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I'JIABA 1

BBEAEHUE B BUOXUMUIO. CTPOEHUE U ®YHKIIUHU BEJIKOB

Beakun — OHONOTUMEPHI, OCHOBA KOTOPBIX IMOJHIICTITUAHBIE IIETH, T0-
CTPOEHHBIE U3 OCTATKOB (i-aMUHOKHUCIOT. CloKHbBIE OENIKi COJepKaT HeOeIKo-
BBl KOMIIOHEHT (PUCYHOK 1).

beTkH VpOBHH CTPVKIYPHOH OpraHH3alHH
/ \ Benka
IIpoctele CIOXKHEE // TpeTHdHAA
ITepeHuHan YeTBepTHIHAA
Amnoberlok  He0enkorad rpyima BTopriHas

Pucynok 1 — Cxema cTrpoenne 0esika. YPOBHHU CTPYKTYPHOH Opranu3anuu 0ejika

B 3aBUCHMOCTH OT CTpO€HHUsI HEOEJIKOBOM (MPOCTETUUECKOM) IpyNIibl OeIKu
JeJST Ha: XPOMOIIPOTEHHBI, TIIMKONPOTEHHBI, JIMIIONPOTEUHBI, METAILIONPOTEH-
HbI, HyKJI€OMPOTEUHbI, (HOCPONpOTEHHBI.

IlepBuvHasi cTpykTypa Oeqka:
1. 'eneTnuecku 1eTepMUHUPOBAHA U YHUKAJIbHA
2. Hecet koHdopmaiinoHHy0 HHPOPMAIIUIO
3. Omnpepensier popMUpoBaHUE aKTUBHOTO 1IeHTpa Oenka (AlLl)

Bropuynas cTpykrypa Oesika:
o-cnMpajab — HaubOojee ycToilunBas KOH(GOpPMALMS MOJEKYJbl, COIEp-
Kallas MUHAMYM CBOOOJHON PHEpPIrHH, TaK Kak B 00pa30BaHHUU BOAOPOIHBIX
CBSI3€M y4acCTBYIOT BCE MENTUIHBIEC TPYIIIbL.
®daxTophl, MNPEnATCTBYIOMNE (OPMUPOBAHUIO O-CHHUPATIBHBIX YYaCTKOB
OEKOBOM MOJIEKYJIbI — AJIEKTPOCTATUYECKUE, MEXaHUUYECKHE.
B-cTpykTypa — B OTJIMYHME OT C.-CIIMPAJIM OTKPBITA JUIsl 00pa3oBaHus J0-
HOJIHUTEJIbHBIX BOJOPOJHBIX CBSI3€H U CIIEOBATEIbHO MEHEE YCTOMUNBA.
B-noBopor — QopMUpPYyET MUMHHOKHCIOTA TPOJUH, W CTAOMIH3UPYETCS
OIHOM BOJOPOJHOM CBA3BIO.
HansropuyHble (CynepBTOPUYHbIE) CTPYKTYPbI — KOMOWHAIMY BTOPUIHBIX
CTPYKTYP, B KOTOPOH JBE LIETIN CKPYUYEHBI B OIHY KOHCTPYKLIUIO — o, of, Ba, B.
Jlomen — o0ocoOneHHas 00JacTh MOJIEKYJIbI Oelika, o0sanaromas CTpyK-
TypHOU U QYHKUIHOHAIBHOW aBTOHOMUEH.
Tperuunasi cTpykTypa 0esika:
DyHKIIMOHAIBHO aKTUBHasA KoH(popmaius 6enka, popmupyromas ALl On-
penenseT OMOJIOTHISCKIE CBOMCTBA HATUBHOTO OelIKa.



YeTBepTUYHAS CTPYKTYpa OeJika:

[IpocTpaHcTBeHHAsT OpHEHTAIUSI HECKOJBKUAX TIOJUTENTUIHBIX I[CTICH-
CcyObeIuHUI (MyIbTUMEPOB, OJTUTOMEPOB).

IIporomepsl (MOHOMEPBI, CYObeAUHUIBI) — OTACIbHBIC TOJUNEITHI-
HBIC 1IeTTH, He 00aaroniye OM0oJIOTHISCKON aKTHBHOCTEIO.

I'oMmoMepHbIe OelKK comepk aT OJWHAKOBBIE CYOBCIUHUIILI, reTepoMep-
Hble — Pa3HbIe CYObEAMHUIIBI.

MeTa60J/10H — COBOKYITHOCTh (PEPMEHTOB, KATAM3UPYIOLIUX OMpeIeeH-
HBIM MeTa00IMYECKUI MyTh UK €TI0 YacTh.

DyHKIUU Oes1Ka

1. Katanutudeckas (3H3UMBI).

2. CTpykTypHas (KOJUIareH, 3JacTyuH, OeIKku OMOJIOTHYEeCKUX MeMOpaH).

3. CokparurenbHas (aKTHH, MUO3HH).

4. TpancnoptHas (reMorio0uH, JIUIONTPOTEHHBI).

5.3ammTHas (OeIKM CHCTEMBI reéMocTasza, OeJIKM CHCTEeMbl KOMIUIEMEHTA,
MYIIMH, JU30LUM, UMMYHOTJIOOYJIUHBI, OCTKU-TOKCUHBI, OCTKU-aHTUOMOTHKH ).

6. Perynstopuast (ropMoHbl, PakTopsl pocta U nudPepeHupoBKH KIETOK,
pPELENTOpPHI).

8. Nonnsie kanans! (morasle AT®d-a361).

9. N'omeocTaTuyeckas, moAIepKaHKeE:

— OHKOTHUYECKOTO JIaBJICHNUS B KJIETKaX U KPOBHU;
— crabunsHoro pH u OydepHoil eMKocTH KpoBU (IreMOTrjIo0MHOBas

Oydepnas cucrema)

10. Pe3epBHas (anp0yMuUH, Ka3eMH MOJIOKA).

11. DHeprerrudeckas (HE3HAUMTENbHA, TOJBLKO B AKCTPEMATBHOM CUTYaIIUN).

benok (ALl) + Jlurana = OMoJIoru4ecKuid oTBeT!

ALl — ornpesenieHHbIN y4acTOK O€IKOBOM MOJIEKYJIbI, KaKk MPaBUio, HaXO-
JSUMics B yriyosuenun (kapMase), cpOpMUPOBAHHBIN pajrKaiaMyd aMUHOKHC-
JI0T, COOpaHHBIX Ha ONPEAEICHHOM MPOCTPAHCTBEHHOM Yy4acTke MpH (HOpMHUPO-
BaHUM TPETUYHOW CTPYKTYpPbl M CIIOCOOHBI KOMIUIEMEHTAPHO CBS3BIBATHCS C
JIUTAHJIOM.

Jo 60 % Oenka B JXKMBOM KJIETKE HAaXOIUTCA B KOH(OPMAIMOHHO-
pa3BepHyTOM (HATUBHO-pa3BepHYTON) GopMme (pucyHok 2). I'moOynspHas KOH-
dbopmanus crabunuszupyercs: TuapoPOOHBIMU B3aUMOJICHCTBUSIMH, 4 HATHBHO-
pazsepuytasi — 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 000T0YKA
I'HaopodHIsHAA

nepHPepHA

Pucynoxk 3 — CxeMa cTpoeHHsi 6€1KOBOM 1J100Yy.J1bI

B BogHOM pacTBOope MOJIEKYNBI O€liKa, KaK 3apsyKeHHBIC YacCTHUIIbI MPUTSI-
TUBAIOT K ce0€ AUMOJIA BOABI, KOTOPbIe POPMUPYIOT THAPATHYIO 000TI0UKY. Y C-
TOMYMBOCTh HATUBHOTO O€JIka B PAacTBOPE OMPEAETACT MOJEKYJISIPHON Maccoi
Oernka, 3aps10M OEITKOBOM MOJIEKYJIbI, HAIMYUEM TUIPATHON 0OO0JOUKH.

B ¢opmupoBanum 3apsga TpUHMMAIOT YYacTHE PaUKaibl CIETYIOIINX
AMUHOKHCIIOT:

1) MOSOKUTENIBHO 3apshDKeHHBIX (apruHuH (Apr), ructuaud (['mc), au3uH
(JTm3);

2) OTPHIIATEIILHO 3apsKCHHBIX (acmaparuHoBas (AcI) M TIyTaMHUHOBAs
(I'y));

3) He3apsukeHHBIX MONApHbIX (1uctenH (Luc) u Tupos3un (Tup));

4) xonuesbix o-amuHO- (-NH;3") u xap6okcunbubix (-COQO’) rpynn onuro-
MENTUIOB.

JIist 3TUX CTPYKTYP YUMTHIBAIOTCS TOKa3aTeId KOHCTAHTBI KHUCIOTHOCTH
PK, (Tabmuua 1). Bennuunel pK, npu 3TOM UrparOT pojb KPUTHUECKUX TOYEK
GYHKIIMA, TaK KaK MPU COOTBETCTBYIONIUX 3HAYCHUSIX PH mpoucxoauT n3meHe-
HUE 3apsia.

Tabnuua 1 — Onpenenenue 3apa10B NENTUAOB: 3HaueHUE pKa aMUHOKHUCIIOT

[Tpumepnsie Bennunnbl PK, U1 paivKaloB aMMHOKUCIIOT U CTPYKTYD,
KOTOPBIE MOT'YT HECTH 3apsbl:

[TOJIOKUTEIBHBIN OTpHUIATENbHBIN
o-COO 2,5
I'uc 6,5 A 3.9
a-NH;" 9,0 I'ny 4.1
JIuz 10,5 uc 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

V3MeHeHre CKOPOCTH PEaKIHil B MIPUPOIE IPOUCXOIUT C MOMOIIBIO KaTa-
mu3a. B 3aBucuMocCTH OT 00BEKTa U CHOCOOOB BO3JEHCTBUSA Karajim3a ObIBaeT

HEOPraHWYECKUH, OpPraHMYeCKUd U OMOOpraHmdeckuii — QepMeHTaTUBHBIN
(pUCyHOK 5).
Kartanuz BHOIOrHYECKHE KATATH3ATOPEI
o A f-
Heopragwdeckud OpraHH9ecKHH 2u3HMEl PHOOZHMEI  AO3HMEI

Pucynok 5 — Bujbl kaTajiu3a u 0H0JIOrHUE€CKUX KaTaJIN3aTOPOB

Ou3umbl (pepmentel, E) — Ouosiornyeckue KaTajam3aToOpbl OCIIKOBOMH
MPUPOJIBI.

Pub6o3umbl — PHK ¢ kaTanutuyeckoil akTHUBHOCTEIO.

A63umbI (abzymes, ot anr. antibody u enzymes niam catmab — catalytic
monoclonal antibody) — anTuTena ¢ KaATAIMTHYECKON aKTUBHOCTBIO.

[IpakTtryecku Bce TUMBI pUOO3UMOB U a03UMOB MPOXOAST UCCIECAOBAHUS B
Ka4ueCTBE TEPANIEBTUUECKUX MTPENapaToB.

Heb6enkoBblii KOMIIOHEHT Ha3BIBAIOT MO-pPa3HOMY: KOoPepMeHT, KodakTop,
nmpocteThyeckas rpymmna (pucyHok 6). OTaudue B TUIIE CBS3H MEXKIY OCIKOBOM
u HebenkoBor vactsmu Gepmenta. KodhepMmeHT cBs3an ¢ arnodepMeHTOM HEKO-
BAJICHTHBIMHM CBSI3IMH (JIETKO JMCCOLMUPYET), KOGAKTOP M MPOCTETUYECKAS
rpyImnna — KOBaJEHTHLIMU (IIPOYHO CBSI3aH).

DePMEHTEL

OIHOKOMITOHeHTHEIE JIBYXKOMIIOHEHTHEIE
(XonodepMeHT)

Ano@moﬂaﬂ TPVIIa

OpraHudeckad — HeopraHH4eckad

(KodepmeHT) (Kodaxrrop)

IIpocreTH4eckad HcTHHHBIH
TPVIIIA KodepMeHT

Pucynok 6 — Cxema cTpoenue ¢pepmMeHTOB
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Poib k0(hepMEHTOB MOTYT BBITIOJIHATH TPOU3BOAHBIC BUTAMUHOB.

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

1. ®ochopunupoBanue — THaMuH, puO0GIaBUH, TUPUIOKCAIb, TAHTOTEHAT.

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

3. [Ipucoeannenue Hykieo3uaa wim MeTuia — Bis.

4. Boccranosnenue — ¢omart, K.

OnHoli U3 XapaKTEepHBIX 4epT KO(hEepMEHTOB SBISIETCS TO, YTO BBICIIHE Opra-
HU3MBI HE MOTYT MX CHHTE3UPOBATh, M TIOATOMY KOPEPMEHTHI TOJDKHBI TIOCTYTIATh
B opranusM ¢ nuiei. [TockonbKy eTMHCTBeHHON X (DYHKIHEH SBISIETCS yJacThe
B KaTaym3e (Tabymia 2), exxeaHeBHas MOTpeOHOCTh B HUX Masia (1)1 YeloBeKa He-
CKOJIPKO MUJUTUTPaMMOB B JICHb). BUTaMUHBI, TIOCTYMAOIIME B OPraHU3M YeJIoBe-
Ka C MUIIEH B OOJBIIMHCTBE CIy4aeB UICHTUYHBEI KOQEPMEHTaM WA CTPYKTYPHO
ONHM3KU M. DTO TOBOPHUT O BAKHOW POJIM BUTAMUHOB B (PU3UOJIOTUH MUTAHUS.

Ta6numa 2 — KodepMeHThI 1 COOTBETCTBYIONINE UM BUTAMHUHBI

Kodepment OyHKIM CoOTBETCTBYIOIINN BUTAMUH
IlepeamuHnpoBanue [Mupunokcun (Bg)
o JlexapOoKcHuIupoBaHue
Panemuzanus

I[eKap6OKCI/IJ'II/IpOBaHI/I€ 0-KCTOKHUCJIIOT

TII® . Tuamun (B;)

[TepeHOC abaeruiHOM rPYIIIBI
HS-KoA Ilepenoc anunos [TanTOTEHOBAs KMCTIOTA
TT' @K, B1o Ilepenoc Ci-rpynn ®doimeBas kuciora, Bio
buotun KapOoxcunupoBanue buotun (H)
NAD", NADP" | ITepenoc H + &’ Hukorunosas xucnora (PP)
FMN, FAD [Tepenoc H + e Pubodnasus (B,)

B Monekyne pepmenTa BhIASISIIOT aKTUBHBIA U AJNIOCTEPUUECKHM IIEHTPHI
(pucyHox 7).

