraowan uens

Pucynok 99 — Cxema cTpoeHHs PeIUINKOHA 3YKAPHOT

Henocpencrteenno cunres HoBou nenu JJHK ocymecTeisercs npu nomo-
um JIHK-nonumepas (tabnuna 4). Y npokapuoT HalIeHO TP TUTa PEPMEHTOB:
JHK-nomumepasza |, [JHK-nonmumepasza |1, JTHK-nonmumepasza . Y sykapuor
nath TunoB JIHK-nonumepas: a, B3, v, 0, €.

Tabnuua 4 — Tumnbl 6eKOB, MPUHUMAIOIIMX YY4aCTUE B PEIIMKALUN

benok OcHoBHast pyHKIHUS
JIHK-nomumepassl | [lonumepuzanms 1€30KCUPHUOOHYKIICOTHIOB
XenuKasbl PackpyuuBanue neneit JJHK
Tononsomepassl Penrakcanus noJI0KUTENBHON CBEPXCIUPAIA3ALUN
IIpaiimasa Cunre3 PHK-npaiimepa
[IpensitctByeT OOpaTHOW peKOMOWHAIMM PACIUIETCHHBIX IIened B
benok SSB .
JIBOMHYIO CIIUpaJIb
JAHK-nura3zel Coeaussitor pparmenTsl OKa3aku Ha OTCTAIOIIEH 1eNH

JTanbl peliMKAUM:
1. Manumanust:
1.1. [IpucoenuHeHne CrieUATBHBIX OSITKOB K TOYKE Ofi.
1.2. JlokanbHas aeHarypaiusi 1 00pa30BaHHE PEIIMKATHBHOIO TJIa3Ka
(my3bIps).
1.3. Cunres npaitmepa.
1.4. ITpucoenunenune nepsoix THTD k npaiimepy.
2. DNoHranus:
2.1. YyinHeHne HOBBIX LIETIEH 3a CUET NOJIMMEpPU3ALMI HYKJIEOTUIOB.
2.2. BreisiBnenue ommOOK 1 WX HCTIPaBIICHUE.
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3. TepmuHanus:
3.1. BcTpeua IByX perUIMKaTUBHBIX BUJIOK.
3.2. Y nanenue npaitMepoB.
3.3. 3anonHeHue Operei.
3.4. CumBanue pparmenToB Oka3aku.
3.5. Penarypanns JTHK.

AHK nommepazad.
JHE nommiepaza o
) TOMoHzIOMeEepasa

i we o &
< | XemKaza ¥ -
e " b marepuHCcEan JHE
THIHPYEOIIAS HETh A .
N\ “ " JTHK nommiepasa &

":.-

5I
ﬁl

Pucynok 100 — Cxema cTpoeHHs PeIIMKALMOHHONH BHJIKH JYKAPHOT

HocrpenniukaTrusHas moaupuxkauus IHK:

1. MetunupoBaHre aJeHUHA U 4aCTU LIUTO3WMHA JUIA TOCIENYIOIIEN pery-
JSUUU penapanny, TPAHCKPUIIIUU U 111 POPMUPOBAHUS CTPYKTYPbI XPOMOCOM.

2. BoccranoBnenne ykopoueHHoro 5'-xkonua HoBou nenu JIHK npu yua-
CTHH TeJIoMepa3bl (TOJBKO JJIsi CTBOJIOBBIX, MOJOBBIX U OIYXOJIEBBIX KJIETOK).

2. Penapanusa JJTHK.

Bbuosornueckas poJpb periukanuu JHK:

1. YaBoeHue u ToyHas epenaya TeHETHUEeCKOM HHPOpMaIIUU.

2. IIponiecc camMmOBOCTIPOM3BO/CTBA.

3. HacneacTBEHHOCTD.

4. ITpeeMCTBEHHOCTh MEXAY IMOKOJEHUSMUA U MOCTOSHCTBO NE€HETUYECKOU
uH(bOpMaIMK B IPOIECCE KIETOYHOTO JICTICHHUS.

buocunrte3 PHK (Tpanckpunmusi)

Tpanckpunuus — cunre3 Bcex BuaoB PHK na marpuue JHK, ocy-
uiectBisieMblit pepmentom JIHK-3aBucumoit PHK-nonumepasoii.
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Jlokanmm3anus: apo KIETKH.

IpyHIMIIBI TPAHCKPUIIINH:

1. Matpunen ciyxut Tosibko oaHa nenb JJHK, kotopast Ha3eiBaeTcs cmbic-
JIOBOM LIEIBIO.

2. KommiiemeHTapHOCTH (KpoMe 3amMeHbl ocHOoBaHus T Ha Y).

3. OTcyTcTBHE HEOOXOMMOCTH B 3aTpaBKe.

4. AHTUTNIApPAJIIEIBbHOCTD.

EnvHnna TpaHCKPpUMIIUMH — TPAHCKPUITOH — YYacTOK MOJIEKYJIbI
JAHK, orpannueHHbIi TPOMOTOPOM U TepMUHATOPOM (pucyHok 101, 102).

Obnacte mpoMoTopa—+ +—— ObnacTs TpaHCEPHMIIIIMH @————+

Hutpon W Y
ITAAT- TATA- cTapT- HEE:EHHEIEHI:IJEB“ cron.  FOTIOMHNTEMBHBIT
SHXAHCED bokc Gokc  Kar-cafir CHTHAN cprHan  CHTHAT

THK 4 Hraratan Hepapy}H are H acatHaser |ﬁ; AATAAA ®
-110  -40 =30 -20 +1

g

HMHTPOH

mpe-nPHE mp T AUG MW UGA o polyla)
out

WPHE eap A\ AUG AU UGA DU paly(A)

N

bBemox N=—-—(

Pucynok 101 — Ctpykrypa Tpanckpuoupyemoro yyacrka JJHK sykapuor

TATA-060kc onpenenser Touky nHuuuanuu tTpanckpunuuu. TATA-60kc u
[TAAT-060kCc cocOOCTBYIOT MpaBuiIbHOMY pacnojoxeHuto PHK-nommMepass
Ha matpuue JHK.

TpaHCKpHHLU«IOHHBIC

' Co-activators cbax'ropm

s (‘"rru‘\ £ o '19paﬂcr<ppmunx
) TFI

TATA box

Snpo mpomoTtopa

Pucynok 102 — Cxema cTpoeHusi npomMoTopa.
TATA-cBs3biBaroumii 6es10k (TBP), Tpanckpunuuonnsie paxkropsl (TF)
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JHxaHcepbl — nocnenoBarenbHoctn JHK, ycunuBaromue TpaHCKpuIi-
MO MPU B3aUMOJICUCTBUH CO CIEU(DUUECKUMU OETTKaMH.

Cainencepsl — nocnenoarensHoctu JHK, penpeccupyromme akTuB-
HOCTb I'€HOB, OCTA0JISAIONINE TPAHCKPHUIIIIUIO MPY B3aUMOACHCTBUU C OEITKaMHU.

JK30HBI — TIOCJIEJOBATEIBHOCTH, KOJIMPYIOIIME MOCIEI0BATENBHOCTD
AMK B Geinke.

HNHTpPOHBI — NOCIIEI0BATEILHOCTH, HE KOJUPYIOIINUE OeIKu

HocrrpanckpunuuonHas mogupukanusa PHK — npoueccunr PHK:

1. Momudukamus S'-konna npe-uPHK (ksnupoBanne — mpucoeauHeHne
7/-MeTUITYyaHO3HHA Ha 5'-KOHILE).

2. Monudukamus 3'-xonma npe-uPHK (o6pazoBanue nonu-A-xsocra).

3. CrumaiicMHT — BbIpe3aHHe UHTPOHOB U CIIMBAaHHE SK30HOB. JTO MPOUCXO-
JIT TIPY YYaCTUU MaJIbIX siiepHbIX pubonykieonporenoB (MsPHIT unm crinaiico-
COMBI), KoTophle cozaepkar manyto sepHyto PHK (MsPHK) u onmuromepnsiii Ge-
jok. CraiicocoMbl UMEIOT LIEHTP CBS3bIBaHMS, Y3HAIOIIUH cnenuduyeckue mo-
CJIEJIOBATENILHOCTA HYKJICOTHJIOB MHTPOHA, ruAponusytot 3',5'-pochoamspupHbie
CBSI3M Ha I'PAHMLAX MEXAY MHTPOHOM M ABYMs DK30HAMHU M COCIUHSIOT JK30HBI
apyr ¢ apyrom. Karanuthyeckoll akTMBHOCTBIO O0JIaAaeT HE OeIKoBas 4YacThb
crtaiicocomsbl, a MIPHK (prGo3umbl). B HEKOTOPBIX cilyyasix B pe3yJibTare CIuiai-
CHHTa U3 OJMHAKOBBIX MEPBUYHBIX TPAHCKPUNTOB 00pa3ytorcs pazusie ”PHK: He-
KOTOpBIE HHTPOHBI B HEKOTOPBIX MOJEKYJaX MEPBUYHOTO TPAHCKPUITA HE BBIpE-
3a10TCs, a coxpansaroTcs B 3penoi uPHK (anbrepHaTUBHBIN CIITaiiCHHT).

OoOpatHas Tpanckpunuus — nporecc cunre3a JJHK na marpune PHK;
OOBIYHO peanu3yercs noja JAeiicTBueM oOpaTHoil TpaHckpuntaszbl (PHK-
3aBucumoit JIHK-mmoammepassl).

BEJIKHU-5. BUOCHUHTE3 BEJIKA. PET'YJALUA
BUOCHUHTE3A. ITATOJIOI'YA BEJIKOBOI'O OBMEHA

Tpaucasiuusi — CUHTE3 MOJMIENTHIHON Henu pudocomon Marpuiie PHK
U3 aMMHOKHCIIOT (pucyHok 103, 104).
Jlokaqu3anus — B IIUTO30JI€ KJIETKM Ha MIEPEXOBATOM JSHJOILIa3MaTHYE-
ckoM petukyiyme (DI1P).
03}

mRNA &'

60S

Signal peptide

@)\ § ‘
Signal-recognition - — ) - & 18 F — \ -
particle sRP Pore @) ® Signal ©
(SRP) receptor o

peptidase
o

Cleaved signal Nascent Completed
RER membrane peptide protein protein

Pucynok 103 — Cunre3 0eJIKOB HA IIEPOX0BATOM 3HIO0ILIA3MATHYECKOM PETHKYJIyMe
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Ioaupudocoma (MOJIUCOMA) — KOMILIEKC HECKOIBKHX PHOOCOM, pacroio-
XKeHHbIX Ha oHOM Mosekyie MPHK. Ilonupubocombl HaxoaaTcsa B UTOIIa3ME B
CBOOOTHOM COCTOSIHUM WJIM IIPUKPEIUIEHBI K MEMOpaHaM 3HI0IIIa3MaTHUECKOH Cce-
Ti. CBOOOJHBIC TMOTUPHUOOCOMBI CHHTE3MPYIOT OCTKH W (DEPMEHTHI I CaMoOi
KJIETKH (KOHCTUTYTUBHBIN CHHTE3), a moiaupudocoMbl DIIP — npegHasHaueHHbIE
JUISL XpaHEHMs WM BBIBEICHUS U3 KJIETKU (CUHTE3 HA HKCIIOPT).

MHULUMaums
+ IFN - 30S-cyb4yacTmua
50S-cybuacTuua
aMUHOaUWNBHBIA LeHTPp
+|*| @ IFO0rTe nNenTUAUNBHLIA LEeHTP
| ] \f—— MPHK
Ll-'—.qeauvmupoaaHHaﬂ TPHK
% ®— GOpPMUNIMETMOHWHOBbLIA OCTATOK
i

@ — aMHUHOKUCNOTHLIA OCTATOK
IF,V

@ nonuvnenTrg

JnoHrayma

EF—Tu o[TD
> !!! f EF —Ts + rao
EF—T + T
IF,o S s
@ —'I‘u + MG + O,

\)

f

£
/\ «-1"‘?