//\
CEBA3BIBAIOITHE LEHTD KaTtanHTHYeCKHH [IEHTD

(KOHTaKTHaA HIH AKOpHAaA IUTI0maaKa)
Pucynok 7 — Cxema cTpoeHMsI aKTUBHOT'O LIeHTPa (hepMEHTOB

Sxopuasi nJomWAAKA 00eCIeUYnBaeT Crenu(puIecKoe CpoaCTBO K CyOCTpaTy
(S) u bopmupoBanue hepMeHT-CyOCTPaTHOTO KOMILIEKCa (CBSI3M HEKOBAJICHTHBIE).

KaranuTuyeckuid EHTP — LEHTP HEMTOCPEACTBEHHOT'O KaTajm3a

Adanocrepuuecknii nentp (allos-napyroit) — yduactok ¢epmenra, ¢ KoTo-
PBIM CBSI3BIBAIOTCS OTPE/ICNICHHbIE BemecTBa (3()PEKTOpsl), OTIUYHBIE OT S WU
JIEUCTBYIONTME B UHOW KOHIIEHTPAIIMU OTIUYHOU OT CcyOcTpaTHOU. DPhHeKTOpHI
PETyJIMPYIOT aKTUBHOCTH (PepMeHTa IyTeM KOH()OPMAIMOHHBIX N3MEHEHUN €T0
Al (monoxwurenbHbie 3PPEKTOPHl — TMOBBIMIAIOT, OTPUIIATEIIEHBIC — CHIDKA-
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10T). AytocTepuueckue (peryiasTopHble) (PepMEHTHl KaTalu3HPYIOT CKOPOCTh
peaxiuii B KJIFOUEBbIX TOUYKaX METab0IM3Ma — Hayano METabOoIMUECKUX MyTeH,
TOUYKH UX Pa3BETBIICHUSI.

AKTHBHOCTH (pepMeHTa OTpa)kaeT CKOpPOCTh oOpazoBanus mpoaykra (P)
WM CKOPOCTh YOBUTH S B pacyeTe Ha KOJIMYECTBO MaTepuana, coaepxaiiero E.

EnuHuubl BbIpaxeHusi AKTUBHOCTH ()epMEeHTOB

1 karan (kat) — xonmdecTBo PepMeHTa, KATAIM3UPYIOIIETO PEBpaIlcHHE
1 mons cyOcerpata 3a 1 ¢ ipu 25 °C (cucTeMHasi €eIMHUIIA aKTUBHOCTH).

1 mexknynapoanas exununa (ME) — xonudecto pepmeHTa, KaTalu3u-
pyroniero npespanieHue 1 Mkmous cyocrpata 3a 1 mun npu 25 °C (BHecucTeM-
Hasl €IMHUIA aKTUBHOCTH).

YaejibHasi aKTUBHOCTb — YHUCJIO €IMHHI] aKTUBHOCTH (hepMEHTa, IMTPUXO0-
namuxcs Ha 1 mr Oenka, eAMHUIy 00bEMa OMOTOTHYECKOMN KUJIKOCTH WU €AU-
HUIlY MaccChl TKaHHU.

B MenuuuHCKON MpakTUKE aKTHMBHOCTH (PEPMEHTOB 4Yallle BBIPAXKAIOT B
€IUHUIIaX aKTUBHOCTU HA 1 71 OMOJIOTMYECKOM KUIKOCTH.

MoJiekyjisipHasi aKTUBHOCTH (YUCJI0 00OPOTOB) TOKA3bIBAET, CKOJBKO
MOJIEKYJ cyOcTpaTa B CEKYHJy NpEBpamiatoTcs B MPOAYKT 1 Monekysnoit dep-
MEHTa W HUCIOJIb3YETCA MJI CPABHUTEILHON XapaKTEPUCTUKU aKTUBHOCTU He-
CKOJIBKUX (DEPMEHTOB.

CoBpemeHHbIe KIaccuuKaiys 1 HOMEHKIIaTypa hepMeHTOB ObUTH pa3padoTa-
Hbl Komuccuelt no ¢pepmentam MexiyHapoJHOr0 OMOXUMHUYECKOTO CO03a U YTBEP-
*1eHbl Ha V MexmyHapoiHoM OnoxuMudeckoM koHrpecce B 1961 1. B Mockae.

Tabnuna 3 — MexayHapoaHas knaccudukaius pepMeHTOB

Knacc ¢pepmenTa Tun peakuun [Tpumep
1 kmacc — JIJII', karanasza, remM-okcujaaza M
OBP Bcex Tumon AL ’ 8
OkcuopeayKkTassl Ip.
2 KImacc — Ilepenoc otnenbHbIX atromMoB U | ['mokokunaza, AJIT, ACT, kpea-
Tpancdepassl TPYII aTOMOB TUH(OCPOKMHA3ZA U JIP.
®epmentsl XKT (nemncun, Tpum-

3 kjmacc — I'uaponutrueckoe pacuierie-

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

TUJIXOJIMHI3CTEpAa3a U Jp.

Herunponmutuyeckoe  pacuien-

4 xiacc — N o
JIEHME IBOMHBIX CBA3EH WM HX

JInassl (cuHTa3bI)

Enomnasa, dbymapar-ruaparasa,
aKOHUTAa3a | Jp.

o0pazoBaHne
5 kmacc — BzaumornpeBpamienust paznud- | [n-6-docdaruzomepasa, Tpro3o-
N3omepass HBIX U30MEPOB dhocdarnzomepasa u np.
6 KIacc — OO0pa3oBanue cBsizeil (CHHTE3)

FHyTaMI/IHCI/IHTCTBBa u ap.

Jlurassl (cunrerassl) | ¢ 3arparoit sHeprun ATO

Kaxmomy (epMeHTy NpHCBOCH YEThIPEX3HAUYHBIN KIacCHU(UKAIIMOHHBIN
HOMeEp, BKITIOYAIOIINIA Kjacc, MOAKIACC, TOAMOIKIACC U TOPSAKOBBIA HOMED B
noAmnoakiaacce (PUCYHOK 8).
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AT® + gpeatd <+ AN® + kpeataadocdat

kpeaTHHQOChOKHHAZA
K® 2.7.3.2.
HOPAJIKOBBIH HOMED B CITHCKE
KOMHCCHSA HOIIOIKIACC
1o depMeHTaM (pocdoTpanchepaszrl ¢ a30TCOICPIKATITHM)
aKIEeNTOPOM
KIIacc HOIKTACe

(tpaHcdepazrr)  (docdorpancdepassn)

Pucynok 8 — Knaccnukanus gpepmenton

Ha pucynke 9 npencraBiieHbl CTPYKTYpbl KOPEPMEHTOB JAETUIPOTEHA3 IS
OKHUCJIUTEIIbHO-BOCCTAHOBUTENBHBIX PEAKIUH.

®EPMEHTBI-2. MEXAHU3M JEHCTBUSA ®EPMEHTOB

Bricokast 3¢ ekTHBHOCTh (PepMEHTOB, KaK KaTaJau3aTOPOB, ONPEACIACTCS
ux cnenuduaHocThio (pucyHok 10).

CrnenHQHIHOCTE QepMEHTOB
Cy0cTpartHas aTaTHTHYECKAd

OTHOCHTEIEHAA CrepeocnellHQHIHOCT
(rpvomoeas)  AGCONIOTHALA

Pucynox 10 — Cneunpuunocts pepMeHTOB

A0cosoTHasi cy0cTpaTHasi cieu(PUIHOCTL — (PEPMEHT KaTalu3upyeT
IpeBpalieHue TOJbKO OfHOro cyoctpara. Hampumep, apruHaza ruaposinszyeT
TOJILKO apTUHUH; ypea3a - TOJIbKO MOUEBUHY.

I'pynnoBas cy0crpatHasi cneM(puIHOCTb — CIIOCOOHOCTh (PEPMEHTOB Ka-
TAJIM3UPOBATh HECKOJIBKMX CXOJHBIX IO CTPOEHUIO cyOcTpaTtoB. Hanmpumep, anko-
rosib ' — Karanu3upyeTr OKUCIEHHE pa3IMuHbIX CITIUPTOB: 3TAHOJIA, METaHOJA U JIp.

CrepeocnenmpuyHOCTh — (PEPMEHT KaTaau3UpyeT TOJIBKO OJUH BUJ
crepeonsomepa (D wmu L). Hanpumep, 601bIMHCTBO (DEPMEHTOB KaTaau3upy-
10T PeaKIi¥ TOJBKO L-aMHUHOKHCIIOT.

Karanurnuyeckasi cnenmupuuHocTh — 3TO CHEMUPUIHOCTh MyTeH Mpe-
BpanieHus (1o TUMy KaTalM3HPYyEeMON peakuuu) oOecredyrBaeT IMpeBpalleHHe
OJIHOTO W TOTO XK€ cyOcTpara moj JeMcTBHEeM pa3HbIX (epMmeHTOB. Hampumep,
MOJIEKYJIa TJIIOK030-6-pocdaT B KIETKaX MEUYEeHU YellOBeKa SIBIsieTcs cyOcTpa-
ToM Ut 4 pa3HbIX (pepMeHTOB: ¢GocdoriykomyTraza (CHHTE3 TIIMKOTEHA), TIIO-
K030-6-ocdaraza (moOunmzanus rmkorena, ['HIY), docdormokonzomepasa
(rmukonu3), raoko30-6-docdat Il (ITDIT).

14



THNINA

HO-d=0
HO HO HO L
"HO—HD>-HJ3-HD-2H

H |
o//_\z N o'H
_ Q
HN !
/:\/h N o'
o H

]
fgy-—HI-HD-HD-O'H

|
0. .N. N ofH
J\x
HN ;@ﬁm
N I*H
0

NINA :n_u_
HO-d=0
HO HO HO O

0 0
0=4-0  HAAVN oiig +dAVN
|
HO., ) 0 HOy
oqmu 0 mlo 0% n_u
Wz N — ﬂ\z y HO—0—d=0
i | p | »
o HO HO 7 _ HO HO
o,mu-oi_HHo Oi-0-d=0
|
@ 0 L 0
Of.:r Oh, _ s
P unm h
“HN tHN
(ava NIAA) s19doHHTEL] H C@avN)

HO OH

‘mav4 E
0 HO

N N T -
o N gy —0-d=0
O _

THN moi_WO

HO HO HO L
Hy-HDO-HDO-HD-D'H

HO OH

S

0
Wz _ N g5 —0-d=0
N

avid

) _

N 0]
TaN H.HOJ_HHO
] HO HO HO muﬂ
rmn_Tm?m?m?urm

u | :
oJ\z N O'H oJ\z; N >'H
g H@H 6 HN. A Q
N O'H N >'H
T 0
HAVN LAVN
HO HO
H HO HO.
07 | o 0
4 h —O0—d= ~ |
NN HI—0=d=0 HOI—0—d=0
¢ NN
N | \v 7 i N » 7
R N 0 N.. /M
N HO HO Y o uo 0
7 THN
Og5-0-d=0 0+
N 4 H)-0-d—=0
B 0 - 3
+2; =
o,uu\@ 0 |
NE 94
THN
19g0HHArHdHO :eeHIJodrHIaL raiEamdadoyy

Pucynok 9 — KodgepmeHTsl 1eruaporenas
nupuaunossie (NAD(P)") u ¢punaBunossie (FMN, FAD)
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®dakTOpbI, BIUSIONINE HA CKOPOCTH (pepMEHTATUBHBIX PeaKIUii
1. Konuentpauus pepmenTa u cyodcTpara.
2. Temnepartypa (1°).
3. Bennuuna pH.

4. Hammuue 3¢ (hekTopoB (aKTUBATOPOB U HHTHOUTOPOB).
5. [Inomane noBepxHOCTH cyOcTpara.

['padrueckoe BbIpakeHHE 3aBUCUMOCTU CKOPOCTEH (DEPMEHTATUBHBIX pe-
aKIUH OT pa3IUYHBIX (DAKTOPOB MPEACTABICHO Ha pucyHke 11

A

4 h
/M
\ [
% [
= [ 1]
\2 [
2 [
\2 |
‘-E_ | | ‘I
5= | o
\ N
\ [\
\I‘ | \
- J R
t°C pH ontumym pH
V‘ Vn
- \ me’ 777777777777777777777777 e
[E] K -

[S]

Pucynok 11 — I'pauku 3aBHCHMOCTH CKOPOCTH (PePMEHTATHBHOI peakuuu oT:

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

3aBUCHMOCTH CKOPOCTH (DEPMEHTATUBHON pEaKIMK OT KOHIIEHTPAIUU CyO-
cTpara BbIpakaeTcsl ypaBHeHUEM Muxasnuca-MeHTeH:

V= VMB.KG [S]
Ky +[S]
rae K, — koHcranta Muxasmuca (1/2 ot Vyae); V — CKOpocTh hepMeH-

TaTUBHOMN peakiuu; V.. — MaKCUMaJIbHasi CKOPOCTh (hepPMEHTATUBHON peak-

UM, TIPY TIOJTHOM HachileHHH (epMeHTa cyoctparom; [S] — KOHICHTparus
cyocTpara.
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K — KoHctanta Muxasnnca — KOHILEHTpalus cyocTpaTa Ipu KOTOPOi
CKOPOCTh KaTaJM3UPYEMOIl peaklMy COCTaBJISIET MOJIOBUHY OT MaKCHUMAaJIbHOM
(pucynok 11 r). Benmnunna Ky, otpaskaer cpoacTBo pepmenTa K cyocTpary. Uem
HI)KE KOHCTaHTa, TEM BBIIIE CPOACTBO (pepmeHTa K cydcTpaty u Hao0opoT. [Ipu
Hu3kon K., gepMeHTaTHUBHBIE peaklUUd MPOTEKAIOT C BBICOKOH 3((HEeKTHBHO-
CTBIO, TOTJIa KaK MpH BbICOKOU Ky, appexTuBHOCTD peakinu Hu3kas. B pa3Hbix
OpraHax M TKaHsX 3KCIIPECCHUPYIOTCS OJHU U Te 3k€ (PePMEHTEI, HO C Pa3InYHbIMU
BenmurHamMu Ky, 94TO MO3BOJISIET PETYIMPOBATh B HUX HE TOJIBKO CKOPOCTh peak-
1M, HO 00ecreynBarh 1eJIecoo0pa3Hoe MEeXOPraHHoe pachpeaeseHue cyocTpa-
TOB (HampuUMep, TIFOKO3bI B TIEYSHHU, MBIIIIAX, 3PUTPOIUTAX) (pUCYHOK 12).

iy
sake’

IekcOKHHAZA
100 7
K = 0,01-0.1 mmonn/n
757
SO T4 K = 10 mmons/n

1 ] - ) I
5 10 15 20
KOHIeHTPalHs M0KOahl, MMOUIL,/ A
Pucynok 12 — 3aBuCMMOCTh AKTUBHOCTH F€KCOKHMHA3BI U IJIIOKOKHHA3BI
0T KOHUEHTPALMHU [VTIOKO3bI

B kuHeTHKe (hepMEHTATHBHBIX PEaKIMil BaKHBI yCIOBUS, KOHTPOJIUPYIO-
1[1e aKTUBHOCTh (PpepmeHTOB (pucyHOK 13):

1. KonndecTBo MosieKysl (epMEHTOB B KJIETKE, KOTOPOE ONpPEAesieTcs co-
OTHOLIEHUEM IPOLIECCOB CUHTE3a U pacnaga OeIKOBOM MOJIEKYJIbI.

2. HoctyrHocTy MoJiekyl S u kodepmenta. UeM Ooibllie KOHIIEHTpAIUs
cyOcTpaTa, TeM BBbIIlIE CKOPOCTh META0OIUYECKOTO MyTU. BaxHyto posib urpaer
BEJIMYMHA TUTOMIAIN MTOBEPXHOCTU CyOCTpaTa (HampuMmep, SMyJIbIrUPOBAHUE JKH-
pa yBeInWuyuBaeT IJIomaasr KOHTaKkTa ¢pepmMeHTa ¢ cyoctparom). B mporecce ka-
Tajan3a MPOUCXOAUT OCBOOOXKIEHHE (PEPMEHTOB M KO(DEPMEHTOB, paHEE Y4acT-
BYIOIIMX B KaTajause.

3. AJUTOCTEpUYECKON PErymsiiuy KaTAIUTUYECKOW aKTUBHOCTH (DEPMEHTOB.

Perya4iHa akTHBHOCTH d)epMeHTa

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

Pucynok 13 — Peryasinust akTuBHOCTH pepMEHTOB
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AnnocTtepudeckasi peryisius KaTaJUTHYECKOH aKTUBHOCTH (DepMEHTOB
MPOTEKAET 3a CUET:

® 0enoK-0eTKOBBIX B3aUMOACHCTBUIA, HAIPUMEpP, C MOCIEIYIOIUM Orpa-
HUYEHHBIM MPOTEOIM30M MOJIEKYJ MPOPEPMEHTOB;

® oOpatuMmoi xummudeckoi monudukamuu (hochopunpoBanus/aedochopu-
JUpOBaHus ) MOJIeKy pepmenTa (pucyHku 14, 15).

AliocteprdecKkast peryJisiys XapakTepHa He TOJBKO TSl ()epPMEHTOB, HO | IS
JPYTUX OEJIKOB, CBS3BIBAIOIINX JIUTAHIBI (KOOTIEpaTHUBHBIHN 3 (heKT reMorjioonHa).

ATO AD

NS

( IMporennkuHaza w Auper

Jlunaza-0OH Jumnaza—P
HeaKTHBHas AKTHBHAA

t Docartasa J HKupunie
KHCJI0ThE
)/ \ v

H,PO, H,O [JIHIEPHH

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

BT
\@/ \g;a/

Pucynok 15 — Aniocrepuyeckas peryJsinusi aAKTHBHOCTH ()ePMEHTOB
a — aKTHBHBIN KOMIl/IEKC; 0 — HeaKTHBHBIN KOMIUIEKC; 1 — aKTHUBHBIN HEHTP;
2 — ajjocTepuyeckuii HeHTp; 3 — cyocTpar; 4 — MoJIOKUTENbHBIH dPdhexTop;
5 — orpuuareasHbIH 3¢ pexTop. Atocrepudeckue IPpPeKTOPbl MEHIIOT HATUBHYIO
KoHopmauuio pepmenTa, 3arparusas ero AL

K yuciy coennHeHuii, MOLYIUPYIOIIUX aKTUBHOCTh (DEPMEHTOB, OTHOCSIT-
csl UHTUOUTOPHI (pUCYyHOK 16), HanpuMep J1eKapCTBEHHbIE NPENapaThl.

HHruoHTOpEI
CrenadHIecKHe Hecnenndraeckne
HeoOpatayeie OO0parHMEIe

KoHkvpeHTHEIe HexkoHEypeHTHEIR

Pucynok 16 — Knaccupukanusi MFHrHOMTOPOB
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AKTHBHOCTh ()EpMEHTOB B KJIETKaX OMpPEEsIeTCs] KOHIIEHTpaIluei ropMo-
HOB, LIUPKYJIUPYIOMIUX B KPOBHU. [ OPMOHBI, HMEIOIINE PEIIENITOPHI HA TTOBEPXHO-
CTH KJIETOUYHOW MeMOpaHbI, peanus3yloT cBOM 3PQeKT uepe3 aJeHUTIATIIMKIA3-
HBII MexaHu3M (pucyHku 17, 18).

BHeWHMI CTUMYNUPYIOLWLWIA BHeLwWHWIA MHIMBUpyoWWi
curHan curHan

| A

R, |

—\IT® rmo \
o ATD ( I';d; S -- -ISL‘E.“L‘La
rooe

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

TOKCHH
o R) C)
®RY ) e

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

Pucynok 17 — ApenniaaTumkiaasHbli NyTh peryasuuu MeTadoan3ma

NH, NH,
Y ”)\J[Nj
S SN
S O - N
o o o -
HO—ll’—O—-{il’—-O—lli'—O—O OH HO—pP—O OH
L!)H CI)H c')H ©

O6pazosaHue UAMOD

Pucynok 18 — YpaBHeHnue peaknum, KaTaJu3upyeMoe aJeHUJIATIUKIA30

Jpyrum npuMepoM peain3alii BHEIIHEro CUrHaia (Co CTOpOHbI TOPMOHA)
Ha aKTUBHOCTH (DEPMEHTOB B KJIETKE SIBISIETCS MHO3UTON-3-(OChaTHBI MYyTh
perymsiun (pucynku 19, 20).
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Pucynok 19 — UHo3uTO0.1-3-(pocPaTHBINA NYTHh peryasiiuu MeTadoam3ma

Qocdaruapaunosuton (PH)
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Pucynok 20 — YpaBHeHnue peakuuu karaausupyet ¢ochoaunaza C




®EPMEHTBI-3. MEJUILIUHCKAS 9H3UMOJIOI' s

OcHOBHBIC HANIPABJICHUS] MeIUIIUHCKON IH3MMOJIOTHH

1. Du3umonaTum (MEepBUYHBIE, BTOPUYHBIE) — MATOJOTUYECKUE COCTOSI-
HUs1, 00YCJIOBJIEHHBIE HAPYIIEHUEM aKTUBHOCTU (hEPMEHTOB.

2. JH3MMOIMATHOCTUKA — JTUAarHOCTHKA 3a00JIeBaHUIl ITyTeM ONpeeIICHUS
aKTUBHOCTH (DEPMEHTOB B TKaHSX, OMOJOTMYECKUX KHUIKOCTAX U JIp. O0ObEKTaXx.

3.9H3uMoTepanus — NpruMeHeHue (PEPMEHTOB B KaUe€CTBE JICKAPCTB.

4. [Ipumenenne pepMeHTOB B JIaDOPATOPHOH liPpaKTHKE.

HN30¢pepmentsl — rpynmna poACTBEHHBIX (PEPMEHTOB, KaTaTU3UPYIOMIUX
OJIHY U Ty K€ PEAKIHIO, HO OTIUYAKOUIUXCS MO0 (PU3UKO-XMMUYECKUM CBOKMCTBAM
(4eTBEpTUYHOM CTPYKTYypE, 3apsAIoM (IEKTPO(DOPETUYECKON MOABMKHOCTHIO),
4yBCTBUTEIBHOCTS K t°, pH, HHrHOUTOpam, CKOpOCTHIO, HAIIPABJIEHUEM PEAKIIH
u 1p.). U3Bectno 6omnee 100 uzodepmenTor. OHU UMEIOT PA3IMUYHYIO TKAHEBYIO
JOKAJIM3alI0, MOAYJIMPYIOT CHEHU(PHUUECKYIH0 METaOO0JIMYECKyl0 aKTHUBHOCTh
TKaHEH, a ONpeAeNeHue UX aKTUBHOCTH HCIOJb3YeTCs MPU AMATHOCTUKE 3a00-
JeBaHUN — oH3uUMoOuazHocmuxe (pucyHiu 21-23).

W W

JIT, JIT, JUIT, JIT, JIIT s

(cepae) (cepate/mouKn) (moukwm) (MBIIIIBI/TICUEHb) (MBIIIIBI/TICUEHb)

OONNO OGO

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—KeTorIyTapar

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

O—KeTOorjyTapar

COOH
HC—OH
CHs

JJaKkTaTt

KpeaTuH

Acnapmamamuno- COOH COOH
mpanceepaza (2) | |
C=0 HC—NH,
+
P | |
C|ZH2 CIIH2
COOH ?Hz
COOH
YK
I'mytamar
Ananunamuno- COOH
mpancgepasa (2) ?OOH
c=0 4 HC—NH,
I1d |
CHs CH,
iy
H
[IBK COO
I'myTamar
Jlakmamoezauopozenasa(l) ?OOH
°
NAD" NADH +H*
I[IBK
Kpeamungocgoxunasa(2) COOH
i
/ \ ’I\l cn,
HN=C
i
ATD AllD ’I\IH
O=?—OH
OH
kpeatuHdocdar

Pucynox 23 — Peakuuu, karaausupyemble pepMeHTAMEI
ACT (AcAT), AJIT (AaAT), JIATI', KOK
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I'/IABA 3
BUOSHEPI'ETUKA

BUOJJIOTTUYECKOE OKHCJIEHHUE-1. INKJI KPEBCA.
ITYTHU HOTPEBJIEHUA KUCJIOPOJA B OPT’TAHU3ME

TepmuH «0OH03HEPTreTHKA» 00pa30BaH U3 JIBYX IPEUCCKHUX CIOB «DI0Sy —
XKHU3Hb U «energeticy — crnocoOHOCTh K JeHCTBHIO. BHOHEpreTHKa M3ydacT
IpolIecChl MPeoOpa3oBaHusl BHEIIHUX YHEPrUil B MOJIC3HYIO JIEATEIBHOCTh Op-
raHU3MOB U DHEPTEeTUYECKUE MPOIIECCHI B KIIETKE.

buosornyeckoe okucjeHHe — COBOKYNHOCTh OMOXMMUYECKUX PEAKIUH,
IPUBOAIINX K 00pa30BaHUIO MOJE3HOW KOHBEPTUPYEMON DHEPTHH 3a CUET JIe-
rpaJlallid KOMIIOHEHTOB UM (PUCYHOK 24 ).

®epmenTsl M KOpepmenTsl BO:

Oxkcudopedykmas3wl (Tabnuia 3, pucyHox 9):

— OKCUOA3wvl;
— 0e2udpo2eHasvl.
* nupuauH-3aBucuMbic (NAD);
* (hnaBun-3aBucumeic (FMN, FAD);
— 2udponepoxcuoassl;
— OKCU2eHA3bl.

Hauvanenbie stamnel karabonusma (crierupuyeckue MyTH) OCHOBHBIX IHIIIE-
BBIX BEIIECTB — OECJIKOB, YIJIEBOJOB, JHMMHIOB — MPOUCXOAAT NPHU yYaCTUHU
dbepMEeHTOB, CeMPUICCKUX JIJIS KaXJA0ro Kjacca BEIIECTB. DTH dTallbl 3aBep-
matorcs oopazoBanuem AByx MetabonutoB: [1BK, anetun-KoA (pucyHnok 24).

OO6mmit myTh katabonusma Bmrovaet: OJI1, IITK u LI1D.

B ocHoBe coBpemeHHBIX TpeactaBieHuii 0 bO nexar 3aKoHbI TEpMOANHA-
MUKH, OOIIIUM BLIPAKCHUEM KOTOPBIX SBJISIETCS ypaBHEeHHE [ nb0ca:

AG = AH - T\S,

rae G — cBoOomHas sHeprus (dHeprust [ mooca); \H — saTanmemums; T —
a0COJIOTHAA TEMIIEpaTypa; S — SHTPOIIHSI.

Jls1st TOro 4TOOBI peakiuu B KJIETKE MPOTEKaIu B OJIATOTIPUSATHOM C TIO3HU-
MU TEPMOJAVNHAMUKYU HANPAaBJIECHUHU, HY>KHbI MOJIEKYJIbI, THAPOIN3 KOTOPHIX Xa-
pPaKTEepU3yEeTCs BBHICOKMMH OTPHIIATEIILHBIMU 3HAYEHUSAMH dSHeprum [ ubOca
(,G). Takue coeqUHEHUS HA3BIBAIOT MAKPOIP2AMU — MAKPOIPTUUCCKHE COCIH-
HeHus. Hambomnee pacnpocTpaHeHHBIMU MaKpOdpraMu B KIIETKE SIBISIOTCS CO-
€IUHEHUSI, COJIepKaIe MaKpOIPruieckyro gocdarHyro rpynmny (pUucyHok 25).
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@Oynknnu AT®: Mexanuyeckass (COKpalllEHUE MBIIII), OCMOTHYECKAs
(paboTa MOHHBIX HACOCOB), XUMHUUYECKas (AaKTUBAIUS METa0OJMTOB) PabOTHI, pe-
ryasTopHas (akTuBarusi aHaOoNIM3Ma M WHTHOMpOBaHUE KaTabonmsma, (hocho-
pPUIMPOBaHUE MPOTEUHKUHA3, cUHTE3 TAMD).

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

AK ['mroko3a I'm

3-<I£FA /

Il >ram !

__________________________________________________________________________________________

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

l
i

_______________________________________________________________________________________________

Pucynok 24 — OcHOBHBbIE 3Tallbl OKHCJIEHHUS CyOCTPATOB OMOJIOTHYECKOI0 OKHUCIEHHU S
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Cnoco0b1 cunte3a AT®:

1 — Oxmucanreabnoe ¢ochopuampoBanue (OP) — cunres AT u3
AJ1® u Heopranmdeckoro (ocdara, CONpsHKEHABIA ¢ OKUCIEHUEM, T. €. TIEPEHO-
COM DJICKTPOHOB 1O JIbIXaTEIBHOM IEMU OT CyOCTpaTa K KUCIOPOy.

2 — CybcTpartHoe dochopuimpoBanue (CP) — cunrez ATO umu ['TO
MyTeM TPSMOT0 TEPEeHOCa MaKpodprudeckoro (¢ocdara ¢ BHICOKOIHEPTeTHIE-
ckoro narepmenranTa Ha AJI® wmu ['J1D.