B H
IF, © + TA® + PH g.—‘\ '

Ipr EF—G+T AP,

ey

EF—G+IT

TepMuHauwma

RF1 RF2 RF3
LIJ/!x N

Tpadcnoxaums

Y + EF—G+IA® EF—G + [T

Pucynok 104 — Cxema OuocuHTe3a Hesika

JTanbl TPAHCISAIUN:

1. AxktuBarmugs AMK (aa) — oOpa3oBanue aa-TPHK. Pexoramiuss — mpo-
necc ysnaBanust TPHK cBoeit AMK, npoucxonsumii npu nomomu (pepMeHrta
amuHoannia-TPHK-cunTeTasmnl:

aa + TPHK + AT® — aa-TPHK + AM® + H,P,05.

2. COopka moMunenTUIHOMN 1enu (MHULMAIMS, SJIOHTalMs, TEPMUHALINS).

3. IIponieccunr Genka — MOCTTPAHCIISAIIMOHHAS MO (PUKALIMS:

3.1. ®opmupoBaHUe TPOCTPAHCTBEHHOUN CTPYKTYphI Oenka ((poauHr).
3.2. YaneHue CUrHAJIbHOM ITOCJICIOBATEILHOCTH.

3.3. Momuduxkaruu N- u C-xonos (ynanenue met, N-ametuiampoBanue).
3.4. KoBaneHTHbie MOAU(PUKAIIUN AMUHOKUCIOTHBIX OCTAaTKOB.
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I'JIABA 7
BUOXUMHUA BUTAMUHOB U T'OPMOHOB

BUTAMMHBI

1. HuzkoMomneKysipHbIe OpTaHUYECKUE COCTMHCHHS.

2. CuHTE3 B OpraHu3Me OTPaHUYCH WU OTCYTCTBYET.

3. O6magaroT OYeHb BHICOKOM OMOJIOTHYECKON aKTUBHOCTBIO.

4. TpeOyroTCs B MaJbIX KOJIMYECTBaX — (ML — Ur).

5. He sABIAIOTCS TIIaCTUUECKUM WJIM SHEPTETUUECKUM MaTEpHAJIOM.

Buoxumuyeckasi pojib BUTAMUHOB (pUCYHOK 105) — OOJBIUIMHCTBO BO-
JIOPACTBOPUMBIX BUTAMHHOB U BUTaMUH K — K0o(haKTOphl OMOXMMHYECKUX pe-
akuuii (Tabnuna 2); Butamunbl A, J1, E peryaupyroT sKCIpeccHio Te€HOB.

XUMHYECKasi CTPYKTypa BUTAMUHOB TIpe/icTaBiicHa Ha pucyHke 106, 106 a—s.

THOKMCJIOTHI VYresoan JIunuasi
‘ T
| o r / \)KK
<
‘BS /o
Y/ g
) & i
NMBK P
B1, B2, B3, B5 Q
LY
Ly
i
H,C— C~ SKoA
aunetwi-KoA
B5 \
/" HAIHH" ooH E g
““\':3 ‘i:“’ HO—E}":COOH "0 coon
' b
+ ; m::ou :l::H—coon
cH,
@ @VH,O
(’:OOH
HOOC‘—(:I—H
H'Z;'o(:lﬂ
h T BS

HSKoA
« B3, B1L

nLI'BZ, B5,C, E

Pucynok 105 — Cxema yyacTusi BATAMUHOB B MeTa00/1M3Me 0€JIKOB, YIJIEBO0B, JTUIHI0B
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Pucynok 106 — BuramMuHbI BOZOPACTBOPHMBIE
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Pucynok 106 a — BuramMuHbI sKUpOpacTBOPUMbIE
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Pucynok 1060 — IlpousBoanbie (popmMbl BUTAMUHOB (KOogepMeHTHI U TOPMOHBI)
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I'OPMOHBI-1. OBIIAS S9HAOKPUHOJIOT'USI.
MEXAHU3M AEUCTBUA I'OPMOHOB

TopMoHbI (Tped. hOrmao — MpUBOXKY B IBHYKEHUE) — ATO BEIIECTBA, BbI-
pabaTbhIBacMble CHEIUATU3UPOBAHHBIMU KJIETKAMU U PEryJIHUpYIONIUe OOMEH
BEIIIECTB B OT/ICJIbHBIX OpraHax M BO BCEM OpraHusme B 1esioM (pucyHok 107).
J171st Bcex TOpMOHOB XapakTepHa 0osibliasi crieliuuIHOCTb TEHCTBUS U BBICOKAS
OMOJOTUYECKast AKTUBHOCTD.

T'OPMOHEI +
CHHTe2

TpAaHCEPHIITHA TPaHCIAITHA
JHE ———— HPHK——*benok

PETUTHEAITHA

Pucynok 107 — I'opMoHBI pery/iupyroT Bce nmpouecchl MeTadoau3sma

Kaaccupukanus ropMOHOB pa3HOOOpa3Ha:
1. ITo xumuyeckomy ctpoenuto (npousBoansie AMK, nentunbie u ctepo-
WJIHBIC).
2. Tlo pactBopumoctu (rugpodoOnbie u ruapoduibHbie) (pucyHok 108).
3. I1o nokanu3anuu ux peuenTopoB.
4. Ilo BnusHUIO Ha OOMEH BemecTB (0OMEH OCJIKOB, YIJI€BOJIOB, JIUIHUIOB;
BOJHO-COJIEBOM; 0OMeH Kaiblus U (hochopa; penpoaykTuBHas GyHKLINS).
5. ITo mecTy cuHTe3a (runoTajiamyc, runodus, nepudepudeckue Keae3bl).
6. [lo MexaHU3My mepenadynd CUTHAJIOB BHYTPb KIIeTKU (1 — depe3 Hekara-
JUTUYECKUE PEIENTOPhl MUTOIIa3MATUYECKUX MEeMOpaH MOBEPXHOCTH KIETOK
(ALIC, UDC (cm. pucynku 17, 19); 2 — depe3 KaTATUTHUECKUE PEIETITOPDI IIH-
TOTUTA3MATUYECKUX MEMOpaH MOBEPXHOCTH KIIETOK; 3 — uUepe3 HeKaTaIuTH4e-
CKHE BHYTPHUKIIETOUHBIE PELENTOPBI, HAXOIAIIUECS B IIUTO30JI€ UJIU B SIAPE Kile-
ToK (pucynok 109).
7. Ilo curnanmy, CTUMYJUPYIOIIEMY CEKPEIMI0 TOPMOHA M3 AHIOKPUHHOU
JKEeJIe3bl B KPOBB:
7.1. Knaccuueckas cxema (pucyHnok 111) uepes [IHC (nanpumep, kop-
TH30J1, TI0JIOBBIE TOPMOHBI, HOJTUPOHUHBI).
7.2. IHC — cnuHHOM MO3r — MO3TOBO€ BEIIECTBO HAANOYESUYHUKOB
(HanpuMmep, aipeHanH).
7.3. be3z [ITHC nipu yyacTum XMMUYECKOTO CUTHaa (HapuMep, HHCYJINH,
[JIFOKAroH, KaJIbIIUTOHUH ).
7.4. Ilpu ygacTuu (PU3UKO-XUMUYECKOTO CUTHANIA (HAampuMep, aHTH]IH-
ypETHUECKUIH TOPMOH, peHUH-aHTHoTeH3uH |1).
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I'OPMOHBI

I'aapodobHeIe T'aapodHIbHEIE
KoaHdecTBeHHbBIE H3MEeHeHHA KadecTBeHHBIe H3MEHEHHA
MOIeKYI epMeHTOR MOIEeKYI QepMeHTOR

K‘"\ﬁt—’/’i

I13MeHeHHe CKOPOCTH OHOXHMHYECKHX P eaKITHH

Pucynok 108 — Perynsuus ropMoHaMu peryJiupyloT Bce IpoueccoB MeTado1M3Ma yepes
UX Bo3/leiicTBHE HA hepMEHTBI

['uapodunbHBIE TOPMOHBI B KJIETKH HE TMPOHUKAIOT U BBI3BIBAIOT MEPBUYHO
KAUECTBEHHbIE U3MEHEHHSI B CTPYKTYpE META0O0JIMYECKUX (PEepMEHTOB — Oel-
KOB, M YK€ BTOPHUYHO — M3MEHEHHE W3 aKTHBHOCTU. [ MAPOPOOHBIE TOPMOHBI
(cTepouHbIe M WOATHPOHUHBI) JIETKO MEPECEKaIOT TUAPodOoOHYIO IUTOILIa3Ma-
TUYECKYI0O MeMOpaHy crocoOoMm mpoctoil Au(¢y3un W B3aUMOJEHCTBYIOT B
KJIETKE CO CBOMMM BHYTPHUKJIETOUHBIMHU pelientopaMu. Jlanee KOMIUIEKCHI rop-
MOH-PELENTOP COECIUHSAIOTCA C PErySITOPHBIMU 30HAMHM T'€HOB M Ha YpPOBHE
TPAHCKPHUIILUU U3MEHSIOT KOJIMYECTBO MOJIEKYJ ()EPMEHTOB B KJIIETKE U, CIEI0-
BaTEJIbHO, CYMMapHYy0 (PEPMEHTATUBHYIO aKTHMBHOCTh KJIE€TKH. OAHaKo, MHCY-
JVH, SBJSSACH OEIKOBBIM THAPO(UIBLHBIM TOPMOHOM, B KJIETKY HE IPOHUKAET,
HO OH U3MEHSET aKTUBHOCTh ()EPMEHTOB KaUYECTBEHHO U KOJIMYECTBEHHO.

PemenTops! Ha moBepxHOCTH BryTpHKIeTOUHLIE
OHTOILTAZMATHYECKHAY MeMOpaH PEOenTophI

Peu;en’mp TOIIAasMaTi4deckad benok- rw - '\ _
- ' TunpodobHei
TOpMOH
{5‘ @ % UurozoneHelit
\ PpeLenTop

TH;[degHJIEHE.IH .

TOpPMOH
HAnepurit (W JHK

PeLIEnTop

Pucynok 109 — PenenrTopsl niiasMaTu4ecKkux MeMOpaH
U BHYTPUKJIETOYHBIC PEHENTOPLI TOPMOHOB

PerieniTopsl 1o CBOEH XMMHYECKOW MPUPOJIC SIBISIFOTCS O€TTKaMH B COCTOSIT,
KaK MPaBHJIO, U3 HECKOJIBKHUX JIOMEHOB (Tabiuia 5).
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Tabnuna 5 — Knaccudukanys MeMOpaHHBIX U BHYTPUKJIETOYHBIX PEIICIITOPOB

MemMOpaHHbIe BnyTtpukiierounsie
Knace | — sinepHble M IIMTO30JbHBIE PELIENTO-
7-TMC
bl, CBSI3aHHBIE C OEITKaMU TEIJIOBOTO IIOKA
b
Knace || — snepHble penenTopsl, He CBsI3aHHbIE
1-TMC ’

¢ 0eJIKaMU TEIUIOBOTO III0KA

WNonHbIe KaHAIBI: JIMIraHA3aBHCHMBIC,
INOTCHIMAJI3aBUCUMBIC, INCJICBBIC KOH-
TaKTbI

Nucynunosbiii penentop (IR) — TpancMeMOpaHHBINA TJIMKOIIPOTEHI, CO-
CTOSIIITUN U3 JBYX 0-CyOBEIMHUIL U IBYX P-cyObeaunull (001a1at0T TUPOIUHKH-
Ha3HOU akTUBHOCTHIO) (pucyHOK 110). IR mocTOIHHO CUHTE3UpYETCs U pas3py-
maetrcs. Ty, peuentopa coctaBisier 7—12 4. IIpu BHICOKOW KOHIIEHTpAIIMU WH-
CyJIMHA B IIa3M€ KPOBHU, HAPUMEP, IPU O0KUPEHUU, YUCIO MHCYJIHMHOBBIX pe-
LENTOPOB MOXKET YMEHBIIATHCS, U KJIETKH-MUIIEHU CTAHOBSITCA MEHEE YyBCTBU-
TEJbHBIMUA K MHCYJIMHY, YTO MOKET OBITh OJTHOW M3 MPUYMH CaxapHOTO Juadera
IT Tuma. Perientop MHCYIMHA OTHOCST K TUITY PELIENITOPOB, 00JIada0MIUX THPO-
3UHKMHA3HOW aKTUBHOCTHIO. CTUMYJIMPOBAHHOE MHCYJIMHOM ayTodochopriu-
poBanue B-cyOopeaununpl IR mo ocrtatkaM THpO3WHA NPUBOIUT K (HOCHOpUITH-
POBaHUIO IPYTUX BHYTPUKIETOYHBIX OCIKOB-CYOCTPaTOB MHCYJMHOBOTO pelleT-
topa (IRS). U3BecTHO HECKOIBKO TaKMX CYOCTPaTOB.