//—»Am\

%(_/

h

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

Bpinesnenne
9 Hel )TUU.
OKHUCJICHUEC
yIJIeBOJIOB,
KHPOB,
0€JIKOB.

HUcnonp3oBanue
QHEPIUH:
OrocuHTE3
MOJIEKYII,
COKpaIlcHHE
MBIIIIII,
AKTUBHBII

TPaHCIOPT,
TPOIYKITHS
Tera.

N

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

Huka Kpedca (upki TpUKapOOHOBBIX KHCJI0T, HIATPATHBIA HUKJ)

Buyrpukierounas Jjgokanusanusa: Bce (epmentsr I[TK naxomsTcs B
MATPUKCE MUTOXOHAPHUH, OJHAKO cykiuHAt /I’ morpyxeHa BO BHYTPEHHIOIO
MeMmOpany mutoxonapuit, popmupys |l kommiekc ITL. [TocnenoBaTeabHOCTD
peakiui L{TK nokasana Ha pucynke 26.

buoJsoruueckasi poJb:

1. Onepreruueckas (1 o6opot mukna = 12 ATD).

2. Ilnactuueckass — OwWocHHTE3bl ¢ ydacteM uHTepMmeauatoB L[TK (a-
KI'-I'J1Y, OA—ACII, Cykuuaui-KoA — I'em).

3. Perynsaropnas (LITK perymupyer akTUBHOCTBH ITUKJI CMHTE3a MOYCBUHBI
(LICM), cunTe3a rema u ap.).

Cymmapnoe ypasnenne IITK: Auetun-KoA + 3NAD" + FAD" + T1® +
@, + 2H,0 —»2CO, + HS-KoA + 3ANADH+3H + FADH, + I'T®.

CkopocTth JUMUTHPYWOIIMHA (epMeHT HUKJIa (KaTaIU3UpyeT camylo
MEJIJIEHHYIO peakinio): uzouurpar I

Peryasiuusi UKJIa MPOUCXOAUT 10 MEXaHU3MY OTPHUIATEILHON 00paTHOM
CBSI3U C yYaCTHEM aJUIOCTEpUUECKUX (PePMEHTOB (PUCYHOK 27).
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H,C-CO~SKoA

Anerun-KoA
cooH H,O HS-KoA
NADHH" CHy H,C-COOH
NAD" O:c|: Lumpamcunmasa (4) HO_CI:_COOH
C%?H H,C-COOH H,0
aBeJIeyKCycHasl -
COOH Manam- KI/ICJ‘IOTay(H_[}g]K), urpar ‘iﬂzc cooH
CH, Odecuopozcenasa (1) Oxkcanoanerat (OA) Q‘COOH
ICOOH IMuc-akonurar
Mavar Arxonumasa (4) 0
2
Dymapam-
H.0 eudpamasa (4)
2
HC HCII-COOH
HC HO-C-COOH
CI:OOH Cykyunam- H
Oezuopozenasa (1) o-Kemoznymapam- Hszoyumpam- W3zomurpar
dymapar OezuopozeHasHblil oezudpozenasa (1) P
QOOH xomnrexc (1,2,1) NAD
CH, [TTI®, nunoamuo, PAL] CI:OOH
i Cykyunun-KoA- CH
FADH, pApCH, cunmemasa (6) COOH HS-KoA NADH+H"
COOH _ HS-KoA CH,
| COZ
CykmuHat CH,
O=C~SKoA
TAD+®, I'Td Cyxummmn-KoA + NADHTH' ocketortyrapar
CO,
Pucynok 26 — Peakuuu nukjia TpUKapOOHOBBIX KHCJIOT
Auerun-KoA HS—KoA
Oxcanoauetar \‘-d/ = [[uTpar
P
.
HA/JI*H .\ O -
HA ﬂ+ HA-H E'! -
Manar HaoumnTtpar
@ AlD HAIL*
© HAIH
® ca HAZLH
MOymapar c-Kerornyrapar
© ATO HAL*
© HAJ/*H
@ ("‘334- Hﬁﬂ'H
CykuuHar - Cykunuun-KoA
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BUOJIOI'MYECKOE OKUCJIEHUE-2. TKAHEBOE JbIXAHUE.
OKUCJ/IUTEJIBHOE ®OC®OPUINPOBAHUE

Kucnopon B KieTKax HCMOIb3YETCS MUTOXOHAPUSIMH, MUKPOCOMaMHU U B
peaKIMIX MePEKUCHOTO OKUCIIEHUS (PUCYHOK 28).

IIytH yTHIH3AUHH O; B OpTaHH3IMe

MHTOXOHIPHATBHEIH MHKpOCOMaIBHEIH IlepeKHCHBIH
(90-95%) (5-10%) (2-5%)

Pucynok 28 — Ilyrn yruiam3anum KHCJI0poia B OpraHu3Me

| — nymo nompeonenus kuciopooa — mumoxonopuaivbHolii

MuToXOHAPHAJBHBIA TYTh NOTPEOJCHUS KHUCIOPOJa OCYIIECTBISACTCS
Onaronapst pabote apixarenbHo menu (/I11) MuTOXOHIpHIA.

JIbixaTesibHast (3JIEKTPOHTPAHCIOPTHAS) UeNb MHUTOXOHAPUH — TIO-
CJIeI0BATEIBHOCTh (DEPMEHTOB-TIEPEHOCUMKOB 3JIEKTPOHOB C BOCCTAHOBJICHHBIX
NAD" u FAD" Ha KoHeuHBIif akienTop — Kuciaopos (pucyHok 29, 30).

Mexanu3sMm eiicTBUs — ABYJICKTPOHHOE BOCCTAHOBIICHHE aTOMa KUCIIOPO/Ia.

Jlokaau3zauusi — BHYTpEHHSs] MéEMOpaHa MUTOXOHIPHIA.

OcHoBHasi ABMAKYLIAsi CHJIa TPaHCIOpTa 3JIeKTpoHOB 110 DTL[ — 310 paz-
HOCTh PEJIOKC-TIOTEHIIMANIa (OKUCIUTEIHbHO-BOCCTAHOBUTEIILHOTO MOTEHIMAMA —
OBII, Egwpoc). 3Hauenne OBII mo3BosisieT onpenenuTh HalpaBlIeHHE TepeHoca
AIIEKTPOHOB MEXTy paszHbiMi OB mapamu. Uem mMeHblle Eypoc, TEM JIETUE 3Ta Ma-
pa otaaet 3nekTpoH. Bee peakiinu B DTL HampaBiieHbI 110 «TEPMOAMHAMHYECKOMN
JIECTHHIIE» OT TlepeHoctrka ¢ Haubosee orpunarteabibiM OBIT (NADH+H) k k-
ciopoxy (O,), uMmeroriieMy HarnboJIee MOJIOKUTEIBHBINA PETIOKC-TIOTEHITHAT.

IynkTel conpsxenust (pochopunupoBannsi). B cOOTBETCTBUU C XEMH-
ocMoTHYecKol rurorezon Mutuenna, B I, 11, IV kommnexkcax DT mpoucxoaut
oTkauka mpotoHoB B MMII, B pe3ynbTare yero gpopmupyercs TpaHCMEMOpaH-
HBII d1eKTpoxuMuueckuii norenman ApH" (pucynok 30).

P/O — xomnuecTBeHHBIN MOKa3aTeidb I(PPEKTHBHOCTH OKUCIUTEIHHOTO
dochopunuporanus. Koapduruent P/O — 310 oTHOIICHHE Yrcaa MOJIeKy1 D,
nomeaqmrx Ha cuHTe3 ATD K KOJIMYECTBY MOTJIOMIEHHBIX aTOMOB KHCJIOpPOAA.
st NADH — 3asucumoix cyocmpamos kodddurment P/O = 3, nis FADH, — 3a-
sUCUMbBLX CYyOCcmpamos = 2, s afipeHaIMHa 1 ackopbara kodhdurment P/O = 1.

CocTaB KOMILIEKCOB AbIXaTeJIbLHOM eI MUTOXOH/APHIi:
. NADH-yOouxuHOH-OKCHI0pEIyKTa3a.

Il. Cyknunat-yOuxuHoH-okcuaopenykrasa (cykuuaat/Il).
11, Youxunomn-uuroxpom-C-oKkcuaopenykrasa.

IV. Hutoxpom-C-okcuaasa.

Y. AT®-cunraza.
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Inner mitochondrial membrane

/

Pyruvate

/

Pyruvate

HF,’( oA

NADH

FAD
(2H)

Mitochondrior

Pucynok 30 — Tpancdopmanusi 3Hepruu nNpu OKuCJInTeJ-HOM (GochopHINPOBAHUA

['pagveHT 37EKTPOXMMHUYECKOTO MOTEHIHaaa B MeMOpaHe MHUTOXOHIpPUU
npejcTaBieH AByMsl KomnoHeHTamMu: ApH (IpoToHHBIN TpaaueHT) u Ay (MeM-
OpaHHBIN, JIEKTPUYECKUI TOTEHIIMA).

WHrubuTopsl, Bo3AEUCTBYs Ha pazjinvHble komruiekcesl L (pucynok 31),
3HAYUTENBHO CHUKAIOT NPORyKInio ATO.

Mamomat
Eonmoerc I \
NADH $AT FeS | =— CyruHHAT
Konmmmerc 1 l
@OAH, Fel o Fol) — » |mETb, FeS, 0BT ¢}l IHT c— IIHT 3, OHT 33 [— O
I T .
BapbeTypaTeL ABTHMHITHE A CN-. H,5, CO
POTEHOH

Pucynok 31 — MHru0uTOpSHI NEPEHOCca JJICKTPOHOB B AbIXATEJIBLHOM e MUTOXOHAPHIA

JleiicTBre pasoOIMTeNneil CHIKAeT KpuTudeckoe 3Hauenne ApH", uto ko-
JMYECTBEHHO BiIMAET Ha cuHTe3 ATO.

EcrecrBennble pazoommrenu: pazoomaroniue 6enku (UCP — uncoupling
proteins), OoJibIKe 10361 TUPEOUTHBIX TOPMOHOB, OCIIKM TEPMOTECHUHBI OYpOi
KUPOBOU TKAHU, KUPHBIE KUCIOTHI C ITTMHHON IENbIO, IPOIYKThl IEPEKUCHOTO
OKHUCIICHUS] JIMIUAOB U JIp.

UckyccTBennbie pa3zodmurean: 2,4-muautpodenon, suramud K u ero
MIPOU3BOJIHBIC, aHTUOMOTHKY U JIp. luHuTpodeHo, Kak ciadbast KUCIOTa CBSI3bI-
BaeT nmpotoH B MMII Ha HapyXHOU OBEPXHOCTH BHYTPEHHEW MEMOpPAHbI U Tie-
PEHOCUT €r0 B MaTPUKC MUTOXOHJPHii, paccemBasi, mpu 3ToM, dHepruio ApH"
(pucynoxk 32).
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NO, NO,

Pucynok 32 — JleiictBue 2,4-1uHuTpOodeHo1a KaKk pa3o0mmTeIs

Il — nyms nompeonenusn kucnopooa — murpocomanvHblil

Jlokanu3anusi MUKpPOCOMAJIBHOW JIbIXaTEIbHOM 1IeH — MeMOpaHbl MUKPO-
coM (MCKYCCTBEHHbIE BE3UKYJIbI, 00pazoBaHHbIe 13 00pbiBKOB JIIC B mpoiecce
rOMOT'€HU3allUU TKaHH ).

MexaHnn3m JelicTBUSA: OJJHODIIEKTPOHHOE BOCCTAHOBIIEHUE KUCTIOPO/a.

buonornueckass posab: cunre3 bAB (ropmonsi, menuaropsi, Pg, LT,
TXA), neTokcukaius KCeHOOMOTUKOB, (aronuto3. CTpoeHne MUKPOCOMAIILHOM
J1LI oTniyaeTcs OT MUTOXOHAPUATIBHOMN, HO IIPUHIIUIT TOT K€ — OKUCIUTEIIbHO-
BOCCTAaHOBUTEJIbHBIC peakiuu (PUCYHOK 33).

N O
o o B
7N RS

RH R-OH

2
NADPH*+ H* NADP*

Pucynok 33 — Crpoenne MEKPOCOMAJILHOM AbIXAaTEIbHON LeNH

| — nyme nompebnenus kucnopooa — nepekucHvle npoyeccol
Kucmopo coaepkut 2 HeCnapeHHbIX JIEKTPOHA € MApaUIEIbHBIMA CIIMHAMM,
KOTOpbIE€ HE MOTI'YT 00pa30BbIBATh TEPMOJMHAMUYECKH CTAOWIIBHYIO Mapy U pacro-
JararoTcsl Ha pasHbix opoutaisix. Kaxaas u3 3tux opOuTaneid MOKET NPUHATh OIMH
ANeKTpoH. TloaHOE BOCCTaHOBIIEHUE MOJIEKYJIbI KUCIIOPOIa MTPOUCXOANUT B PE3YJIb-
Tate 4 0JIHORJIEKTPOHHBIX MEPEX0/I0B, KOHEUHBIN MPOAYKT Boja (PUCYHOK 34).

e e 2H e H e H™
D;E'-" D:ih H;D;L H,O + GH'—&'r 2H,0

Cynepokcusi — MepoKCU — THAPOKCUIT-pauKaI—BOIa
Pucynok 34 — OOpa3oBaHue aKTUBHBIX (p)OPM KHCJIOPOAA
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Hcrounuxku oopasoBanuss ADK B kierke:
1. MutoxoHapHanbHOEe OKUCIICHHE — OCHOBHOW UCTOUHHK 00pazoBanus ADK.
2. MuKpoCOManbHOE OKUCICHHUE 3a CUET HUTOXpoMa Pysp
3. Peakuu Xabepa — Baiica u @enTona (pucyHok 35).

Peakuma @enrTona

e
YA 2
Fem + H,0, ——= Fe™ + OH + |OH’
Zudpoxci-
Peaxnna Xabepa-Baiica Pﬂﬁﬂmg
=3 fjo= 107 ¢
i
0,” + H,0, O, + OH +|OH

Pucynok 35 — Peakuun XatGepa — Baiica u ®eHTOHA

ADPK — BHYTPHK/IECTOYHBIC BAHAAIbI
Bce nporiecchl nmotpednenus kucaopoaa BeayT k oOpasoBanuio AOK. ADOK
aTaKkyroT JIF0ObIe MOJIEKYJIbI KJIETKH, HHIYLHUPYIOT 00pa30BaHUE HOBBIX PaIuKaIoB
Y MHUIMHPYIOT LIEMHbIE PEeaKlnu, noBpexaas memOpansl, 6enku, [IHK, Bei3bIBas
HOBPEXKACHUE U THOENb KIETOK, MyTallii, KaHLIEPOreHe3 U T. . (pUCYHOK 30).