Insulin /7
w

Pucynok 110 — MexaHu3M nepefayy CHrHAJIa HHCYJTHHOBBIM PelenTOPOM.

['maBHYIO poibh B OPMUPOBAHUU OTBETHOM PEAKITUU KIICTKH Ha WHCYJINHO-
BbIii curHan urpaet IRS-1. IRS-1 — docdomnporenn, cocrosmuii u3 6oee yem
1200 aMMHOKHMCJIOTHBIX OCTAaTKOB. YacTh OCTAaTKOB CEpHHA, TUPO3UHA U TPEO-
HuHA GocdopunupoBana. [Ipu cTUMynanuy WHCYIMHOM CcTerneHb (pochopumnu-
poBanus IRS-1 yBenuumBaetrcss U mpuaaéT eMmy CIOCOOHOCTb COEAMHSTHCS C
JPYTUMHU IMTO30JBHBIMH O€JNKaMU. DTO TPUBOJIUT K aKTHUBAIMHM HECKOJIBKUX
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CUTHAJBHBIX MyTEH, IPEICTABISIONINX KacKa peakluii akTUBaluu crienupuye-
CKUX MPOTEMHKHHA3. B pe3ynbpTare akTUBAlMK MPOTEUHKUHA3 MPOUCXOIUT (Ho-
chopunrpoBanre GepMEeHTOB U (HAKTOPOB TPAHCKPUIILIUU, YTO COCTABIISET OC-
HOBY MHOTOUYHCJICHHBIX 3()(PEKTOB UHCYINHA.

[[HC

Kopa 6onbiux

OJIyLIapui
+
/F HIIOTATaMyC S
J'II/I6epPIHLI CTaTHUHBI
+ -
- ———Tunopuz <———
Lenmpanvroiii 2¢hgpexm n
20PMOHOB
N |
R e T'opMoHBI
& DHIOKPUHHBIE ——
o I JKeJIe3bl
= I'opNoHbI
k - i| ( " +
§ i
llepugpepuueckuii 3¢pcpexm Knerku-murenu
20PMOHO8

Pucynok 111 — Ilpunuune! opranusanun HIC

1. UepapXu4HOCTb.

2. Hanmuuwme npsiMbIX ¥ 0OpaTHBIX CBsizeH (+ U -).

3. HentpanbHbiii 1 nepudepudeckuii 3pHeKT ropMOHOB.

4. Hanuuue nopora yyBcTBUTENbHOCTH runoTanamyca (IT4I).
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Oomen Ca/P
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TKaHH MHEpaTM3aLus

Pucynok 112 — Cxema oomena Ca/P

Mera6oan3m Butamuua D. B mnazme KpoBH 370pPOBBIX JIFOAEH MOCTOSH-
CTBO KOHIICHTpAIIUU KaJIbLIUSl MOJAJICp>KUBAETCA OJjarojaps COBMECTHOMY JCi-
CTBUIO TPEX TOPMOHOB: MapaTrOPMOH, KaJIbLIMUTPUOJI, KAJIbIUTOHUH (PUCYHOK
112). DT ropMOHBI PEryJIUPYIOT OOMEH KaJIbLIMEM MEXAY JIBYMS OCHOBHBIMHU
dboHAaMN — KaJbIMEM THAPOKCHUAINIATUTA KOCTEN U KaJIbLIMEM APYTUX TKaHEH;
KpPOME TOTO, OHU PETYIUPYIOT MOCTYIJICHUE KalbIUs U3 KHUIIIEUHUKA U BbIBEE-
HUE €ro 4epe3 NOUKHU.

CuHTe3 KAJBIUTPHOJIA

B xoxe noja BausiHueM Y @-u3iydeHus: U3 7-IeruapoxoiiecTeposia (pUucyHoK
113) o6pazyercst OonbImias yacTh xojekanbiivdeporna (Buramuna [13). HebGombiioe
KOJIMYECTBO BUTaMHHA [I3 TocTymaeT ¢ nuieit. XoiaeKanblu(epo CBI3bIBACTCS CO
cnenrduyeckuM BUTaMUH J]-CBSI3bIBAIONIUM OEITKOM (TPaHCKATBIU(PEPUHOM), 1O~
CTYHNAaeT B KPOBb U IEPEHOCUTCS B IIE€UYEHbD.

B nedenu 25-runpokcuiiaza TUAPOKCUIUPYET XOJEKAIbIUGPEpPOT B Kallb-
uanon (25-runpokcuxonekansidepoi, 25(0OH)/3). D-csa3biBaromuii 6emok
TPAHCIIOPTUPYET KAJIbLUUINON B TOUKH.

B nmoukax MuTOXOHApUanbHAas 1o-TUApOKCUIa3a THAPOKCUINPYET KaJIbLIU-
nuon B kanbiuTpuon (1,25(0H),/3), aktuBnyto ¢popmy Butamuna . Maayuu-
pyer la-rugpokcuiiasy napaTropMoH.

CHHTE3 KAJIBLUTPHUOJIA CTUMYJIMPYET NapaTrTOPMOH, HU3Kask KOHIIEHTpaIus
docdaros u Ca®* (depes mapaTropMoH) B KPOBH.
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CuHTE3 KaJdbIUTPHOJA WHTHOUPYET THUINEPKAIbIMEMHUs, OHA AKTUBUPYET
240-THAPOKCUIIA3Y, KOTOpasi MPEBpaIIaeT KaabIllUIUO0JI B HEAKTUBHBIN MeTa0o-
mut 24,25(0OH), /13, mpy ’TOM COOTBETCTBEHHO AKTHUBHBIN KaJbIUTPUOI HE 00-
pazyercsl.

Kak crepouaHblii TOPMOH KaJBIUTPUOJ MPOHHUKAET BHYTPh KJIETOK KH-
IIICYHUKA, KOCTEH, MOYEK, B UX sJpa U HA YPOBHE TPAHCKPHIIINHA WHIYIIAPYET
CUHTE3 O0€JIKOB-(DEpMEHTOB ISl peaiu3aliuu cBoux 3(p¢heKToB.

¢ ¢eKThI KATBIUTPHOJIA:

1. B TOHKOM KUIIIEYHHKE KAJTIBLIUTPUOJ UHIYIIUPYET CUHTE3 B SHTEPOIIUTAX
Oenka-TpaHcropTepa Kajblius yepe3 KIeTouHble MeMOpaHnsbl. [TumieBoil kanpiuii
MIPOHUKAET B PHTEPOIUTHI U Jajie€ B KPOBb. DTO TJIABHBINA Pe3yJbTaT JEHCTBUSA
KaJIbLIUTPHUOJIA JUIsl IETe!, IPU OTCYTCTBUHM KOTOPOTO pa3BUBAETCS PAXUT.

2. B xocTsax yckopsieT MoOunu3anuio kanpiuus u pochartos.

3. B noukax ycuinBaeT peadbcopOuuio kanbius u pocdaTos.

Uror 1,2,3 — yBenudeHue B KPOBU CoJiepKaHUs KalblnK U (hochaToB.

VO, 6 koance

Xozreemepoa-7-J741

HO HO HO
X0JecTepo T-neruapoxonectepo xonexanbimnpepos, suramun Dy

Koorca

Ileuens Tlouka

25-2udpoxcuraza

1-eudporcunaza

KallbLHIHOI, KallbUHTPHOI,
25(0OH)-D; 1,25(0OH),-Dy

Pucynoxk 113 — CuHTe3 KaJbIUTPHOJIA

I'OPMOHBDbI-2. HYACTHASA DQHAOKPUHOJIOI' USI.
I'OPMOHBI DOHAOKPUHHBIX KEJIE3

I/IOZ[Tl/IpOHl/IHI)I. Cpe)m CUTHAJIBHBIX BCIICCTB, ABJIAIOMIUXCS ITPOU3BOA-
HBIMHM aMHWHOKHUCIIOT, J'II/IHO(l)I/IJ'IBHBIMI/I CBOMCTBaMM 06J1a)1aeT TOJIBKO THUPOKCHUH
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(TerpaiiontuponuH, T4) M €ro akTHBHOE Mpou3BoaHOe TpuhontuponuH (T3).
O6a BemiecTBa 00pa3yrOTCsl B OpraHU3ME M3 aMHUHOKHUCIOTHI MUPO3UHA W CO-
JieprKaT Ha OJIMH (DEHONBHBIN OCTATOK OOJIBIIIE, YEM MOJIEKYJa MPEIIeCTBEHHH-
Ka. XapakTEPHBIM IS 3TUX COCAWHEHUN SIBJISIETCS HAIMYUE aTOMOB MOJa B MO-
noxenusix 3,5,3',5'- (Ty) u 3,5,3'- (T3) apoMaTuuecKkux KoJjell.

Tupoxkcun obOpasyercd B IIUTOBUAHON skene3e. OH MOBBIIMIAET CKOPOCTh
MeTaboJiM3Ma U CTUMYJIUPYET pa3BUTHE SMOPHOHA.

cTpaanos — BOKHEUIINN NpecTaBUTENb acmpozeros. [1ono6Ho mpore-
CTEpPOHY OH CHUHTE3HpYETCS B SIMYHUKAX, @ B MEPHO]] OEPEMEHHOCTH TakKe B
IJTALEHTE. DCTPAIUON PETYIUPYET MEHCTPyaldbHbId LHUKI. OH CTUMYIUPYET
nposudepanuio KIETOK CIU3UCTON MAaTKH, a TaK)Ke OTBEYAET 3a Pa3BUTHUE BTO-
PUYHBIX KEHCKUX TMOJIOBBIX MPU3HAKOB (Pa3BUTHE MOJIOYHBIX KEJIE3, XapaKTep
YKUPOBBIX OTJIOKEHUU U T. I1.).

TecTocTepon — Hanbosee BaKHBINA NMPEICTABUTEND AHOPO2eHO8 (MYKCKUE
MOJIOBbIE TOPMOHBI). OH cUHTEe3UupyeTcsl KieTkamu Jlelnura B CEMEHHHKaX W
KOHTPOJIUPYET Pa3BUTUE U (PYHKIHUIO TMOJIOBBIX JKeJe3. ITOT TOPMOH OTBEYAET
TaK)K€ 332 Pa3BUTHE BTOPUYHBIX MY>KCKUX IOJIOBBIX MPU3HAKOB (pa3BUTHE MY-
CKYJIATYypPbl, BOJIOCAHOM OKPOB H T. I1.).

Baxuelmuii u3 enmoxokopmuxouoos, KOPTH30J, o0pazyercsi B KOpe
HaJNOo4YeyHUKOB. OH NPUHUMAET y4acTHE B PErysiiud OEIKOBOIO M YIeBO/I-
HOTO OOMEHa, CTUMYJIMPYS Jerpajalurio OeIKOB U KOHBEPCUI0 aMHUHOKHCIIOT B
rI0Ko3y. TemM caMbIM OH CIIOCOOCTBYET MOBBIIIEHUIO KOHIICHTPAIIUHU TJIFOKO3BI
B KpoBU. CHHTETUYECKUE TIIFOKOKOPTUKOMIBI HAXOASAT MPUMEHEHHE B Ka4eCTBE
JIEKapCTBEHHBIX MpENnapaToB, 00JIaJal0MKUX TPOTUBOBOCHIAIUTEIBHBIM U UMMY-
HOJICTIPECCAHTHBIM JIEICTBUEM

Munepanokopmuxouo ajJdbAOCTEPOH CUHTE3UPYETCS B KOPE HAANOYEUHU-
koB. OH BiusieT Ha (YHKIHUIO 10YeK, rie 3a cueT akTupanuu Na'/K'-ATd-a3ml
oOecreunBaeT yIepKUBaHUE B opranusMe (peadcopOuuto) coseid Hatpusi. B To
’Ke BpeMsl 3TOT IIPOIIECC CONPOBOKAAETCA BBIBOAOM U3 opranusma K. CrnenoBa-
TEJIbHO, aJIbJOCTEPOH KOCBEHHBIM 00Pa30M MOBBIIIAET KPOBSHOE JIaBJICHUE.