H\"\

et
",

Hoﬂpe&meyﬁ/e ) ”&54., ®epmenter DTI] \ N
[/ wnnnndnnns TloBpeskaenme MX
[ | S o /3
Mospexaenin || N |
MeMOpaH | >l %MBTE’ | ‘
L= |

HGBPEHQHEﬁ{dE Mucleus
JHK »W (DMNA)

" n,
M,

N [ lloerimenHas
\ : H MIPOHHMIIAEMOCTE
: Foroocn oooetPT. | Membpan
I10J1

Pucynok 36 — IloBpesxkaaromee qeiicTBHe AKTHBHBIX (DOPM KHCJI0POJA HA KJIETKY:
I'SI1 — riaakuii 3JHAOIVIA3MATHYECKHIA PETHKYJIYM;
HIDIIP — mepoxoBaThlil JHAOIIAZMATHYECKHI PETHKYJIYM

[Tpu pabote DT MuTOXOHAPUI MOXKET MPOU30OUTH 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 ITL muroxonapuii

AHTHOKCHIAHTHAA 3AaIIUTA KJIETKH — MpeI0TBpPaliaeT HeraTuBHOE
neiicreue APK

CucreMa aHTHOKCHJIAHTHOM 3allUThl COCTOMUT U3 (hepMeHTHOU (pucyHku 38,
39) u HepepMEHTHOI TMHMIA, TPEICTABICHHBIX BEIIIECTBAMU — aHTHOKCHUAHTAMHU.

M®epMeHThI AHTHOKCHAAHTHOM 3alUTHI [IPEACTABICHBI B OCHOBHOM: CY-
nepokcuaauemytazoit (CO/l), rmyTaTHOHIIEPOKCHIa30, TIIyTaTUOHPEAYKTa30M
u katanazou. CO/Jl nmpeo6pazyer O, B H,0,. Ilepexuch Bogoposa He paaukal,
HO B peakiuu PeHToHa oOpa3yeT 04eHb TOKCUYHBIN THApOKcUI-panukai. Ka-
Tajla3a W TJIYTaTUOHIIEpOKCcHaa3a Heutpaimsyror H,O,. I'myratnonpenmykrasa
pereHepupyeT riayTaTUoH.

AHTHOKCHIAHTBI — 3TO MOJIEKYJIbI, OJOKUPYIONIUE PEaKIUu CBOOOIHO-
paavKalIbHOTO OKUCIICHHMS], IyTEM MPEBPAIICHUS B MEHEE AKTUBHbBIC PaAUKAJIbIL.
AOQO mpeacraBieHbl TaKMMHU BellecTBaMU, Kak BuTamuubl A, E, C, riyTatuos,
MOYEBHUHA, MOUYEBAsl KUCIIOTA, TUCTUANH, aJiPCHAINH, KOPTUKOCTEPOUIbI, OUIIH-
pyOUH, IPUPOAHBIC TOTU(PEHOIBI U KPACUTENH, (hJIABOHOUIBI U JIP.

bonpmme 10361 AO OeUCTBYIOT KaK MMPOOKCHUIAHTHI, MHULIUUPYS PAa3BUTHE
B OPTaHU3ME OKUCIUTEIBHOTO CTpecca.

OKuHCIUTEeNBHBIN CcTPecC — COCTOSIHME AucOanaHca MEXAY MPOLECCOM
oOpazoBanust ADK u jerokcukauuu npu ydactu AO3 ¢ U30bITOYHBIM 00pa3o-
BaHHEM PAJMKAIOB U HCTOlLIeHnEM cucTteMbl AO3.

0O,

v
Mx
P.5p OKCHIOA3EL

o

Oy
' D
SOD

Pucynok 38 — ®@epmentHas cucrema AO3: SOD — cynepokcuaagucmyTasa,
CAT — karana3a; GPX — ruyraTuonnepokcuaasa; GR — riyratuoHpenykrasa
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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, Gpr s~ GS-5G + 2H,0.

Pucynok 39 — AHTHOKHCIUTEJIbHOE JIelicTBHEe (pepMEeHTOB

IHone3nnie cBoiicTBa ADK: npu pecunparopHoM B3pbiBe o0pa3yercsi
Ae3UH(UIUPYIOLIUNA pacTBoOP

PecnimpaTopHblii B3pbIB — 3TO BHE3AMHOE PE3KOE YCUJICHUE MOTpedIie-
HUS KUCJIOPOJa CO CTUMYJISALMEH a’poOHOro apixaHus u obpazoBannem ADK,
BKJIIOYAsl XJIOPHOBATUCTYIO KUCIOTY, YHUYTOXKAIOUIUX MAaTOT€HHbIE MUKPOOPTa-
HU3MBI (pUcyHOK 40).

&

PecnuparopHsin
B3pbIB

O,
/'\

0, O6pazosanue aKTmBHLIX

NADPH
NADP-okcupasa
NADP*

thopm kucnopoaa
Fe2+

“°U J\&

Muenonepokcuaasa

®
® o
k-
Pucynok 40 — O6pasoBanne APK akruBupoBanHbIMH Makpodaramu, HeiiTpoduiaamMu
¥ 303MHOG(UIAMH IPH PecIUPATOPHOM B3pbIBe

OH- ‘b EaKTepml

AxtuBaius NADPH-okcumasel, KoTOpas JIOKaJdM30BaHA Ha MeMOpaHe
KJICTKH, BBI3BIBACT OOpa3oOBaHHE CYNMEpPOKCUIHOTO aHumoHa. [Ipu darommrose
MeMOpaHa 00pa3yeT SHI0COMY, BHYTPH KOTOPOH CYIIEPOKCH BO3ACHCTBYET Ha
OakTepuaibHyt0 KIeTKy. CymepoKCHIHBIH aHHOH TEeHepupyeT oOpa3oBaHUE
apyrux akTUBHBIX Mojekyn (H,O, u OH™ u ap.). Muenonepokcumgaza — remMco-
nepkamuii epMEeHT — HaXOJUTCA B TPaHyJIaX HEUTPOPHUIIOB, CEKPETUPYETCS B
sHpocoMy, rae oopasyercss HOCI u npyrue aktuBHbIC XJIOpUasl. B pesynbraTe
MeMOpaHbl U APYTrHe CTPYKTYpPbl OAKTEPUATIBHON KIIETKH pa3pylIatoTCs.
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I'JTIABA 4
BUOXUMHUA YIVIEBOJOB

YIVIEBOJbI-1. XUMUA YI'VIEBOJOB.
IHEPEBAPUBAHUE U BCACBIBAHUE.
METABOJIN3M I'NIMKOTI'EHA, ®PYKTO3bI U TAJTAKTO3bI

VYTrieBojibl — MHOTOATOMHBIE CIHUPTHI, COJEPKAIINE ANbJCTUIHYIO WU Ke-
TOHOBYIO I'pYIIIBL. bosee cloXHbIE O CTPOSHUIO YTIICBO/IBI SIBJISIIOTCS KUCTIBIMU U
HEUTpaTbHBIMU, COJIEPIKAT KapOOKCUIILHYIO M aMUHOTPYMIIBI (pUCYHOK 41, 41a).

N\ -H Os _H COOH
i i ¢-0..
H*(‘Z*OH Hf(‘:fOH CH,
HO—C—H Ho—¢—H MO NHCHOH"
H—C—OH H-C—OH ot
HO—C—H H-C—OH  H--OH
COOH coon  MLOM "
L-uyponosas D-rmokypoHoBas 2
KHUCI0Ta KHCJIOTa

HeiipamuHoBas kuciota

H ’.
HyC-C-NHH .~
O HO

H
H

COOH

OH OH

CH,OH

N-anernnHelipaMUHOBAs KHCIOTa
(cuasnoBast KHCIIOTA)

Pucynox 41 — CTpoeHue CJI0KHBIX YIJIEBOAOB (KHCJIbIX H HEHTPAJIbHBIX)

['manypoHoBas
KHUCIIOTa
H NHCOCH,
n
Ocrarok Ocratok
D-rmokypoHOBoii kicioTsl N-AUCTAINIIOKO3aMHHA
HO,S  CH,OH
o oo
H
H XOHIpOHUTHH-
H -4-cynbar
H  NHCOCH,
Ocratok Ocrartok n
D-TioKypOHOBOI KucnoTsl  N-alleTHIINA/IaKTO3aMHH-
-4-cynbdara
CH,SOzH
OH H 0 0 XoHIPOUTHH-
H -6-cynbdar
H

H NHCOCH;

COOH CH,SO;zH
H oH H | OH lenapun
OH H OH H
—0 (] 0
H 0SOzH H NHCOCH;
n
Ocrarok Ocrarok
D-rmokyponat- N-aueTuiraoKo3aMuH-
-2-cynbara -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-cynpdara
CH,0H CH,SOzH
H | o Keparan-
OH H O | cymbdar
H
H NHCOCH,
n
Ocratok Ocratok
f3-D-ranakro3s N-aneTHirmoko3amMuH-
-6-cynbara

Pucynok 41a — CtpoeHune MyKonoJucaxapuaoB (IJIMKO3aMHUHOTTHKAHOB)
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TpancnopTt MoJieKy.1 Yepe3 MeMOpaHy KJIETKH OCYyIIeCTBISETCH TpeMs
NyTAMU:

1. TIpoctas nuddy3us, npu KOTOPOH JBUKYIICH CHIION SIBISIETCA TPaIUCHT
KOHIICHTPALUH.

2. O6neruennas qudy3ust OCYIIECTBISIETCS TPU YIaCTHH OETKOBBIX Ka-
HaJIOB U OEJIKOB TPaHCHOPTEPOB. JBMKYILIEW CUIION Tak» e SIBISETCS TPAJUCHT
KOHLICHTPAI1U.

3. AKTUBHBII TPAHCIIOPT, ISl KOTOPOTO XapaKTEePHbI:

® YHEPro3aBUCUMOCTb (MOTPEOHOCTH B UCTOUHUKE dHEprUn — ATD);
® CIIOCOOHOCTh padOTaTh MPOTUB T'PATUEHTA KOHIICHTpAIIUH,
® HaTM4Ke OENKOB-TPAHCTIOPTEPOB UITU OETKOB-KaHAJIOB.

NHCynuH cTuMynupyeT 2-i U 3-i MEXaHu3Mbl!

[ToctymuieHne rir0K03bl U3 KPOBOTOKA B KJIETKU NMMPOUCXOIUT IIyTEM 00JIer-
yeHHOU MU} Py3uu ¢ TOMOIIBIO CTIEIHABHEIX OeNkoB-niepeHocunkoB — [JIFOT
(TJ1IOKO3HBIE TPAHCIIOPTEPHI), U3BECTHBIX B KoJimuecTBe 20, HO Hanboee usyye-
HBI CpeJI HUX — O.

N3o0dopmbl I'JIFOT

I'JIKOT-1. Mcnonb3oBaHue TIIIOKO3bI KJIETKAMU B (PU3HOJIOTHYECKUX YCIIO-
BUsX (TUTarieHTa, reMaTodHIedarIndeckuil 6apbep, MO3T, IPUTPOILIMTHI, TTOUKH,
TOJICTBIM KUILIEYHUK U JIp. OPTaHbl ).

[JIFOT-2. Cencop TIIOKO3BI B [-KJIETKaX TMOJDKEITYTOYHON JKEJe3bl,
TPAHCHOPT TJIIOKO3bl U3 AMUTEIMOLMTOB MOYEK M KHUIIEYHUKA (B-KiIeTkax, Ie-
YEeHb, SMUTEJIUA TOHKOTO KUIIICUHHUKA, TTIOUYKH).

I['JIKOT-3. Ucnonb30BaHne TIIOKO3bI B (DU3HOJIOTHYECKHUX YCIOBHIX (MO3T,
TIareHTa, MOYKY U Ap. OPTaHbl).

[JIIOT-4. CtumynupyemMoe MHCYJIMHOM TOTJIONIEHUE TIIFOKO3bI (CKeNeT-
Hasl ¥ CepJIeuHasi MBI, )KUPOBask TKaHb, APYTHe TKAHH).

[JIFOT-5. TpancuopT GpyKTO3bl (TOHKUN KUILIEYHUK, CIIEPMATO30UbI).

IIpeBpamenus GPyKTO3bI M raakTo3bl (YHU(PUKALMA MOHOCAXAPHIOB)

[Toctynatomas ¢ numed (Pppykro3a U rajakro3a, B COOTBETCTBUU C MPHUH-
[IUIIOM YHUMbUKAIMK MeTa00JIn3Ma, TPEBPAIA0TCs B aKTUBHYIO (DOpMY TIFOKO-
3Bl — TIII0K030-6-(ocdar (I'6D), cxeMbl peakiiuii Ha pucyHke 42.

3nauenne gochopuIupoBaHNS IJIIOKO3bI:

1. IIpu dochopunupoBaHur TIIFOKO3a MPHOOPETAET 3apsijl, 00Jerdaromiuii
€€ B3aMMOJIECTBUE C aKTUBHBIMU LICHTPAMHU (PEPMEHTOB, KaTAITU3UPYIOIIUX IO~
CIEAYIOIINE PEAKLIUH.

2. OrpuniatenbHbiid 3apsag ['6¢d npensTcTByeT ee BBIXOIY W3 KJIETKH, T. €.
cpabatbiBaeT 3HEKT «3amupaHus».

3. ®ocdar I'6¢d B mocneayronmx peakmusx cyoctpaTtHoro dhochopriupona-
HUS TJIMKOJIM3a CTAHOBUTCSI MAKPO3IPTUYECKUM U Jierionupyetcs B popme ATO.

[Tyt obmeHa riroko30-6-ocdara npeacTaBieH Ha pucyHke 43.
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MeTaboa13M rajakTo3bl

CH,OH A DP  CH,OH onaso-l:
) 7 YA®-T'moko3a (boccbaT CH,OH [0}
NS oot ﬁi”
2anaxkmo- OH F anaxmo3so-1- N0
Kunasa O0—PO;H, docgham- ;:, VI[®-2anaxmoso-
OH ypuoun- O 4-snumepasa
mpancepasa
l"analc"ro;a Tanakto30-1-hocdar pieep HoH O':l
VY ]1®-T'anakroza
o]
CH,OH lanakrozo-1-  Y/I®- CH,OH H,C-0-PO3H,
NH q)OC(baT l"anaKToza
L 0
[ N~ ~0
H <Z7ocr[m<‘m;<0 OH
F\) O F anaxmoso-1- O=POgH,  mymasa OH OH
gocgham- OH
H ypuoun-
Y 1®-I'moko3a OH 0 mpanceepasa l"mokozo—l—dmcd)aT T'nroko30-6-docdar
Merabonu3m GppyKTO3bI
H,C-0—PO;H,
Dpykmoso-1-gocham 9: O
CH,OH ATP ADP CH,OH anvoonasa H,C-OH
0 OH 0 H Doc)oMOKCHALETOH
0 Limakosns
Kemo2ekco30KuHa3a [0) nim
CH,0H H,C-0-PO;H, H. .0 ATP ADP H_ O TIIIOKOHEoreHes
o ¢ ¢
Dpykro3a Dpykro3o-1-pocdar H‘C*OH H‘C*OH
H,C-OH MPUOSORUNAZA. . by poy H,
Tuuepansaerus 3-Docdormuuepanbaerug
PucyHnok 42 — MeTa60m3M (PPYKTO3bI M IAJIAKTO3bI
CH0H ATO  ALl® CH,0PO>
N 0
oH OH Texcoxunasa (2), OH
OH Imokokunasza (2) OH OH
OH OH
TIIOKO3a rn}01<030 -6-ocdar
N o AMMHOKHCIIOTBI
I'muuepun
Ilento3bl
Hyxneorunpl AIIGTI/IJ'I KoA Jharmazibt

Hp. MOHOCaxapI/l}lbI
C02 HOH, Dueprus

FeTepononI/IcaxapI/IzLLI

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

MeTa00/113M IJIHKOreHA
BHYTpHUKJI€TOYHAN JTIOKAJTHU3AIMA: [TATO30JIb.
KiarueBblie ¢pepMeHTBI: TIIMKOTEHCUHTA3a, IIIuKoreHdochopuiasa.
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buoJsioruyeckasi poJib:

1. I'mukoreH — ocHoBHas popma Jeno yriaeBoI0B Yy KUBOTHBIX, 3amacaeT-
Csl B IEYEHU U B MBIIIIAX.

2. 'nukoreH ne4eHu MCHOJb3YyeTCs JUIsl NOAAEp)KaHus (PU3NOIOTHYECKOTO
YPOBHS IIFOKO3BI B KPOBU BO BPEMSI CTPECCA U MEKIY NPUEMAMH ITUILIH.

3. I'mMKoreH MbIII SABISIETCSA JETKOJOCTYIIHBIM HMCTOYHMKOM IUIFOKO3bI, MC-
MOJIb3yEeMOM B TJIMKOJIM3€E TOJILKO B MbIIe. M3-3a oTcyTcTBUS hepMeHTa T1roK030-
6-docdaTasbl He y4acTBYET B CHCTEMHOM PETYIISILIMU YPOBHSI TIIFOKO3bI B KPOBH.

[TocnenoBaTrenbHOCTh pEAKIMM CHHTE3a U KaTtabosiM3Ma TIMKOreHa Mpeji-
CTaBJIcHA Ha pUCYyHKe 44, 45.

H,C- OH H,C-O- PO; H,C—OH VT
0 \
2eKCOKUHA3A (2) d)ocgbo IHOKO- OH 210K030-1 - qbocqbam—
mymasa (35) OH OPO;* ypuoun-
OH mpancgepasa (2)

FH}OK030—6-(bOC(baE

TJII0K03a TII0K030-1-hochar

0]
H,C-OH
/\I: : /g VD H,C~OH
TJIMKOTE€H
o ( In /4 H 0. H
O 2NIUKOLEHCUHMA3A OH
H 2 —0 o
YI[QD -IITI0K032 for 0 OH
T'JIMKOT'CH ntl
Pucynok 44 — CuHre3 rimkoreHa
- H,C- OH
HHZC OH 0 H H2P04 (rowKoren), 2 H,C-0— PO3 H;PO H,C- OH
T OH o 271u<0 2eH- OH 0POy> ([;oc(jzoamko 21110K030- 6
4JU(!7[)UPMYH}G 2) mymasa (5) OH OH  gocpamasa (3) OH
OH Ca®"; LAM®
+ -] =
KOeH n+l JTI0K030- 1 @ocd)aT IOKO30-6- (’poc ar —

Pucynok 45 — Moouin3anus rJiMKoreHa

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

Meta0oamu3M 3TaHOIA

N3BecTHBI TpU MyTH MeTa00IM3Ma dTaHoia (PUCYHOK 46), KOTOpbIE UMEIOT
Pa3TUYHYI0 TKAHEBYIO JIOKAIM3AIUI0O U META0OJU3UPYIOT Pa3HOE KOJIWYECTBO,
MOCTYIUBILETO B OPraHU3M 3TAHOJA!
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NADPH + H* NADP*
0 2H,0

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

» 0 o]
H3C-CH,~OH—auozom- H3C7C‘H anvoezuo- H3CiC/\OH Ayun-KoA- H3C7C{mS_KOA\ KK——TAD
Ortanon 22’:2?5(;]) AleTanbaerun ?:;Z?g?}) S;II(/I?J/_I(;)I:I;;[ cunmemasa (6)  Aunernin-KoA

xamanaza (1)
X
H,0, 2H,0
Pucynok 46 — IlyTu meTa®os1u3Ma 3TaH0JIa B OPraHnu3mMe

AJl' — Zn-conepxamuii, NAD-3aBucHMEBIN (hepMEHT, COCTOUT U3 ABYX
cyobeaunul. Mmeercs He MeHee 7 T€HOB, Koaupyroomux cyobenunuubsl AL,
oOpasyromux 6 kiaaccoB. Haunbosee Bbicokasi akTuBHOCT, A/JII" oOHapyxeHa B
neuenu. AJII" karanuzupyer oOpaTUMyI0 peaxiilio, UMEET HU3KYI CyOCTpat-
HYI0 CHEUU(UUHOCTh U OKHUCIISET Pa3IMUHbIE COCAMHEHMS, COAEpKAIIUe CIUp-
TOBYIO TPYIIbl — CIHUPTHI, PETHHOJ, MEIUATOPHI, META0OIUTHI CTEPOUIHBIX
TOPMOHOB, HHTEpMeIuaThl MeTaboan3Ma XC U )KEeTYHBIX KUCITOT.

AxTtuBHOCTE MOOC pe3ko BO3pacTaeT MpU XPOHHUYECKOM MOTPeOJICHUU
3TaHOJA, YTO CHOCOOCTBYET Pa3BUTHUIO TOJEPAHTHOCTH OpraHU3Ma K aJKOTOJIIO
[P AJIKOTOJIU3ME.

Karana3uslii myTh HanOOJIEE AKTUBEH B HEPBHOM TKaHHU.

I'nukonus

BHYTpHUKJIETOYHAS JIOKAJIN3ALMUSA: [TUTO301b.

Craaum riukoJms3a.

1) sHepro3arparHasi (MOJATOTOBUTENBbHAS CTAIUsl AKTHBAIIUU TIFOKO3bI, 00-
jervaromas e€ pacnaj Ha JIBE TPHUO3bI), PU 3TOM HECUMMETPUUYHASI MOJIEKYJa
TJIFOKO3bI TIPEBPAIAETCSl B CHMMETPUYHYIO GpykTOo30 1,6—mudocdar;

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

Peryasitopubie ¢epMeHTBI: aiocTepuyeckue (PepMEHThI—KHUHA3bI—
reKCOKHUHa3a, pocPodpyKkTokrHa3a, MUPYBATKUHA3A.

I'aMkoanTHYeCKasd OKCHAOPEIYKIHUS — COIPSIKEHUE PEaKIUuil MEexXIy
okucienueMm 3PI'A u BoccranosinenueM IIBK no nakrara.

JHepreTH4ecKMii BbIX0 aHa3poOHOro riukonnza—2 ATO.

Bbuosoruueckasi poJib:

" B OPUTPOIMUTAX EIUHCTBEHHBIN CHOCOO 3HEPrONPOAYKIHMH, a B JAPYTUX
TKaHSIX — B aHA3POOHBIX YCIOBUSIX;

" B SMOpPHOHAIBHBIX, PErEHEPUPYIONINX M PAKOBBIX TKAHSIX TOCTABISIET HE
TOJILKO 3HEPIUt0, HO U cyocTpatsl st ornocuntesa KK, TT', @JI, aMMHOKUCTIOT U JIp.

ekt [IacTepa — nepekiroueHre peakiiuy OpoKEHUS Ha JIbIXaHUE, T. €.
MHTUOMpOBaHUE 00pa30BaHMS JIAKTATA MPHU MOCTYIJIEHUU KUCIOPOAa.

Apdext KpedoTpn (Bapdypra) — mnojasieHne aKTHBHBIM aHa3POOHBIM
TJIMKOJIM30M TKAaHEBOTO JIBIXaHUS B KJIETKaX 3JIOKAYECTBEHHBIX OImyxoJieh (00-
patHbiii 3 dext [lactepa).
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[TocnenoBaTen,HOCTh peaKiuii MIMKOIM3a MPEICTaB/IeHa Ha pUcyHKax 47, 48.
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I'1ukon3: o01IMe peakuu JJIsi a3POOHOT0 U AHAIPOGHOTO TIIMKOJIH32

Pucynox 47
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LHOHBIC TUIATIIRLATY 1egAduyy
pepHaz odpnzag
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PucyHnok 48 — 3akiounTesbHble peaKIl AHA3POOHOT0 U A3POOHOI0 IVIMKOJIM3a

40



CymMapHble ypaBHEHHUSI:

Aspobroro rmukonusa 1o IIBK: I'mokosa + 2 AJI® + 2 P + 2NAD" — 2

[IBK +2 AT® + 2NADH-+H + 2 H,0.

Mosnounokucioro 6poxkenus: ['moko3a + 2 AJI® + 2 Pu — 2 Jlakrara + 2

AT® + 2 H,0.

IBK-geruaporeHasHblii KOMILJICKC
BHyTpuK/IeTOYHAS JIOKAJTH3ANMS: MATPUKC MUTOXOHIPHIA.
[1BK-neruaporenasnsiii komrieke (ITIBK-/II") o6ecnieunBaeT OKUCIUTEIHLHOE
nekapOokcuiupoBaHue nupyBaTta. CoctaB ero pepMeHTOB U KOPEPMEHTOB TMPE-

CTaBJICH Ha pUCyHKeE 49.

T
¢-o0 E,-TI®
COOH >Q
E,-TII®-CHOH-CH
CO,
OKCHITHIIAMUH- SH
nupodocdat-E,
Ez“/\‘ Aunermumnoamun-E,
S—S
Junoamun-E, HS-KoA
4 3
E;-DAJTH, B2
SH SH
E3-PAl Juruaponn-  HyC—C~wSKoA
HAJTY 3 noamu-E, o
Anerun-KoA
HAJH+H"

DepMeHTHI:

1.IMupyBaTnernnporenasa (1).

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

3. JuruaponunonnaneTuntpancdepasa (2).
4. urunponumnonnaeruaporenasa (1).
5. Aurunpomunoniaeruaporesasa (1).

CymMmapHasi peakums:

H'+ CO?

Pucynoxk 49 — OcnoBHble peakuun IIBK-/IT" kommiiekca

DHepreTnIecKuit 3P QeKT MoTHOro OKUCICHHs 1 MOJIS NTIOKO3bI (PUCYHOK 50).

I'1rokKo03a
T IHKOTH3 i

} SAT®
2 IIBK

} 2 X3 AT®
2 Anetna-KoA

2x12 AT®

Ol

l

STI] — T =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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YIJIEBO/JbI-3. TKAHEBOW OEMEH YI'JIEBOJOB.
TJIIOKOHEOT'EHE3. IEHTO30®0OC®ATHBIN ITYTh.
PET'YJIALUA YPOBHA I'/IIOKO3bI B KPOBH

I'miokoneorenes (I'HI') — cuHTe3 rifOKO3bl U3 HEYTJICBOJHBIX MPE/I-
IECTBEHHUKOB (TJIMKOTE€HHBIE AMUHOKHUCIOTHI, TIULEPOJ, JAaKTaT). IDTO
AHEPTo3aTpaTHBIN Mpolecc — I CUHTe3a | MOJEKYJIbI TJII0KO3bl HE00XO0-
numo 3atpatuth 4 Mosiekyyisl AT® u 2 I'TD. [locnenoBaTrenbHOCTh peak-
uui ['HI' npencrasiena Ha pucynke S1.

BHyTpHKJIeTOYHAS JIOKAJTU3ALNMUA — LUTO30JIb KJIETOK IEYEHU U MOYEK.
[MupyBaTKapOOKCHIIa3HAS PEaKIKs MPOTEKAET B MUTOXOHAPHUSIX.

Cymmapnoe ypaBHenme: 2 [IBK + 4 AT® + 2 I'T® + 2NADH+H +
4 H,0 — rmoko3a + 2NAD 4 AI®d + 2 T'/1® + 6 P,

KuarouesBbie ¢epmentnl: [lupyBatkapOokcuiasza, dochoeHonmupysart-
kKapOokcukmuHa3a, GppykTo30-1,6-mudocdarasa, rmoko3o-6-pocdarasa.

buosiornveckas poasn: [Ipu ronoganuu 6omnee 1 cyrok, npu crpecce ['HI'
o0ecrneynBaeT HOPMOTJIMKEMHUIO, HEOOXOAUMYIO JUIsl MOAJEpX aHUs (DyHKIUH
MO3r ¥ sputpouutoB. [Ipu caxaprom auadere ['HI' — ocHOBHOM MexaHu3M pas-
BUTHUSI TUTIEPTIIMKEMUH.

VYTunuzanus riroKo3bl KPOBU MBIIIIAMU U €€ pereHeparus B I€YeHH CBS-
3aHBl TJIFOKO30-JaKTaTHBIM 1ukiaoM Kopu (pucyHOK 52) W TIIFOKO30-
anannHOBBIM 1HKIOM Dennra (pucyHok 53). [Ipu 5ToM aKTUBHBIN aHA3POOHBIHA
IVIMKOJIA3 B MBILILAX NPOAYLMPYET JIAKTAT, KOTOpbIK B neueHu ['HI' npespaia-
€T €r0 B IIIIOKO3Y.

buosoruyeckasi pojib nuukiaa Kopu u ®esura:

e Perenepariysi rrOKO3bl B 000UX ITUKJIAX.

e [Tognepxanne KOC, MOCKOJIBKY JIB€ MOJICKYJIbI CHUIBHON KUCIIOTHI (J1aK-
TaTa) B MICUCHH MTPEBPAIIAIOTCS B HEUTPATIBHYIO TIIFOKO3Y.

e Kpome Toro, B nukie @Penura NpOUCXOAWUT BBIBEACHUE aMMHaKa W3
MBIIII ¥ €r0 JeTOKCUKAIIMS B NeYEHHU (IIUKJI CHHTE3a MOUYEBHUHBI).