AJIpeHaJIMH — TOPMOH KOpbI HaJAMOYEYHHUKOB, TJI€ OH 00pa3yeTcs U3 TU-
po3uHa. BeiOpoc ajnpeHanvHa HaxOAWUTCS MOJA KOHTPOJIEM LEHTPaIbHOW HEPB-
HOU cucteMbl. Kak "aBapuiiHblii TOPMOH" OH BO3JEHUCTBYET IJIaBHBIM 00pa3oM
Ha KpPOBEHOCHBIE COCY/bI, CEPALIE U OCHOBHOW OOMEH. AJpEHANIMH CYXaeT CO-
CyJIbl M1 TEM CaMbIM MOBBIIIAET KPOBSIHOE JaBJICHUE (Yepe3 01~ U 0p-PELENTOPHI),
MOBBIIIAET ceplieuHy0 (PyHKIUIO (uepe3 Pi-peuenTophl), YCKOPSET paciierie-
HUE TJMKOTeHa JI0 TJIIOKO3bl B IEYEHU M MBIIIIAX U paclupseT OpoHxu (depes
(B2-peuentopsi).

Hucyann ob6pazyercst B-kieTkaMu MoaKeny104HON JKelle3bl U CEKPETUPY-
€TCsl IIPU MOBBIIICHUH YPOBHS INIIOKO3bl. [JIIOKAaroH, nenTUAHbIA TOPMOH, CO-
CTOUT M3 29 aMHHOKHCIIOTHBIX OCTaTKOB, CHUHTE3UpyeTcs A-kieTkamu (o-
KJIETKaMHU OCTPOBKOB JlaHrepranca) mojxeny104HOM kee3bl. [JIIoKaron cek-
peTupyeTcs B KPOBb IPH MOHM)KEHHOM YPOBHE TJIOKO3bl. Ero ocHOBHas (yHK-
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1Sl COCTOUT B TOBBIIIEHUH YPOBHS TUIIOKO3bI (TUIEPTIIMKEMUYECKHA 3PPEKT)
IpEeX/ie BCEro 3a CUeT paclleIUIeHus INIMKkoreHa B nedeHu. Ilo cBoemy neil-
CTBHIO TJIIOKAroH SIBJISIETCA aHTarOHUCTOM MHCYJIMHA.

XuMuyeckasi CTpyKTypa U METa0O0JIM3M HEKOTOPBIX TOPMOHOB MPUBEICHBI
Ha pucyHnkax 114-118.

OH OH
| |
sg-td ; | oH o
71oN
C 0 o) HO
g HN__N | | | | Ho A
CHATHH
7 Ocrpaauon P
Tuponubepun
" ™ v "
HE-NH, HC-NH, [ CHe ¢t CH-CH,~NH,
\ NH
COOH COOH N 2 HO 4
TeTpaiioaTMpoHNH TpuiioaTupoHH CeporonmH Hopanpenanus
(THpOKCHH)
CH,OH o CHy
Cco co (EHZOH
HO. OH Oy co
HO
0]
Kopmison TecroctepoH ° o
Iporecrepon AlbIOCTEPOH
ooc |
See"N"N05
cw) COO 0]
,O 9 CH3
X = CHs CH,
OH J
OH OH
Tpombokcan A
p 2 TIpocramuxius (PGIy) Jleiikotpuen B

Pucynok 114 — ®opmyibl HEKOTOPbIX TOPMOHOB

HoN— CH—COQH TeTparuipo JTUTHIPO
| GuonTepuH GuonTepUH HN— CH oo
CH

? 0, HO
N HO N
N mpunmogan-
H eudpoxcunasa(l) H S-rupoKcHTpUTOhaH
Tpunrodan
JexkapO0okcuiIaza
HHKJIHYECKHX
CO, aMHHOKHCJIOT (4)
H,—CH,—NH,

N
H

Pucynok 115 — Cunre3 cepoToHnHa

CepoToHHH
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CHs Xoaunayemuaasa (2) CH,4 0]

| | 1
H3C_II\I+_CH2_CH2'OH H3C_’|\|+_CH2_CH2'O_C\
CHs / CHs CH,

XOTHH aHeTI/IJ'I-KOA ALCTUIXOJIUH
Pucynok 116 — CuHTe3 anieTHIX0JIHHA
COOH (enunanannu-4 COOH
| MoHooKcurenasa (1) l
@CHZ—CH HO@CHZ—CH
Lo L Y
2 HOH p
DeHnnaNaHuH THposuH
COOH Tupo3uH- COOH
| rugpoxcuiasa (1)
HO CHz‘C|3H / \‘ CH,- CH
NH,
HOH
Trposun JlnokcudeHnnanianuH
(IODA)
JODA-/Iekapookcuna3s
4
) o,
HO Hodamun - HO
?H Oera-ruapoxcuiiaza (1)
HO CH‘CHZ NH2 / \ HO CH2~CH2'NH2
Hopanpenanun HOH Hodamua
S-azeHo3mII-
DeHnIITAHOJI- MCTHOHMH
amMuH-N-MeTHJI-
TpaHncdepasa
(2)
&, S-azeHo3MH-
TOMOIIMCTEUH
HO
QH
HO CH—CH, II\IH
CH;
AnpeHanuH

Pucynok 117 — CuHTe3 KaTEX0JJAMHUHOB
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NH,
I
3axeam Oxcunasa L, + HO@CHZ—CH—COOH
uooa
4 Tuposun
Jlerajiorenasa ‘
Tupo3unitonnuasa
| |
C60600nbi11i ll\IHg
MosnonoaTupo3uH
. |
C60600mbi1i l|\|H2
L Jur HO CH,—CH—COOH
|
JniioaTupo3uH
3

Konaencupyiirommii | pepment

5 NH
Ce0600Hbiil IIporteasa |7
T HO 0 CH,—CH—COOH
|

TputiogTupoHUH

. NH
Ce0600Hulil IIporea3a 2
Ty HO o) CH,—CH—COOH

Tupokcun

Pucynoxk 118 — CunTe3 THpPEOUIHBIX TOPMOHOB



I'/TIABA 8
BUOXUMUA OPTTAHOB U CUCTEM

KPOBb-1. OCHOBBI PEI'YJIALIUN
KHUCJTOTHO-OCHOBHOI'O COCTOSAHUA. BEJIKK KPOBH

Kucnorno-ocnoBuoe coctosinue (KOC) — OTHOCHUTENIBHOE MOCTOSIHCTBO
peaKuuMyu BHYTPEHHEWU CPEAbl OpraHrn3Ma, KOJIMYECTBEHHO XapaKTEPHU3YIOIIEECs
KOHLIEHTpaLUEH H".

OcHoBHble npuHIunbI peryasunu KOC:

1. IToctrosuctBo pH. Mexanusmel perynsiuun KOC noanepx uBaroT mocTo-
aHcTBO pH.

2. U3oocmomsiprocth. [Ipu perymsumuun KOC, koHIEHTpamusi 4YacTHI] B
MEKKJIETOUHON U BHEKIIETOYHOM KUJIKOCTU HE U3MEHSETCS.

3. DnekrponenTpanibHOCTh. [Ipu perymsmun KOC, koaumdecTBO MOJIOKU-
TEJIbHBIX U OTPULIATENBHBIX YACTUI] B MEXKKIETOUYHON U BHEKJIETOYHOM KUIKO-
CTH HE U3MEHSETCS.

Bydep — 310 cucrtema, coctodimas U3 ciadoil KUCIOTHI U €€ COJIA C CUITb-
HbIM OCHOBaHHEM (CONPSIKEHHAs] KUCIOTHO-OCHOBHAS mapa). [IpuHuun paboTsl
OydepHOil cucTeMBbl COCTOMT B TOM, YTO OHA cBsi3bIBaeT H' npu ux us6bITKE U
Boienser H' npu nx memocrarke: H' + A” <> AH. Takum obpasom, 6ydepHas
CUCTEMA CTPEMUTCS MPOTUBOCTOSTH JIFOOBIM M3MeHeHusiM pH, npu 3ToM oauH
U3 KOMIIOHEHTOB Oy(epHOil CUCTEMBI PacXOAyeTcsa U TpeOyeT BOCCTAHOBIICHHUS.
bydepnbie cucTemMbl XapaKTEepHU3YIOTCSI COOTHOLIEHUEM KOMIIOHEHTOB KHUCJIOT-
HO-OCHOBHOM Mapbl, EMKOCThIO, YYBCTBUTEIbHOCTHIO, JIOKATU3ALNEH U BEIUYU-
HOU pH, KoTOpYIO OHU MoIepKUBatOT. K OCHOBHBIM Oy(epHBIM CUCTEMAM Op-
raHu3Ma OTHOCAT OWKapOoHaTHBIN, (ocdaTHbIN, OETKOBBI U €ro pa3HOBU/I-
HOCTb — I'éMOTJIOOMHOBBIN Oydep.

BriaensatoT 1Ba 0CHOBHBIX BUjia HapymeHuid KOC — anumo3 u ankanos:

1. Auumo3 — aOCOIMIOTHBIN MM OTHOCHUTENIBLHBINA N30BITOK KUCJIOT WIH Jie-
(GULIMT OCHOBaHUH.

2. AiIkaj03 — a0COJIFOTHBIM WM OTHOCUTENBHBIM HM30BITOK OCHOBAHHIA
WU ACUIAT KUCTIOT.

K napymennto KOC npuBoasT ciieyroiine naToJIOrH4ecKie COCTOSHUS:

1. Hapyuienue BbIBeIeHUS YTJIEKUCIIOTO ra3a JerKuMHu.

2. V30bITOUHAs TPOYKIMS KUCIIBIX TPOTYKTOB TKAHSIMHU.

3. Hapymenust BeIBeIeHUsSI OCHOBaHUM ¢ MOYOM, (heKATHSIMU.

C TouykM 3peHUsS MEXaHM3MOB Pa3BUTUS PA3IMYAIOT HECKOJBKO THUIIOB
HapymeHuii KOC. JIpixaTenbHbIii auma03 — BbI3bIiBacTcs nopbimieHneM pCoO,
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BbIie 40 MM pT. CT. 32 CUET TMIIOBEHTWISILIUY TIPH 3a0oneBanusx gerkux, [HHC,
cepaua. JpIxaTeJbHbId aJKaJ103 — xapakTepusyercs cHmkeHrnem pCO, MeHee
40 MM pT. CT., SIBJISIETCS PE3YJIbTaTOM MOBBILICHUS AJIbBEOJISPHON BEHTHIISILIMM U
HAOJFOMACTCSl TIPU TICUXUYECKOM BO30YKICHHH, 3a00JEBaHUAX JETKUX (ITHEB-
MOHUH). MeTaboMuecKuil aumu103 — CJIEICTBHE IEPBUYHOIO CHUKEHUS KOH-
HEHTpaluu OMKapOOHATOB B IJIa3M€ KPOBH, UTO HAOIIOIACTCS MPU HAKOIJICHUH
HEJIETYYUX KUCJIOT (KETOAlM/103, JIAKTOAI1103), I0TEPEe OCHOBAHUM, CHUKEHUU
DKCKPELMH KHUCJIOT NMOYKaMUA. MeTadoIM4eCKuil aJaKajJi03 — BO3HHUKAET IIPU
YBEJIIMYEHUH YPOBHSA OMKapOOHATOB IIa3Mbl KPOBU M HAOJIOAETCs IPU PBOTE,
UCIIOJIb30BaHUU JMypPeTUKOB. OCHOBHBIE OMOXMMHMUYECKHE KOHCTAHTHI KpPOBH
IpUBEJICHBI B Ta0uLe 6.