IHenTo3zodocharubiii nyrs — ITDII
[PIT — [IpssMoe aHa’poOHOE OKUCIEHHUE TIIFOKO3bI C 00pa30BaHUEM pa3-
JUYHBIX MOHOcaxapoB: Cz, Cy, Cs, Cg, C7, Cgu Ap. (pucyHok 54).
BHyTpuK/IeTOYHAS JJOKATU3AIMS: IUTO30Tb.
OpranHas JoKaJu3auus: KMpoBasi TKaHb, MIE€YEHb, KOpa HAATIOYCUHHUKOB,
DPUTPOLIUTHI, MOJIOYHAS JKeJie3a B TIEPUO/I JTAaKTalliH, CEMEHHHUKH, aKTUBHO TPO-
mudepupyroiue, SMOpHUOHATIBLHBIE U OMyXOJIEBbIE TKaHHU.
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Pucynok 51 — Cxema peaknuii r.ilokoHeoreHe3a B eYeHH U MOYKAX
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Ileyennb KpPOBb . MpbInbI .
_/_—_—\_
JIFOKO3a \ TJIFOKO3a
o0 coor
. (|: =0
CH CHj
I1IBK I[IBK
(IZOOH CIIOOH
G ~OH HC—OH
CH3 \- CH3
frakrat JJaKTaT
Pucynoxk 52 — Iuka Kopu
[Ieuenp KPOBb g MpInbt .
_//—_——\
rJIF0KO3a \ TIF0KO03a
GOOH COOH
¢=0 — NH; JIETOKCUKATIHSI C=0
CHs Eh,
CI:OOH CIIOOH
HC=NH, HE-NH,
CH3 \ CH3 \
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Pucynok 53 — Iuka ®@esnra
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CH2O - PO3H2

CH,0-PO3H,

NADP* . 10 (IIOOH (|300H
NADPH+H o : H-C-OH NADP" NADPH+H' H-C-OH
e C D e =0
I'nroxo30-6- Jaxmonasa  H-C-OH  6-ghocqpoenioxonam- ~ H-C—OH
OH O Gocpam Ol 3) ! dezudpozenasza (1) '
OH Oezudpozenasa OH H- (,: ~OH H- (,:_ OH
Tmi0k030-6-pocar @ 6-DocOrTIOKOHO-3-1aKTOH CH,0-PO;H, CH,0°PO3H,
6-ocdormroxonar 3-Kero-6-docdo-
TIFOKOHAT
CO 0
2 1\0\*\)\
vx"“\
CH,OH CH,OH ¢ H. 20
?:0 qZO H-é—OH
i
HO-C-H H-C-OH -C-
H- é_ OH Pubynoso-5- q é_ OH Pubynozo-5- i ? OH
] poceham- ] ocpam H_?_OH
CH,0-PO3H,  3-onumepasa CH,0-PO;H, usomepasa CH,0-PO;3H,
Kcniynozo-5-pocdar 4 Pubyinoso-5-poctar Pu6030-5-¢pocdar
..... N (IDHZOH
s Trrtmomeen Cc=0
-0
H‘(IJ/ CH,OH HO-C-H
H-C-OH _..C=0 . = H-C-OH H o
H-C-OH  +  HO-C-H H-C-oH * “c”
H—(F—OH H—Cli—OH TpaHCK(ZﬂOﬂcwa H—(II—OH H—C:—OH
I
CH,0-PO;H, CH,O-POsH, CH,0-PO;H, CH,0-PO;H,
Pu6o30-5-docdar Kcurynozo-5-dochar CelorenTynoso- T'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—OH Tpancanvoonaza H-C-OH H-C-OH
i ! 2 i i
CHzo'PO3H2 CHZO~PO3H2 CHzo'PO:;Hz CHZO.PO:SHZ
Ceorentynnoso- I'nunepanbaeru- DpUTpPO30- ®pyxTO30-
7-bocdar 3-¢pocar 4-ocdar 6?(1})]oc(par
p, 20N A, ?Hon
¥ —
H_,0 CH,OH ¢=0
c C=0 HO-C-H Hoo
i S -
H-C~OH * HO-C-H 1o H-C~OH ¢
H—(IJ—OH H—(II—OH TPaHCKé;”Oﬂa?a H—(II—OH H—(IJ—OH
CHzo'PO3H2 CHzo'PO3H2 CHzo'PO3H2 CH20'P03H2
Opurposo- Kcunynozo-5-pochar DpykT030- T
LIepaIbICTUA-
4-docdar 6-thocpar 3-(II))OC(I)aT

Pucynok 54 — IlocienoBarejbHOCTH peakuuii neHTo30¢gochaTHoro myTu
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CymmapHoe ypaBHenue: 6 I'moko030-6-® + 12 NADP" — 5 I'moko30-6D +
12 NADPH+H" + 6 CO,.

I ®II ycnoBHO AenUTCS Ha 2 3Tana: OKUCIUTEIbHBIA U HEOKUCIUTEIbHBIN.

KitoueBbie pepmenTtnl: 1110k030-6D-/II", 6-pocdormokonar-/I". Baxk-
HYIO pOJib UTpatoT ¢epMeHThl: TpaHckeTonaza (kodepment TIID) u Tpancanb-
J0J1a3a — MepeHocsAT coorBeTcTBeHHO C, u Cg pparMeHTsI.

buosornyeckas poJib:

1. TI®IT npowmsBoaut 50 % Bcero NADPH+H", KOTOPBIM HEOOXOIUM IS

e cuntesa KK, TT', ®JI, XC, creponoB, aMUHOKUCIIOT, OMOTEHHBIX aMUHOB,

® CHTE3a OMOJIOTMYECKU aKTHUBHBIX BEIIECTB U JICTOKCHUKAIIMM KCEHOOUO-
THUKOB B PEAKIUSAX MUKPOCOMAIBHOTO OKUCIICHHUS;

e (haronurosa;

e peakiuii BoccranoBiieHust MetHb B spurponmrax;

e AO3 (pereneparust GSH).

2. [I1®I] nmocTaBisieT MEHTO36I I CUHTE3a:

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

e cuntesa ['AT

3. [1®II mocTaBnsieT a Tak xe yriekucibii ra3 (CO,) ms:

e 6nocunre3a XK, I'HI;

o peryisiiuu KOC u nognepxanvie pesepsa ocHoBanuii (HCO3).

4. YTunuzanus MUILIEBbIX MEHTO3 U UX NMPEBPAIllEHUE B TIIIOKO3Y.

I'IMK03aMUHOTJINKAHBI

['muko3amunornukansl (ALY, wmun mykononucaxapuasl (MIIC), sBnsitorcs
MOJIMMEPaMH, COCTOSIIIIUMU U3 [IOBTOPSIOIIUXCS TUCAXAPUIAHBIX €AUHHUII, B COCTAB
KOTOPBIX BXOJST PazIUYHble MOAUMPUIIMPOBAHHBIC TEKCO3bI, COACPKAIIUE ATOMBI
cepbl WM a3ota (pucyHok 55). OcHoBHble ['Al" opranusma — ruaiypoHoBasi Ku-
CIIOTa, TeMapyH, XOHAPATHHCYIb(dAT, TepMaTaHcybdar, kepaTancynbdar.

OopazoBanue I'AI’

Y A ®-ratokypoHoBas kuciora + Y JID-N-arneTmin-rimoko3aMud — oucaxa-
PpuoHas eouHuya TUATypoHOBOM KUCIOTHI + 2 Y ][D.

Y A®-rmokyponoast kuciora + Y J[D-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

JIMIIU/IbI-1 KTACCUPUKALUSA, BUOJIOT'MYECKHUE ®YHKIIMN.
HEPEBAPUBAHUWE U BCACBIBAHUE.
OBMEH JMITIONNPOTEN/10B

JInnuabl — MHOTOUYMCIICHHAS TPYIINa OPraHMYCCKUX BEIIECTB, 00Nagaro-
X CBOMCTBAMU:

® HE PaCTBOPUMBI B BOJIC;

® PaCTBOPUMBI B OPraHUYECKUX PACTBOPUTEIIIX;

® MeTa0OJIM3UPYIOT B OPraHU3ME.

JIumuel O COCOOHOCTH K THUAPOJIU3Y ACTSAT Ha OMBUISIEMBbIE (MHOTOKOMITO-
HEHTHBIE) U HEOMBUIIEMbIE (OTHOKOMITOHEHTHBIE). OMBUIsIEMbIC JIUIUBI B IIEI0Y-
HOH cpefie THAPOIM3YIOTCS ¢ 00pa30BaHMEM MBLUI, OHU COAEPKAT B CBOEM B COCTaBE
YKUPHBIE KUCIIOTHI U CIIUPTHI NIMUEPHUH (TITULEPOTUNUIBI) WX C(HUHTO3UH (C(hUHTO-
yunusel). [To KOTM4YecTBy KOMIIOHEHTOR OMBUISIEMbIE JIMITU/IBI IENISTCS Ha TPOCTHIE
U cIIoXHBIE (prucyHOK 56). [IpocTeiitime npeacraBuTeu JIMNUI0B (pUCyHKH 57, 58).

®ochoaunuabl — CIOXKHBIC YPUPbl MHOTOATOMHBIX CIUPTOB TIIHMIIEPUHA
Wi ¢(h)MHTO3MHA U BBICIIUX KUPHBIX KUCIOT U ocdopHoit kuciIoThl. B ux cocras
BXOJAT TaKXke a30TCOAEpKallie BEUIECTBA — XOJIUH, 3TaHOJIAMHUH U cepuH. Doc-
bomunuabl Mopa3AesoTes Ha riuiepodochomunuabpl U COUHTOTUNMbBI (B 3aBU-
CHUMOCTH OT MHOT'OaTOMHOIO CITUPTa, BXOAALIEro B ux cocraB). Hanbonee mmpoko
pacpoCTPaHEHbI B )KUBOTHBIX TKAHAX MIAIEPOHOCHOTUITH/IBL.

Orpriaevsie Heoybr1me)b1e

Ipocrsie Caosmple  Bsicume Boicume Crepomnan: TMommmsonpe-
AJIPHBIE cAnpTHI HOILIHbIE
KHCI0TBI ; <N COETNMHEHNA
Crepomi Crepommmie (repmeHommTL.
(XOmecTepot) rOPMOHBIM  KapOTHHOHIH)
ap.

Pochpommmuast  Canxoanmmast  Cyasdoanmian

Heitrpaababie
AIPB
(MOHO-, TH- B TPE-
AL TINIEPOTIE), Cépunro-

AHOTEHEIE JTHITHIE Tamuepo-
O .
docpoanman: pocpaTiant  Ilepedpositan Tanramosias:

)

Pocarnana- Pocharn- Pocharn- Pocdarman- Pocdarn- Indocharmanaran- Maazmazorems:
ITAHOAAMEEE! 3n3Y0AN- IMICEPHEM ANROIMTOAM IMATAMme- nepoast
nat poast (xapanoannuns:)

Bocka

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

Macnsnas
Banmepuanoas HOOC~ > N
KanpoHoBas HooC” """

Kanpunosas HOOC/\/\/\/

Kanpunosas HOOC™ """

JlaypuHoBas HOOC™ " "7

Muprcturosas HOOC™ > > ">
ITansMUTHHOBAS HOOC/\/\/\/\/\/\/\/
CreapuHoBas HOOC™ > NN

>KI/IpHBI€ KHUCJIOThI: HECHACBIINICHHLIE
4

KporoHosast HOOC/\/
/\/\/\/\_,/\/\/\
IMansmuroonensopas HOOC s 3 16
e e U U S e\
OmnenHoBast HOOC 9 10 18
18
e U U N e e\
JIuHoNeBas HOOC 9 10 12 13
JluHOMNEeHOBAs HOOC 9 10 12 13 15 16 18
20
N T
ApaxunoHoBast HOOC TN 5 o 1 12 14 15
e P P U G G Gy
HepsoHoBast HOOC 15 16 24
Crepuabl
¢Hs
.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~ ooooe oo

; O\\S/OHE

COOH FTNTR
:____’f’f’ﬂ_”_"f___:

OH
OH Xomnepas KUCIOTa TaypoxoseBasi Kuciora

XoJ1aHOBas KHCIIOTa

PucyHnok 57 — OcHOBHBIE )KMPHbIE KHUCJI0ThI 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
Hzc_o_ﬁ)_o—CHz"CHz_l}l_CH:g 1
OH CH3 H2C_O_FI>_OH
[Tna3manorexn OH
(I)ocq)amz[gaﬂ KHUCJIOTa
I I
H,C-0-C-R; H,C-0-C-R,
Q
R,—C-0O-CH
I .
H2C_O_FI>_I'O—CH2"CH2_NH2 :
OH T
DocdaTuaumITaHOIAMIH
Q
HzC_O_C_Rl
o |
R,—C-O-CH ~ /.
Q. CHs
H2C—O—||3—O~CH2~CH2—I}I-CH3 i
! ! |
OH_ .. CHy . ; )
®ochaTHIUIXONIH 0 OH.
®ocharuaui- | 2 @ 5.
(,)H WHO3UTOJI E‘ - 3 _OH
(I)—CHZ'C-CHZ-(I)
OZI?—OH HO—IIDZO
? ?
D G ¢H2 O
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\ 18
Kapauonunus O 5 Cpurosnn
0]
I
Bocka R—0—8-R,
Oo61ast hopMmyIa BOCKOB
(0]
E
ot NG 2 N
16\/\/\/\/\/\/\/\/o 16

HGTI/IH-O-HaJ'IBMI/ITaT

° \/\/\/\/\/\/\/\/OH

HETUJIOBBIA CIIUPT (LIETON)

Pucynok 58 — OcHoBHbIe (hochomnuabl KJIETOK, BOCKA
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JTanbl NOCTYIVICHUS] IK30T€HHBIX KUPOB B OPTraHU3M:

1. IlepeBapuBanue >KUpPOB (IMYJIBIUPOBAHUE M TUIPOIU3 MOJ BIUSHUEM
depmentoB XKKT).

2. OGpa3oBaHue MULIEIUT U3 MPOAYKTOB MEPEBAPUBAHMS U BCACHIBAHHUE B
CJIIM3UCTYI0 000JI0UYKY KUILIEYHUKA.

3. PecunTe3 )KUPOB B IHTEPOLUTAX U YIIAKOBKA UX B XMJIIOMUKPOHBI.

4. Jlo3peBaHUE U TPAHCTIOPT XUJIIOMHUKPOHOB.

JlunonporenHsl — TpaHcopTHAs GopMa JUNHUIOB [0 KPOBSTHOMY PYyCJIy

XM — TpancnopTHas Gopma SK30TeHHOTO (THIIEeBOro) xupa. O0pa3yroT-
cs B 3HTepouuTax. OyHKIHS: TPAHCHOPT 3K30M€HHOTO JKHpPA U3 KUIIEYHUKA B
TKaHH (MMPEUMYIIECTBEHHO B JKUPOBYIO U MBIIIEUHYIO).