Ta6J'II/IHa 6 — OcCHOBHBIE OMOXUMHYECKHE KOHCTAHTHI KpOBH

|. A3oTcoaep:kanue coeiMHeHUs

1 | O6mmii 6e10K 6580 1/n

2 | AnbOyMHHBI 40-50 r/n

3 | 'mobynuHbI 20-35 1/n

4 | ®ubpuHOoreH 2—4 t/n

5 | OcTtaTo4HBIN a30T 14,3-28,5 MMoab/n

6 | KomuuectBo remorinoOuna M: 130-160 r/x
x: 115-145 r/n

7 | AMUHOKHCJIOTBI 4 MMOJIB/

8 | MoueBuna 2,5-8,3 MMoIIb/11

9 | Mouesas kiciora M: 262—452 MKMOIB/II,

x: 137-393 mMxmoub/1

10 | O6muit 6mupyOuH 8,5-20,5 MKMoOJIb/1T

11 | [Tpsimoii 6unmupyOuH 0-5,1 MmxMoIB/1

12 | Henpsimoii 6mnpyOuH 10 16,5 MKMOJIB/1

I1. DuexTpoantsl, nokazareau pH

13 | Kanwmii (mma3mbl) 3,6-6,3 MmmoIb/1

14 | Harpwuii 135-152 mmounb/n

15 | Kanpuumii oOmuii 2,2-2.,75 MMOJIB/TI

16 | Kanpimii cBOOOIHBIN 1-1,15 Mmmomab/a

17 | Maruuii 0,8-1,0 mMoJIB/11

18 | XKeneso 9-31 MKkMoONB/1

19 | Xnopunbl 95-100 mmob/n

20 | 'mapokapOoHAT HOH 19-25 mmounb/n

21 | Heopranmueckue dochartbl 0,81-1,55 mmoub/n

22 | pH xpoBu apTepuanbHON 7,40

23 | pH kpoBH BEeHO3HOM 7,35

24 | Kpaiinue npenensl pH, COBMECTUMBIE C KU3HBIO 7,0-7,8
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OxoHyaHue Ta0IULBI 6

I11. @epmeHTATHBHASI AKTHBHOCTh, TOPMOHBI
25 | ACT (acmapraramMmuHOTpaHcdepasa) 0,1-0,45 Mmmoms/ (1 X 1)
26 | AJIT (amannHamuHOTpaHchepasza) 0,1-0,68 MMomw/ (11 X 1)
27 | JIAI" (;makTatneruaporeHasa) < 7 mmoutb/ (J1 X 1)
28 | Anbda-ammnasza 24-151 En/n
29 | Kucnas gocdaraza 3-10 En/n
30 | lllenounas docdaraza 30-90 En/n
31 | XonuHAcTepasa 5-12 En/mn
32 | AapaocTepoH <220 aMOnb/1
33 | Auruorensus || 10-30 uamonn/n
34 | KanpuuutoHuH <50 ur/n
35 | Ts 1,1-2,9 amonn/1
36 | T4 64—154 uMoib/1
37 | By 180-900 mr/mi
1V. YrieBoaHbli ¥ JUIIHIHLIN 00MeH
38 | I'mroko3a 3,3-5,5 MMoIB/1T
39 | OOuue MUIUabI 3,5-8 /1
40 | Tpurnunepuapl 0,5-2,1 mMonb/n
41 | OOmui XoJaecTepUH MeHee 5,2 MMOJIb/JI
42 | JITIBIT 0,9-1,9 mMoIB/1
43 | JITTHII MeHee 2,2 MMOJIB/I
44 | )KupHble KHUCIOTHI 0,5 MmMouB/1T
45 | KeToHOBEIE TEIA 0,5 MMOJIB/TT
46 | Jlaktart 0,9-1,7 mMounb/n
V. ®u3uKo-XuMHYECKHE MOKA3aTeIH
47 | OcMOTHYECKOE TaBJIEHHE 7,6-8,1 at™m
48 | OHKOTHUYECKOE TaBJICHUE 0,03-0,04 at™m
49 | BA3KOCTh KPOBH 51/ (cM%c)
50 | OtHOCHUTENBHAA INIOTHOCTD 1,05-1,06

KPOBb-2. OBMEH I'EMOI'JIOBUHA

I'eMor100MH — CIIOKHBIHN KeJI€30CoIep KAl OET0K, OTHOCUTCS K KJac-
Cy F€MONPOTEUHOB.

Mornekyna remorjiobnHa B3aUMOJEHCTBYET C Pa3IMUHBIMU JIUTAHIAMU,
o0Opa3zyst TpOU3BOAHBIC TEMOTIO0WHA:

1. Jlezokcuremornoonn — HHb — He cBsi3aHHBIN ¢ KUCTOPOJIOM U COMEP-
JKALLHIT T'eM C IBYXBAJICTHBIM Keie30M Fe™ .

2. Okcuremorioouds — HHbO2 — mosHOCThIO OKCUTEHUPOBAHHBINA T€MO-
IJIOOWH, CBSI3aHHBIM C YETHIPHMS MOJIEKYJIaMH KHUCIIOPO/Ia.
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3. Kap6remorno6un — HHbCO, — remornobus, ceszannbiii ¢ CO,. BoI-
nosaseT Gyaknuio BeiBeaeHuss CO, u3 TkaHew k jgerkuM. CoeTMHEHNE HEeCTOM-
KOE€, JIETKO JIUCCOIMUPYET B JIETOUHBIX KaWJUIIpax. DTUM MYTEM BBIBOJUTCS JI0
10-15 % CO..

4. Kap6okcuremornnoous — HHbCO — oOpazyercst mpu oTpaBiIeHUU OK-
cugom yraepoaa (II), mpu 3ToM reMOriioOuH TepseT CHOCOOHOCTH CBS3BIBATH
KHUCIJIOPOJ] M HACTYIAET CMEPTh OT yAYIIbSI.

5. Metremornooun — MetHb — o6pasyercs npu nelicTBUN OKHCIUTEIEH
(auTpUT HaTpus, HUTPoOeH30J). COoACepKUT Keae30 B TPEXBAICHTHOU (opMme
Fe** u TepsieT CIIOCOGHOCTD K MEpPeHOCy KHCIOpoga. B HopMe 06pasyercs He-
00JIbIII0€ KOTUYECTBO MeTreMorioonHa — npumMepHo 0,5 % B CyTKH.

Cunres rema

['em siBIIsieTCS IPOCTETUYECKON IPYIIION MHOTUX OEJIKOB: reMOrjioOnHa, MUO-
r100MHA, IUTOXPOMOB MUTOXOHIpHambHOM D TL, muroxpoma Pysy, hepMeHTOB Ka-
Tajasbl, MEPOKCHUAA3bI, HUTOXPOMOKCHIA3bI, TpunTodannuposassl. Hanbombiee
KOJIMYECTBO Te€Ma COZEPXKAT SPUTPOLIUTHI, 3alIOJTHEHHbIE T€éMOITIOOMHOM, MBIIIEY-
HbIE KJIETKH, UIMEIOLIE MUOTJIOOMH, U KJIETKU MEYEHH, COJEPKALIIE UTOXPOM Pysp.

['em cuHTE3UpyeETCs BO BCEX TKAHSX, HO C HAUOOJbILIENH CKOPOCTBIO B KOCT-
HOM MO3re U NeyeHu. B KOCTHOM Mo3re reM HeoOXOAWM JUIsl CHHTE3a reMOTJI0-
ouna (pucyHok 119), B renatouutax — i 00pa3oBaHus uToxpoma Pysp.

CHHTE3NPOBAHHBIM B MUTOXOHJAPHIX I'€M UHAYLHMPYET CHHTE3 LIETEN TII0-
OuHa Ha nosupudbocomax. Llenu rinodrHa GOpMHUPYIOT IIIOOYIIBI U COETUHSIIOTCS
c reMoM. 4 ri100yJIbl HEKOBAJIEHTHO COEUHSIOTCS B TEMOITIOOUH.

Iopdupunm — rereporeHHas rpymnmna 3a00J€BaHUM, BbI3BaHHAS Hapyllle-
HUSIMU CHHTE3a reMa BCJIe/ICTBHE e(UITa OJHOTO WM HECKOJIBKUX (DEPMEHTOB.

Tanaccemusi — reseTuveckoe 3a00JeBaHNe, 00YCIOBICHHOE OTCYTCTBHEM
WIM CHUKEHUEM CHHTE3a OJIHOH U3 1erneil remorinobuna. B 3aBucumocTtu ot T0-
ro, hopmMupoBaHre KaKkoi rJI00MHOBOM IENMU HAPYIIAETCS, BBICISIOT o, B, ¥, €—
Tanaccemuu. TaacceMuu JEISTCS TaK e Ha TOMO3UTOTHBIE U T€TEPO3UTOTHBIE.

Crapble MOBPEKICHHBIC SPUTPOLUTHI (HarOLUTUPYIOTCS KIETKAMH PETHKY-
nosuAoTenransHoi cucteMbl (PDC) u mepeBapuBaioTcs B m3ocomax. [Ipu pac-
najie reMoraoOuHa oOpasyeTcst KEMUHBIA MUTMEeHT OmmupyOun (pucynku 120,
121). JanpHelmmii karaboin3m OMIMpyOHHA B MEYEHU, KUIIEYHUKE U MOYKAX
NPUBOAUT K 00pa30BaHUIO YPOOUIIMHOTEHOB M YPOOUIIMHA, KOTOPbIE BBIBOASTCS
c kajoM u Mmouoil. JKene3zo, ocBoOokatoIeecss IpyU pacnajie reMa, CHoBa HUC-
MOJIB3YETCS ISl CUHTE3a KENe30CoIepKaIIUX OEJIKOB.

Buaupy0uH — KeTuHbIN MUTMEHT, TPOAYKT BOCCTAHOBJICHUS OMIMBEPIMHA!

1. Henpsimoii (HEKOHBIOTMPOBAHHBIM, HECBA3aHHBIA) OWIHPYOUH —
bpakiusi CbIBOPOTOYHOTO OMIMPYONHA, HE COSTUHSIONMIASCS B KJIETKAX MEYCHU C
[JIFOKYPOHOBOM KHUCIJIOTOM.

2. Ilpsamoii (cBsi3aHHBINA, KOHBIOTUPOBAHHBIN ) OUIUPYOUH — (Gpakuus Chl-
BOPOTOYHOTO OMITUPYOHHA, COEAMHSIONIAACS B KJIETKAX MEYEHH C TIIIOKYpOHO-
BOM KHCJIOTOM ¢ 00pa3oBaHUEM AUTIIIOKYPOHHUIA OMIIMpYyOUHA.
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MUTOXOHAPUA
. ['EM
H
eppoxenamasa (4
MO O ey cry-coon S
~CH,~CH,~
(|ZOOH + L koA ‘ nporonopdupun [X
T Cyxuntm-KoA 3H,0; npomonopupunozen
oxcudasa (1)
30
S-Amunonegynunam- CO, , KoA-SH . ---------------------- IX .
cunmasa (2) ; TTpoTono p(i)I/IpI/IHO TeH L2
2C0O,+2H,0
konponopgupunozen-1I1
okcudasa (1)
2 H2N_CH2_E_CH2_CH2_COOH 02
0 2 §-AmunoneymHOBas
Kicota (5-AJTK) konpornop¢upunores 11

Y
2 HoN~=CH,=C~CH,~CH,~COOH

0 2 3-AMHHOIEBYTHHOBAS
kucnora (8-AJIK)
Topghodununozen-
cunmasa (4)
2H,0 (IIOOH
CH,
(ISOOH Ho0c (IZOOH CH, CHs EEOH
COOH (|3H2 2uopoKcUMemunUnaH- I (PHZ 4C0O, 72
(I:Hz C cunmasa (2), CH, HsC CH,
' é P ong{l) %’gg :?425”'111 Vponopdupunozen
4 [ Il Oexapbokcunasa (4)
Hz(l:—C\ /CH \ (;;OOH
NH, N 4NH," HOH CH, HyC CHj
4 Tlopodunuroren (ITBI') CH, CH, CH, CH,
| | | |
HOOC-CH, H,C-COOH HOOC—-CH, H,C-COOH
yponopdupurores 111 xonponopgupusores 11
CH, CH, CH,
CH CH, ! CH CH, CH CHs
| CH, CH, ik
| HC CH HyC CH HyC CH
| HC CH; HyC CH, HyC CH
: CH,  CHy : CH,  CH, CH,  CHp
| HOOC-CH,  H,C-COOH HOOC-CH,  H,C-COOH HOOC-CH,  H,C-COOH
. mpotonopdupuHoren [X npotonopdupuH IX reM

Pucynok 119 — IlocienoBaTeibHOCTh peaKnMii CHHTE3a reMa
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peyTHIH-
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I'nobun

v
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Pucynok 120 — Cxema karaGo1u3mMa reMor;100uHa

Tem-oxcuoasa

gHz ?OOH(‘:OOH
CH CHg oH CH, CH, CH, CH,
2
H,C ‘(‘ZH CH; CH CH; CH, CH, CH; CH; CH
I'em-oxcuoasa — ‘ ‘ — —
—
K \' N N SN Pz N o
NADPH +0, CO+Fe**+NADP*
HC CHs GuinBepanH
OunusepouH NADPH
C‘Hz ‘CHz peoykmasza (1)
HOOC—CH, H,C—COOH NADP*
T'eM
(‘IOOH(‘?OOH
e GHz  CHe G
CH; CH CHy CH, CH, CH; CH; CH
QOOH(‘:OOH I —
CHs CH, CH, CHy 0NN NT N o
CH; CH, CH; CH, CH, CH; CH3 CH, H H S
] — 2 VI®I'K
X = N V@-enoxyponun
°© H H N H 0 2 VD mpanceepasa (2)
CTEPKOOMITNH
COOH COOH
(e} (o}
OH OH
o) 0 0
COOHCOOH HO~ OHT
i i OH >c=0 c=0
CH, CH, CH, CHg i
CHy CH, CHy CH, CH, CH; CH, CH G GH HC ik
Syt YT oyt oy s ATs R Sumpy6HH CHy CH CH; CH, CH, CHy CH; CH
~ || | P — ] ] — 6unnpyOnH-
(0] N N N N (0] JUTITIOKYPOHUT
H H H H 07Ny NT NS0
CTEPKOGUITHHOTeH H HH HH H
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MeTa0013M Kese3a
B opranmusme B3pocioro yenoBeka coaepKutTcsi 3—4 T jkesesa, U3 3TOro KoJju-
YecTBa OKOJIO 3,5 T HaXOIWTCS B TUIa3Me KPOBU. | €MOTTIOOMH SPUTPOITUTOB CO-
JEPXKUT TIpUMEpPHO 68 % Bcero kene3a opranm3ma, hepputua — 27 % (pe3epBHOE
JKEJIe30 TICUYCHH, CENIe3eHKH, KOCTHOTO MO3ra), MUOTIIOOUH (B MbImax) — 4 %,
tpancheppuH (B wiazme kposu) — 0,1 %. Ha momo Bcex comepikammx Kene3o
dbepMeHTOB puxoauTCs npuMepHo 1 % xeses3a, UMEIOIIErocs: B OpraHu3Me.

IIleTounas KpoBb
IIpocBeT  kaemka DHTEpOIUT p

KUIIEYHHKA
\Y
F
Bt /
e

| HT
I'em ‘—L» I'em

-+

)
2" ———— > Fe

Fe“—(bcppu'mu

[Torepu

Fe
7>DCYTB‘

Fe’ .
gy

| DMTI

\ Tenumana

(13 TIeueHN)

Pucynok 122 — Tpancnopr :kese3a B 3uTepouute: HT — reMrpancnoprupyonmii 6eJiok;
HO — remokcunasa; DCYTB — nyoneHanbHblil iuTOXpoMm b;
DMT1 — nepeHocyuk 1BYXBaJIEeHTHBIX MeTa/Ll10B; FP — ¢epponoptun;
HP — regectun; CP — nepynonnasmuun, TF — Tpancdeppun

MeTa0o0au3M 3puTpOoIMTA
Kpome tpaguumonsnoro II®II u rmmkonmsa y 3pUTpOLIMTOB MHOTHX MJle-
KOIMUTAIOIIUX €CTh CBOW crernuduyeckuii myHT (pucyHok 124) — 2,3-
nudochorauiepaTHbI.

T'mroxoza

:

/°~®
=0
H—OH

Lot ~lyrasa

1, 3-audrocornmyepar

H
Sk A0 (I;/go
ocormmepar d-0-@
KMHa3a AT® Hom
/OH 2, 3-angocpornuuepar
=0
 F bocdaraza
-0
3-docpornuyepar
Jlakrat

Pucynok 124 — IllynT Pannonopta (2,3—audocdorannepaTHblii IIyHT)
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®
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]
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S
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'3

T 898 9 o >
@ X @ T
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5 *3 3

J \‘ZGS-H / \

+

HADP 1\\@/ 2GSSG<\ /»2H,O4\\ /,0,
MnyTaTwoHpeaykTasa nyratmoknepokcupaza Karanasa

pervaporenasa
\’HADPH+H
cucTema

o

mioxo3so-6-docdar-

é ) MetremornobunpeayKrasHas C

[Mexrosochocdambii nyTs

MIKKOHaT

Iniokoso-B-chocdhar \\@ /

HADH+H

«— «4— S-docdo-
HAD'

Imioxosa
'
Iniokoso-6-hocdar
Fnukonus / \

moxoso-B-hocar
3 hochornuuepuHosbiii anbaerva
®
1,3 buchocornmuepar

Pucynok 123 — Oco0enHocTi MeTad0/IM3Ma 3pUTPOLMTA. 1 — CIIOHTAaHHOE OKHUCJIEHHe
Fe?* B reMe reMorJ06MHa — HCTOMHMK CYIEPOKCHAHOr0 AHHOHA B JPHTPOIATAX;
2 — CO/I npeBpamaer CynepoKCHIHbIii aHHOH B MEPOKCH/] BOOPOAA H BOAY:
0, + O, + 2H'— Hy0; + Oy; 3 — nepoKkcu/1 BoA0PO/ia pACHIeIIAeTCsl KaTaIa30ii:
2H,0; — 2H,0 + O, nau rayraruonnepokcuaasoii: 2GSH + H,0,; — GSSG +2H,0;
4 — I'1yTaTHOHPEAYKTA3a BOCCTAHABINBAET OKUCJICHHBIN [JIyTATHOH:
GSSG + NADPH + H — 2GSH + NADP'; 5— NADPH, HeoGX0AMMBIii U151 BOCCTAHOBJICHHUST
IJIyTATHOHA, 00pa3yercss Ha OKHcaIUTeIbHOM JTane [IPII npespamenns riI0Ko3bI;
6 — NADH, Heo0X0auMblii 1J1s1 BOCCTAHOBJIEHHSI T€eMOIJI00UHA METTeMOrI00MHPeTyKTA3HOI
CHCTEeMOii, o0pa3yercs B riinuepajbaeruapochariernaporeHa3sHoil peakuu riIuKoaIn3a
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B sputpormTax mpucyrctByetr audochorauneparMyrasa, KOTopas aKTH-
BUpyeTCs NepUIUTOM KHCIOpOAa M KaramusupyeT npespamienue 1,3-1OI B
2,3-JI®I" B 06xon dochornumeparknHazHON peaknuu TauKoin3a. B ycmoBusx
runokcuu 10 20 % riaroko3bl uAeT no 3tomy mytd. O6pasyromascsa 2,3-JdT°
YMEHBIIIAET CPOJICTBO FEMOTJIIOONHA K KUCIOPOJY, YTO CIIOCOOCTBYET MEPEXOTY
KHCIIOPOJa U3 TEMOTJI00MHA B TKaHH (PUCYHOK 125).

100
af PMemornobus B
= HOPMaAbHOM
= KPOBM, KOH-
=3 LeHTpaIMs
= J1OP = 5 MM
E 5'[] P
X MNemornobus,
o OuMIleHH b
g ot A9
]
2 Kpoeb Ha Bonbumx

BBICOTAX, KOHLEH -

rpamst [T = 8 MM
|

0 a0 100

Mapimassyoe pasaenne O, , MM pr. 1.

Pucynok 125 — Bummsinue I®I" Ha KPUBYIO HACBIIIEHUS TeMOIJIO0MHA KHCJI0POI0OM

Hanee 2,3-JA®I" nox neiictBueM 2,3-nudocdornunepardocdarassl mpe-
Bpamaercs B 3-/{PI°, koTopblii BO3BpalIaeTCs B pEaKUNH IITMKOIN3A.

[Tpu 2,3-pudocdorauiepatHoM MYHTE B TJIMKOJIU3E HE CHUHTE3UPYETCA
AT®, a cBoboanas sueprus 1,3-OI'K, paccenBaercst B hopMe TEIIIOTHI.

BUOXUMMUA ITOYEK B HOPME U IIPAU ITATOJIOT'H

IMouka — mapHbIi oprad. TkaHb MOYEK COCTOUT U3 2 30H: BHEMIHEH (KOp-
KOBOI) ¥ BHyTpeHHEN (MO3roBoi). OyHKIMOHAIBHON €IMHUIEH NOYEK SBISETCS
He(poH. B HedpoHE MpOMCXOAST TpH TJIABHBIX Ipolecca: (GUIbTpaius B KIy-
0oukax, peadcopOLus U CeKpelrsl B KaHaJbIax (MpoIiecc 00pa3oBaHUs MOYH ).

IHo4yeuHnslilt mopor peadcopOUMM PaBEH HaUMEHbLIEH KOHUEHTPALHUH pe-
abcopOMpyeMOoro BelIecTBa, TP KOTOPOM JOCTUTAETCS TPAHCIIOPTHBIA MaKCH-
MyMm peabcopounu (TM). TM paBeH CKOPOCTH TpaHCIOPTa BEUIECTBA OEIKOM-
NIEPEHOCUYMKOM B YCJIOBHUSX HACBIIICHHS €ro NEPEHOCHMBIM BeHIeCTBOM. LI
TIFOKO3bI TOUEYHBIN mopor peadcopOumu paBeH 10—12 MMob/m.
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OyHKIMOHAIBHYIO BO3MOXHOCTh ITOYEK B MOYE00OPa30BaHNUN OLEHUBAIOT C
MOMOIIBIO KOYPPHUIIMEHTA OUUIIICHHS] — KJIUPEHCA.
Kiupenc BemecTrBa — 3T0 00beM ILIa3Mbl KPOBH, KOTOPBIM MOJHOCTHIO
OYHIIIAETCS OT BEIECTBA MOYKaMU 3a | MUH.
I'omeocTaTuyeckne PYHKINH MOYEK:
1. DxckperopHas (yAaJleHHEe MPOTYKTOB OOMEHA, MPOLYKIIHS MOYH).
2. HeakckpeTopHas — perymsiius:
2.1. Bogno-3nektponutHoro 6ananca u KOC (pucynok 126, 127).
2.2. O6bema nupkyupyromei kposu u AJl (peHun).
2.3. Dputporions3a (3pUTPONOITHH).
2.4. Ca-P obmena — oOpazoBanue Butamuna Ds (kanpuuiiTpuona).
2.5. l'opmoHnanbHOTro 6ananca (KaTaboJM3M rOPMOHOB).
2.6. Metabonuueckas (B KOpe MOYKH — a’pOOHbINH MeTab0JIU3M, B MO3-
TOBOM CJIO€ — aHa’POOHBIN).

[na3ma KpoBH Krnerku kaHanbleB Moua
CO, CO, \ HCOjy
do,
HOH — HOH
Kap6oaHruapasa (4)
Kkap6oanruapasa (4)
HCO; —— > HCOy 0 q
AllD
3Na- 3Na'—— N |
Na/K Na®
ATdaza 5
2K+ 2K+ ﬁTOpH‘IHO*
AKTHBHBIN
ATD ‘{ TPaHCIIOPT

Pucynok 126 — AumjaoreHes B mo4Kax

B Kki1eTkax JMCTaJbHOIO KaHaJbLa Npoucxomut cexkpenus H'. Ona BKIIO-
yaeT B ceds npouecc oOpazoBanus CO, B METAO0OIMUECKUX PEAKIUAX, KOTOPHIN
NoJ JIeWCTBHEM KapOOaHTuApas3bl COEOUHSETCS C BOJOM C 0oOpa3oBaHHEM
H,COs. HyCO;3 muccomuupyer Ha H' 1 HCO3. H' B 06Men Ha noH Na' cexperu-
pyercs B ipocseT Kananbena. A Na* u HCO; auddyHaupyioT B kpoBb, obecrie-
YuBas €€ MoALIETaYrBaHuE.

[Tpu aummo3e 3KCKpenrsi KaTHOHa aMMOHHSI C MOYOW yBEJIIMUMBAETCS, T. K.
alMa03 aKTUBUPYET INIyTaMHMHA3y M OHA aKTUBHO OTwIeIusieT amMuak ot 1'JIH,
KOTOPBIN B CBOIO OUYEPEb AKTUBHO 3aXBaThIBACT MPOTOHBI U TEM CAMbIM JIMKBHU-
nupyer auuno3. Ilpyu ankano3e 3KCKpelnus KaTMOHA aMMOHHMSI C MOYOW HUXKE,
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4yeM IpU auua03e. Bo3sMOXkKHO, SKCKpenrs aMMHUaKa B BUJIE aMMOHHUMHBIX COJIEU
CIIY’)KUT B OOJIBINICH CTEIICHN MMEHHO JJIsl BRIBEACHHS KUCIIOT, a HE a30Ta.

[Tnazma KpoBU KiieTky kaHasbleB Moya

o)

o
C—CHj, CH, CH-COOH C—CH, CH, CH-COOH
N

—_

HN NH, He NH,
) Iy TaMHH Ana
| Ty TaMUH HOH gep
- riayramunasa(3) m
AMHHOKHCIIOTA ACIT
¢ HaubobIIeH NH; :
KOHIIEHTpanuei \
B KpOBU HOOC—CH, CH, (;H*COOH N
rIyTamar NH, NH b ysin NH,
HOOC—CH, CH, CH-COOH 3
i NAD" HOH
NH, +
riayramar- H+ H
nernaporenasa (1)
NADH + H* NHs—
riryramat NH4+ NH4+

HOOC—CHj CH, C—COOH

2-0KcorayTapar o
Brisegenne 00seMoM

30-50 MMoub/cyT.

Pucynok 127 — AMMOHHOI€He3 B MOYKAX

CuHTe3 KpeaTHHHHA

1. I'yanununanerar (pucyHok 128) cuHTE3upyeTcs B MOYKax, KpeaTUH — B
Ne4YeHu, KpeaTHHPocpaT — B MBIIIIIAX.

2. KpeaTnHMH B CBOEM COCTaBE€ BBIJEISET B MOUY YacTh a30Ta pacnaaaro-
muxcst OEJIKOB.

3. Kpeatundocdar — 3anacHas popma sHepruu B Mblnax Hapsay ¢ ATO.

4. KpeaTuHKkrHa3a KapAHOMUOLMUTOB SIBJIIETCS CAMbIM PaHHUM MapKepoM
ocTporo uHpapKkTa MUOKap/a.

5. Kpeatnnus He aicopOUpyeTcs B MOYEUHBIX KaHAIBIIAX, TAKUM 00pa3oM MOXK-
HO OLIEHUTh KITyOOUKOBYIO (DUITBTPALIIO (CPAaBHUTh KPEATHHUH B KPOBU U B MOYE).

.
C=NH
N H OpHUTHH l‘\l H,
(::Hz - SAM SAT (‘ZZNH
i HN=C—NH, /
o e NH N-CH,
CH, CH, ! \
A I Tuyunamuouno- H,C—-COOH TI'vanuouayemam- CH,
HN (\:H COOH mpancgepasa(2) r Memunmpancepepaza(2) |
COCH Canoun YaHMAWHALCTAT COOH
A Kpeatun
PrUHAH o
Kpeamungocgho-
xunaza(2)
1) AlD
)K D, H '\“ ~PO3H,
H T (‘)H 2 i (‘;: NH
HN=C N-CHs CNOHMAHHO wiCH3
Gt
Kpeatunun COOH
Kpearundocdar

Pucynok 128 — IlociienoBaTe/ibHOCTh peakuil CHHTEe3a KPeaTUHUHA
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BUOXUMUA NIEYEHU. OBMEH KCEHOBUOTUKOB

JleTOKCUKAIUSI KCEHOOMOTHUKOB

[leyeHs urpaer riaBHy0 posib B 00€3BPEKUBAHUM TOKCUYECKUX BEIIECTB,
KOTOpbIe O0Opa3yrTCs B OpraHu3Me (aMMHuak, OMIMPYOHMH) U KCEHOOHOTHKOB,
KOTOpbIE TMOCTYMAlOT W3 BHEIIHEW cpelbl (MPOAYKThl THHUEHHS aMUHOKHCIIOT,
JICKapCTBa, TSKEIBIC METAJIIBI).

KceHOOMOTHKH — 3TO YyKXEPOJHBIC BEIIECTBA, KOTOPHIE MOMATAI0T B Op-
TaHU3M W3 BHEIIHEW Cpenbl (C BIBIXa€MbIM BO3yXOM, IMUIIEH U Yepe3 KOXKY) H
HE MOTYT HCIIOJIh30BaThCS OPTaHMU3MOM B Ka4€CTBE CTPOMTEIHLHOTO MaTepuaja
WM UCTOYHMKA dHEprud. [1o OTHONMIEHHWIO K OpraHU3My OHU MOTYT OBITh Oe3-
BPEIHBIMH WJIA TOKCUIHBIMH.

3HauuTeNbHAs YacCTh KCEHOOMOTHUKOB, MOMABIIMX B OPraHU3M, IOJIBEpra-
I0TCS B TIEYEHU PEaKIUiIM JIETOKCUKAIMU (PUCYHOK 129), B pe3ysibTaTe KOTOPOit
KCEHOOMOTHK YBEIIMYMBAET CBOIO BOJOPACTBOPUMOCTh U TEPSIET TOKCUYHOCT.
KonsblorupoBaHnHbie BOJOPAaCTBOPUMBIE KCEHOOMOTHUKH BBIJEISIOTCS M3 Opra-
HU3Ma TMPEUMYIIECTBEHHO C MOYOM, KalioM, MOTOM. JleTyune KCeHOOMOTHKH
BBIJICJISIFOTCSL U3 OpPTraHu3Ma C BBIIBIXaeMbIM BO3J1yXOM, THAPO(HOOHBIE — C Ka-
JIOM U KOXHBIM CajioM, HEKOTOPbIE€ THIPOPOOHBIE KCEHOOMOTUKH CBSI3bIBAIOTCS
C JINTIAJIaMU 1 OCJIKaMU ¥ HAKaITUBAIOTCS B PA3IMYHBIX OPraHaX W TKAHSIX.

['maBHON OMOXMMHYECKOM CHUCTEMOM NETOKCHUKAIIMU SIBISETCS CUCTEMA C
ydacTHEeM IUTOXpoMa Pyso , KOTOpas akTUBHO (PYHKITMOHUPYET B MEUEHH, TOY-
Kax, CIIM3UCTON Kumeynnka. OHa COCTOUT U3 Tpex (as:

1. OBP, xatanuzupyembie n3opepMeHTaMu HUTOXpoMa Pz,

2. Konstoranus ¢ TuaApoGIBHBIMA COCTUHCHUSIMH TIPU Y4acTUU (hepMeH-
TOB TpaHcdepas.

3. DnuMuHALMS MOIU(DUITMPOBAHHBIX KCEHOOUOTHKOB.

BUOXUMMSA MBIIIEYHOM TKAHU U MUOKAPIA

DHeprus Jyisi IPOLECCOB COKPAIICHHs U paccia0ieHus] OCTYNAeT B BUAE
AT®. HekoTopblil pe3epB SHEPTUHM HAXOAMUTCS B TE€X HEOOIBIIMX KOJIUYECTBAX
AT® u kpearurdocdara, KOTOpbIE €CTh B MbIIIIE. DTOrO 3amaca XBaTaeT Ha
10-12 c. AHa’poOHOE pacIelyIeHHe TJIMKOTeHa TOCTUTaeT MaKCMMyMa depes
40-50 c HempepbiBHOW paboThl MbIIIbl. Yeped 60—70 ¢ TOMHUHHPYIOT YXKe
a’poOHbIe Mpoliecchl Oyiaroaaps yBeauueHuro Tpancnopra O2 B paboTarolryto
Mbliy (pucyHok 130). IIpu aspo6HOM Pocdopunmnpoanuu ATD obpasyercs B
MUTOXOHJIPHUSIX, KOTOpPbIE€ B OOJBIIOM KOJIMYECTBE OKPYXAIOT MBIIIEYHOE BO-
J0kHO. CpaBHUTEIbHASI XapaKTEPUCTHKA OENBIX M KPACHBIX MBIIIEYHBIX BOJIO-
KOH IpHBeJieHa B Tabuuie 7, mpeoOpa3oBaHHe HEPBHOTO UMITYJIbca (JIEKTpHUUe-
CKOT'0) B MBIIIIEYHOE (MEXaHUYECKOE) COKpallleHue — Ha pucyHke 131.
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JIBa MexaHU3Ma 00€3BpEKUBAHUS

Kcenobuotuku

(;exkapcTBa, KETIHbIe TMTMEHTHI,
MECTULU/IBI U JP.)

Peakuuu tpancdopmanun —

(OKI/ICHCHI/IE, BOCCTAHOBJICHHE, THAPOJINA3, N1€3aMUHUPOBAHUE,
Jecyib(pUpoBaHue, 1€3aIKIIHPOBAHUE)
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Pucynok 129 — Mexanu3M 00e3BpeKUBAHUS KCEHOOMOTHKOB
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Tabnuna 7 — CpaBHUTENbHAS XapaKTEPUCTHKA KPACHBIX U OEJIbIX MBIIICYHBIX

BOJIOKOH
IIpusnak Kpacusle beinble

OTHOCHUTENBHBIN AUAMETP BOJOKOH | Mabiid Bonpmoi
Tun cokpanieHus MenneHHoe brictpee B 5 pa3
Backynspuzanus Bricokas Crnabee
Tun obmeHa MHoro (a3poOHBIi) Maio (aHa’>poOHBIiN)
Muornobun MHoro Maio
I'naBHbIN ncTOUHUK ATO Oxkucnenne KK I'nukonus
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Pucynok 131 — DuekTpoMexaHn4eckoe CONpsizkeHue — npeodpa3oBaHue HEPBHOIO
HUMITYJIbca (3JIEKTPUYECKOT0) B MbIIIIeYHOE (MEXaHUYECKOE) COKPaLleHUe
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BydepHbie qunenTuabl aHCEPUH ¥ KapHO3WH CIIOCOOCTBYIOT CTAOMIN3AIINH
pH MpleyHoN TKaHW; B-ajlaHWH JIs UX CHHTE3a 00pa3yeTcs Mpu KaTaboJInu3Me
NUPUMUIUHOB (pUCYHOK 132). B roioBHOM M0O3re NMpUCYTCTBYET aHAJIOT KapHO-

3MHa — I'OMOKAapHO3HWH.
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Pucynok 132 — CuHTe3 aHCEpHHA U KAPHO3MHA

I'mnoknHeTHYECKUA CHHAPOM

I'mnoguHaMusi — CyIIECTBEHHOE OIPAHUYEHUE MBIIIIEYHOW CHJIBI.
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Pucynoxk 133 — Cxema pa3BuTHusi THIIOKHHETHYECKOT0 CHHApPOMA
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I'mnoxkuHe3usi — CyIIECTBEHHOE OTPAHWYECHUE JBUTATEIbHOM aKTHBHO-
ctu. [locnencTBusl TMIOKMHE3UH CKA3bIBAKOTCS MPAKTUYECKH Ha BCEX OpraHax —
runokuHetnyeckuit cunapom (I'KC).

I'unoxkuHeTHYecKUil CMHAPOM (pUCYHOK 133) — auccunaTHBHBIN Tpoliecc,
BBI3BIBAIOILIMI pacma/l CTPYKTYpbl H IPEBPAILAOLINI €€ B TEIUIO, PACCEUBAIOILIEECS
B OKPYXKAIOLIEH cpenie. Y YelloBeKa OH aCCOLMHUPOBAH C PA3BUTHEM 35 rpymnm 3a-
OosieBaHU (OXKHUpEHHE, METAOOJIIMUYECKUI CHUHIPOM, CaxapHbId aualer, aTepo-
CKJIEPO3, TUIIEPTEH3HsI, OCTEONIOPO3, OHKOJIOTMYECKUH 3a00I€BaHus U p.).

BUOXUMMUA HEPBHOM CUCTEMBI.
BUOXUMUSI COEJUHUTEJBbHOM TKAHN

[lepenaya BO30YXKIEHUSI MPOUCXOIUT B HEPBHBIX OKOHYAHMSIX (CHHArCax),
KOTOPBIC SIBJISIIOTCS MECTOM KOHTAaKTa MEXIY HEMPOHAMH, a TAK)KE MEXKIY HEMPO-
HaMH{ Y MBIIICYHBIMU KJIETKaMH. B KOHIIEBBIX TUIACTHHKAX XPAHATCS XUMHUYECKHE
BEIIECTBA, HeupomMeouamopsl, BBHIIOIHAIOUIME CUTHAIbHbIE (yHKIMU. [Ipu mo-
CTYIUICHAA HEPBHOIO HUMITYJIbCA MEIUATOPBI BBIACISIIOTCS B CHHAITHYECKYIO
1Ielb, TiepeiaBas Bo30yK/IeHHE HEWpPOHAM WJIM MBIIICYHBIM KieTkam. J[st HepB-
HBIX KJIETOK XapaKTepHO BBICOKOE coziepkanne TunuaoB — 50 % oT cyxoii MacChl.
®dpakiius JTMIUI0B BKIIOYaeT paHooOpasHbie hocdo-, TITUKO- U COUHTOIUITH/IBL.

['maBubIii motpebutens sHepruu Na+/K+-ATPaza. OOGpasyer moreHuan
nokost 60 mV. Ilocie mpoxokIeHus: UMIyjabca (MoTeHIMata 1eHCTBUS) TOTCH-
[[MaJj MOKOSI BHOBh BOCCTaHABIMBAETCS (pUCyHOK 134).

Pucynok 134 — MexaHu3M 2JIeKTpOreHe3a

JHepreTuyecKkrii 00MeH roJIOBHOI0 M0O3ra

["'0710BHO# MO3T XOpOIIIO CHA0XKaeTCsl KPOBBIO U UMEET UHTEHCUBHBIN dHEP-
reTuueckuii oOMeH. XOoTs FOJIOBHOM MO3I COCTaBISET OKOJIO 2 % Macchl Tena,
IIpU CIIOKOWHOM COCTOSIHUM OpraHuW3Ma OH yTuiu3upyer okono 20 % mormo-
nieHHoro kuciaopoaa u 60 % ToKo3bl, KOTOPast MOTHOCTHIO OKucseTcs 10 CO,
u H,O B nutpaTHOM IMKIIE W MyTeM TJIMKOJIM3a. B KileTkax rojioBHOTO MO3Tra
MPAKTUYECKA €TUHCTBEHHBIM MCTOYHUKOM SHEPTHH, KOTOPHIA JOJKEH MOCTY-
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1aTh NOCTOSIHHO, SIBISIETCS 27t0K03a. TONBKO NpHU MPOJOJIKATEIBHOM TOJIOfA-
HUU KIJIETKM HAYMHAIOT MCIOJIb30BaTh JOMOJIHUTENIbHBIA UCTOUHUK YHEPTUU —
KemoHogvle mena. 3anachkl TNIMKOT€Ha B KIIETKaX TOJOBHOIO MO3ra HE3Ha4u-
TenbHbL. JKK, KOTOpBIE B IJ1a3Me KPOBU TPAHCIIOPTHPYIOTCS B BUAE KOMIUIEKCA C
albOyMHHOM, HE JIOCTHTal0T KJIETOK TOJIOBHOTO MO3Ta M3-3a eemMamosnyeqhaiu-
yeckoeo bapvepa. AMK He MOTYT CIyKUTh UCTOYHUKOM 3HEPI'HH JUJIsl CUHTE3a
AT®, nMOCKOJIBKY B HEHMPOHAX OTCYTCTBYET INIFOKOHEOTEHE3. 3aBUCHMOCTB I'O-
JIOBHOT'O MO3ra OT TJIFOKO3bl 03HAYaeT, YTO PE3KOE IaJICHUE YPOBHS IIFOKO3bI B
KpPOBH, HallpUMEp B CIIy4ae MEPEJI03UPOBKU MHCYJIMHA Y AUAOETUKOB, MOXKET
CTaTh ONACHBIM JJISl )KU3HU. B KieTkax HeHTpanbHON HEPBHOW cHCTEMbl HaOO-
Jiee SHEProeMKuM mpolieccoM, moTpedssromum 10 40 % npouszBogumoro ATO,
apnserca (yHKUMOHUpOBaHUEe mpancnopmuoii Na' /K -AT®-azu  (Na'/K'-
«HACOCA») KIETOYHBIX MeMOpaH. AKTUBHBIH TpancropT noHoB Na® u K xom-
NEHCUPYET IMOCTOSIHHBIA MOTOK MOHOB 4Y€pe3 HMOHHBbIE KaHaibl. Kpome ToroO,
AT® ucnonb3yeTcss BO MHOTMX OMOCUHTETHUECKUX PEAKIUAX. DHEPreTHY €CKUI
0OMEH TOJIOBHOI'O MO3Ta MPEJICTaBICH Ha pUCyHKe 135.

NOCTOAHMHbLIN 5 -
WCTOMHUK IHEDIUAK . m}_ " neGonbLioi
NPM NPOROMKUTENb- ;: eg;'::" ! FMKOreH pezeps
o ronaainen | LaeenmA i st G T ...........
i
MIOKO3a KPOBKU -~ MioK03a & - - % - - AMUHOKMUCNOTLI «—

KETOHOBLIE TENA~- ==~~~ ===c-e-mesceeamnma,
'A}» - 02 ¢ 02

~ . {rnukonus, |
— 4= 3 Na~ UMTRATHbIA LUK,
e | ABIXATENBHAR LENb J

R

1 Na /K“-ATP-a3sa
36.1.37

Pucynok 135 — JHeprernyecknii 00MeH roJ10BHOI0 MO3ra

B xnerkax rosoBHOro Mosra ujaet akTuBHBIA MeTabomu3sM AMK. B romnos-
HOM Mo3re koHueHTpauuss AMK noutu B 8 pa3 Bbllie, 4eM B IUIa3Me KPOBH, U
CYILIECTBEHHO BBIIIE, YeM B MEUeHU. B 0COOEHHOCTU BBICOKHUM SIBISIETCSI YPO-
BeHb anymamama (npumepHo 5-10 MM) u acnapmama (2-3 mM). Otu AMK
o0pa3yroTcs B peakiiy TPAHCAMUHUPOBAHUS U3 TIPOMEKYTOUYHBIX METa00IUTOB
IUTPATHOTO IIUKIIA, 2-OKCOryTapara U oKcajoalerata. B TkaHsx Mo3ra UHTEH-
CHUBHO TpoTeKaloT Mmetabonmueckue mpeBpamienuss AMK, Takue kak OKuCu-
TeJIHHOE JIe3aMUHUPOBAHKE, TPAHCAMUHUPOBAHUE, MOTU(DHUKAIMI OOKOBOM 1IeTH
u 1ip. B ocobeHHOCTH Ba)KHOU JIsl HOPMAJILHOTO (DYHKITMOHUPOBAHMSI TOJIOBHO-
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IO MO3ra SBJISI€TCS PeaKlUs AeKapOOKCUINPOBAHUS, B Pe3yIbTaTe KOTOPOH 00-
pasyercs y-amuHomacaaHas Kucioma W OUOTE€HHble aMuHbL. buocuHTe3 U ne-
rpajaiuio riiyraMata MOKHO pacCMaTpUBaTh Kak MOOOYHBIN MyTh IUTPATHOTO
nukia (CAMK-m1yHT), KOTOpPBIN B OTJIMYME OT OCHOBHOI'O LIUKJIA HE MPUBOJUT K
CHUHTE3y TryaHo3uH-5'-Tpudocdara. [AMK-mynr (pucynok 136) xapakrepen
JUISL KJIIETOK LEHTPAJIbHOM HEPBHOW CHUCTEMBI, HO HE UTPAET CYIIECTBEHHOU PO
B JPYI'MX TKaHSX.
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Pucynok 136 — Oco0eHnocTH MeTa00/IM3Ma AMUHOKHUCJIOT LIEHTPAJIbHOM HEPBHOM CHCTEMbI

Hekotopble aMHHOKHCIIOTBI, HAMPUMEP 2AUYUH, achnapmam, Aymamam,
I'AMK, BBINOJNHSAIOT B HEWpOHaX (YyHKUUIO MeauaTtopoB. OHU XpaHATCS B CH-
Harcax M BBIJCJSAIOTCS MPH MOCTYIUIEHHWH HEPBHOTO UMITyJbca. [lepeHocunku
WHIYIHUPYIOT WU UHTHOUPYIOT MOTEHITUAN ICUCTBUS, KOHTPOJIUPYS TEM CaMbIM
BO30YKJCHHE COCETHUX HEUPOHOB.

CoenunurebHas TKaHb

Koauarenbl — Haubosee pacrpocTpaHEeHHbIE OCJIKU B OpraHU3Me KUBOT-
HbIX. OHU cocTaBisArOT 25 % oT obiiero koauyecTa 6enka. Kosarensr oopa-
3yIOT HEPacTBOpUMBIE HUTH ((UOPHILIBI), KOTOPHIE BXOAST B COCTaB MEXKIIe-
TOYHOTO MATPUKCAa U COCAMHUTEIbHBIX TKaHell (pucyHok 137). B opranusme
KOJUIare€Hbl BBIMOJHSIOT pa3HO0Opa3Hbie Ouosornyeckre GyHkuuu. O BaKHOM
POJIA KOJJIAr€HOB YOEAUTEIbHO CBUAETENBCTBYET MHOXKECTBO HACIEOCNEEHHBIX
2eHemu4eckux oegexmog, CBA3aHHBIX C MYyTAllMsIMU B MOJIEKYJIaX KOJJIAareHOB
Wi (pepMEeHTOB, MPUHUMAIOIIMX Yy4yacThe B uX OwocuHTe3e. Takue aedexTh
MOT'YT OKa3bIBaTh BIMSHUE HA CTPYKTYPY M (DYHKIIHIO IUTOCKENETA, CBI30K, CY-
XOXKWIHM, KOXHU, TJIa3, KPOBEHOCHBIX COCYJIOB, BOJIOC U JIaXX€ Pa3MEPOB Teja
(MPUMEPOM CITYKUT curopom Dnepca — [annoca).

124



xonnareu | -285«[a
NEPeXPHBANUe NPOCHeT anamerp
D=64-671m 40mm 1.5 Hm

T T Cmamm ?—‘—m—‘

e e Ciow [ S e
[c— — == ——— ]
2 ame — S i

anuka 400 um

R R

Dubpunna xonnarexa (hparMenT)

20-500 1m

Pucynok 137 — CTpyKTypa KOJLIareHoB

I'mapokcnimpoBaHue OCTATKOB NPOJIMHA W JIM3MHA B MOJIEKYJE IpO-
KOJUIareHa KaTaIM3UPYETCs MPOKOJIA2eH—2UOPOKCUNA3AMY, VMEIOIIUMHU B aK-
TUBHOM IIEHTPE aTOMBI kefe3a (cM. pucyHok 85). B xauecTBe koepMmeHTa uc-
nosib3yercst ackopbam (Butamu C). Cumntomsl nedunura BuramuHa C, Takue,
KaK BbIMaJieHue 3y00B, KPOBOTOUYUBOCTh JIECEH WM MOBPEKICHUS KOXH (YUH-
2a), OOBSICHAIOTCS HApyIIEHUEM OMOCHUHTE3a KOJUIareHOB.

Jecmo3uH (pucyHOK 138) — 0cCoOBIN BUA MEXMOJICKYJSIPHBIX CIIHBOK B
MOJIEKYJIE AJIACTHHA (CaMbIil IPOYHBINA OEJOK B OpPraHU3Me YEJIOBEKA).
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Pucynok 138 — Crpoenue necMo3uHa

CunTe3upyeTcs 37aCTUH B BUJIC MOHOMEPA, & BHEKJICTOUHO MPOUCXOAUT (Hud-
pULIOTEeHE3 ¢ 00pa30BaHUEM IOTIEPEUHBIX CBSI3EH, B 00pa30BaHUU KOTOPBIX MPH-
HUMAIOT Yy4acTH€ JIM3UHOBbIE OCTaTKU. C ydacTHeM OKCHJIa3 IPOUCXOAUT OKHUCIIU-
TENbHOE JI€3aMUHUPOBAHUE JIM3MHA U MOCIEIYIOIasi MEXMOJIEKYJIipHasi KOHICH-
carusi 4-X aJibJCTUHBIX TPYIII, B Pe3yJIbTaTe 4ero 00pa3yroTcs IECMO3HUHBI.
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