JITOHII (npe-B-JIIT) — TpancnoptHas dopma 3H10reHHOr0 XHpa. O0pa-
3yIOTCA B ie4eHU. OYHKIMS: TPAHCIIOPT SHIOTEHHOIO )KUPA, CHHTE3UPOBAHHOTO
B IeNaTolMTAX B NepudepruuecKue TKaHu.

JIIIIIT — pemuantel JITIOHIL. O6pa3yrorcss B KpOBEHOCHOM pycClie U3
JIIIOHII. ®ynkuus: npeamecrseHnuku JIITHIIL, Ha myTu TpaHncnopTa 3HIOT€H-
Horo XC B TKaHHU.

JIITHIT (B-JIIT) — TpancnoprHas dbopma sxgorenHoro XC M3 NeYeHU B
TkaHu. OOpaszyroTcsi B kpoBeHocHOM pyciie u3 JIIIII. dynkiusa: TpaHcnopt
2/3 Bcero sunoresHoro XC B TKaHw.

JHIBII (o-JIIT) — TpancnoptHas ¢opma DJI. OOpas3yroTcss B NeyYeHH, B
MEHBIIIEH CTENEeHU B KuleuHuke. OYHKIUSA: TPAHCIOPT ATEPUPHUIIMPOBAHHOTO
XC u3 TkaHeu B neveHsb ¢ nomoinbio ¢pepmerta JIXAT. KimtoueBbie hepMeHTHI
mertabonm3ma JITIBII npencrabnens! Ha pucynke 59, 60.

o) 0O

4 7
HC -0-C =R, H.C=-0~-C=-Ry
T |
‘4
HC-0-C—-R, HC —OH
| o JIXAT | 0
L * > 1 +
H,C =0 = P~ 0=CH;CH;N(CHy)y / HC =0 = P=0=CH,CHaN(CHa)s
0~ Xonecrepon 3ddup xonecrepona O-
JleuuTuH
((boccbam.uwxxml\uu) JIuzoneuuTH /—. B KPOBb
B napyxuom cioe JITIBII B ruapogobuoe sapo AmbOyHH

Pucynok 59 — Peakuus, karasmsupyemast JIXAT (renurun: xosiecreposi-anwirpatcgepasa).
®epment JIXAT cnocodcTByeT nepexony XC kierounsix memopan B JITIBII.
B pe3syabrare cogep:xxkanue XC B KJI€TKAX CHUKACTCS
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AXM
RCO~ SKoA HS KoA
Xonectepon Aumn-KoA

ALIWIXOJIECTEPON
(a¢dwup xonecrepona)

Pucynok 60 — Peakuusi BHyTPpHKJIETOYHOM dTepudukannu (odpazoBanus 3¢pupoB)
xoJiectepuna, katanusupyemasa AXAT (anmia-KoA-xonecrepon-anniarpancgepasa)

JIITIOHII, JIITHII — ateporennsie JIII; JITIBII — antuareporennsie JII1.
OO61ast cxeMa CTpOEHHUS JTUMONPOTENHA IPE/ICTaBlIeHa Ha PUCYHKe 61.

AnonpoTtenH /Cboccbonunmn
: _~Xonectepon
;Egggy Tpuayun-
T rnvuepon
.
S T 3chupbl x0-
“Ffgpo/ | necTepona
Anonpo=———— WM

TEUH noaeb'ﬁ-l-oc'rb

Pucynok 61 — O0mas cxema cTpoeHHs JUIONPOTEHHA

Penentop JITTHIT — croxHbIi O€I0K, COCTOSIIMN U3 S5 JTOMEHOB U CO-
nepkaniuit yrieBoaHyto yacte. Perientop JITTHIT umeet nuranasl k 6eakam amno
B-100 u ano E, xopouro ceszsiBaet JIITHII, xysxe JIIIIII, JITIOHII, ocratou-
Hble XM, coaeprKalie 3TH arnoOeNKu.

JITHII-penentop CHHTE3UPYETCS MPAKTUYECKH BO BCEX SACPHBIX KIIETKAX
opranusma. AKTUBAIMS UM UHTUOMPOBAHUE TPAHCKPUIIIMK OEJIKa Peryupyercs
YPOBHEM XOJIECTEpVHA B KieTKe. [Ipyn HenocTaTke XoJeCTeprHa KIIETKa WHULIAM-
pyet cunte3 JITIHII-petientopa, a mpu n36bITkKe — HA0OOPOT, OJIIOKUPYET €rO.

Ko3¢gdpuuueHT aTeporeHHOCTH — I OLIEHKM PUCKA Pa3BUTHS y MAlU-
€HTa TUTICPJIHMITNICMHUH U aTePOCKIIepo3a U BbIOOpA JICUEHUST Bpady HE0OX0auM
3HATh HE TOJLKO ypoBeHb 0011ero XC B KpOBH, HO U €0 COJIEp’KaHUE B COCTABE
antuareporeHubix JIBII:

K = (XCopu = XCorer)/XCrmpn -
s 3mopoBoro yenoBeka KodpOUIIMEHT aTepOreHHOCTH — 3-3,5.

Cunre3 Tpuriauuepuaos u gocdoaunuaos
TAI' cuHTE3UpyIOTCA BO MHOTHX OpPraHax U TKaHSAX, HO HanboJiee BaXKHYIO
pOJIb UIPAKOT: IIEYEHb, CTEHKA KUIIEYHUKA, )KUPOBAs TKaHb, JAKTUPYIOLIAs MO-
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nouHas xene3a. g cunreza TAID (pucyHok 62) HE0OXOIUMBI aKTUBHPOBAH-
ueie popmbl KK — anm-KoA, rimmneposia — rwmepon-3-¢ u ATO.
AKTHBaUys MHLEPOIIA MPOUCXOAUT NPU YYACTUH [NIHLIEPOIKUHA3BI:

I'n + AT® — I'munepos-3-o.

AKTHBHas TJIMIEPOJIKUHA3a OOHAPYKEHA B MEUCHU, TTOUYKAX, KUIICYHUKE U
OTCYTCTBYET B KUPOBOW TKaHH. B KMpOBOM TKaHM, a TaKXe B MBIIIIAX U IE€Ye-
Hu ['munepon-3-¢ o6pazyercs u3 uaTepMeanara rivkonusza — JJAO.

AxtuBamus KK mpoucxomutr mnona BausHueM (epMmeHTa anuii-KoA-
TUOKHHA3bI (CHHTETAa3bl):

R-COOH + AT® - R-CO~AM® + ®duH
R-CO~AM® +HS- KoA - R-CO~S- KoA + AM®

NAD" NADH +H'

H,C~OH AT® AJI® H,C-OH \ / bioC—OH
HC OH % HC OH - C 0 ~<— Timkomm3
i enuepon- enuyepo-3-gocham C 0-PO.H
HZC‘OH xunasa (2) HZC—O—PO?)H2 odeeuopozcenasa (1) 2 32
Cinuepon Tuuepon-3-pocar G)oc<boag)01<1§nauemn
Anuia-KoA (®1IA)

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

Hé—OH
H,C-0~POsH,

1 -anmnraunepon-3-gocdar
Amin-KoA

1-ayunenuyepon-3-gpocpam
ayuimpancpepasa (2)

HS-KoA
2C O-CO'R;
HC 0-CO-R,
2C O—-PO3zH,

1,2-JTnanunriouueposn-

tdocoar

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

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

ouayunuyepon- Anuin-KoA
ayun-
mpancgepaza (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 peakuuii cuHTE3a (GOCHOIUNHIOB NPEACTAaBICHA Ha

pHUCyHKe 63, 64.
o
HO—CH,~CH,~NH, HO—CH,-CH,=N*-CH,
OTaHONaMUH ('3H3
AT AT Xomnuu
OMAHONAMUH-
2) xoaunxunasa (2)
AJI® KuHasa (.
AJlD
0
HO=P-0~CH,CH,~NH, TIPNP
OH HO—IID-O CH,-CH, l}l CH,4
DocosranonamMut OH CH,
1To ®ocdoxomnun
OMAHONAMUH-
! LT® XONUH-
R Do
mpchqﬁepam (2) NH2 (D(DH ;LZZZZC;’EPQ;,’Q (2)
>N
o o L& CH 2 9
Il 1]
HoN—CHy~CH,=0-P—0-P—0-CHy N0 HaC=N"—CH,~CH,~0~P~0-P-0-CH, o
OH - CH3 OH O
®-3raHonamus OH OH LUI-xomun on
H2C—O'CO'R1
I ouayunuyepo-
ouayunuyepo- H? -0-CO-R, xoun-gocgho-
IMAHOTAMUH-
pocgompancgepasa (2) H,C~OH mpancgepasa (2
1,2-Tuanunraunepo LIM®
IM®
H,C—0—CO-R KN
2L=0—-CO-R; 3SAM 3SAT !
HC-0—CO-R, N ) ' HEmOmCoR,
| H,C—0—P-0—CHy-CH,™
H2C—0~//P\-O—CH2-CH2-NH2 pocpamudunsmanonamun- 2 g \OH 2
0 OH Mmemuampancgepasa (2)
DochaTUAUITXOIHH
DocdarnanmraHoTaMiH (meruTHH)
Cepu Co,
pocpamuoun-
cepu- pochamudun-
cunmasa (2) cepun-
Oexapbokcunasa
OTaHONaMUH 4
HZC—O—CO'Rl
HC;:—O—CO~R2
HzC—O—;/P\‘O*CHZ_ICH'NHZ
O OH COCH
docharuauicepun

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-/Tnanurinaepoi-

docdar

(bochartumnar)

LT gocpamuoam
> YUMuOUI-
mpancghepasa (2
b pancpepasa (2)

H

Y NH,

H2C_O'CO'R1
|
CH-0-CO-R, ﬁN

0=P-0-P—0-CH, 5

O O
HA®-muanunrnunepon OH  OH
WHO3UTON docdarunmiraunepos
Gochamuoun- [IM®
IM® UHO3UMOT- KapOUOIUNUH-
cunmasa (2) cunmasa (2) (I)H
H,C-0-CO-R Q~CHy"C=CH,~0
GH-0-COR, O=P=OH — HO-P=0
| 2 (|) (l)
H,C-O0  OH OH 0  CH, eH, O
O - P - O I | | Tl
L Rl_C_O_CIJH H(II—O—C—R3
M v A R,~C~0~CH, H,C-0-C-R,
dochaTHaIIHHO3HTOI O Kapanonumnuu @)

Pucynok 64 — Cunre3 ¢pochaTuauINHO3UTOIA M KAPAMOJIUIIMHA

Cunres 31K03aHOUI0B

OMK032HOUABI — TIPOU3BOJIHBIE APAXUIAOHOBOW (IMKO3aTETPACHOBOM) KH-
cioThl (Cpg:4) CHHTE3UPYIOTCS BO MHOTHX BHJIaX KJIETOK, BBITIOJHSIOT (DYHKIIHIO
MECTHBIX TOPMOHOB, ICUCTBYS IO AyTOKPUHHOMY WJIM TAPAKPUHHOMY MEXAHU3MY.
B sHpotenuit cuntesupyercs npocranukiauael (PG), B TpoMOoLIUTaX — TPOMOOK-
canbl (TXA), B nelikorrax u makpodarax — nerikotpuensl (LT). Hexoropsie
TOPMOHBI (TJIFOKOKOPTUKOHIBI) U JIEKAPCTBEHHBIE IMpEnaparhl (aCHUpYH) Harpas-
JICHO JICUCTBYIOT Ha KJIHOYEBbIE (DEPMEHTHI CUTE3a SMKO3aHOUI0B — ITUKIOOKCH-
T'€Ha3y U JIMITOOKCUTEeHA3y (PUCYHOK 65).

54



dochoaunuab

Docgonrunaza A,

AanI/IIIOHOBaH KHCJI0Ta

— — COoO

Iuka00KcUrenasa JIMnookcureHasa

[Ipocrarnanaun H,

OH OH

CO0
A

JleikoTpueH By

Hpyrue npocrariaHIuHbI
TpomOoKCcaHbI

COOCH 5 - 't/\/\C06
3 -
= NG CH,

OH (IDH

[pocrarnannuH A, TpombGoxcan A,

0ocC
CHs
OH OH
IIpoctarnanaun I, (mpocTalMKINH)
Pucynok 65 — CuHre3 31iK032aHOM/I0B HA OCHOBE aPAXH/I0HOBOI KHCJIOTHI

[{uknookcureHaza UHTMOUpPyETCS acIUpUHOM, UOYTTpoeHOM U JIp. HEeCTe-
POUIHBIMU TPOTUBOBOCIIAJIUTEIBHBIMU MpenapaTamMu (PUCYHOK 66).
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00’ o |

s 0 .
O+C-CHy |
ANeTHICATHIHAIAT
(acnHpHH)
\ 10 i
B i
E — Cep —OH > E — Gep —0+C-CH; !
AxTaeHas HOT 1 Heaxrtuenasa O
o
OH
Caaunuiaar

Pucynok 66 — MexaHn3M HHAKTHBAIUH IIMKJIOOKCUTE€HA3bI ACTIHPHHOM.
AlIeTHIBHBIN OCTATOK MEPEHOCUTCH ¢ MOJIeKYJIbl acnupuHa Ha OH-rpynny gepmenta
U HeoOpaTHMO MHTHOKPYET ero

Opnnako 3¢ exT neicTBUS acnupruHa HEMPOJOJKUTEIEH, TaK KaK dKCIIpec-
CHsl T€Ha 3TOro (pepMeHTa HE HapYLIAeTCs U MPOAYLIUPYIOTCS HOBBIE MOJIEKYJIbI
¢depmenTa. [Ipyrue HecTepoMJHBIE TIPOTHBOBOCHAIUTENbHBIE Mpenaparsl (Ha-
npumep, HOynpodeH) NeUCTBYIOT 10 KOHKYPEHTHOMY MEXaHU3MY, CBS3bIBAsChH
B ALl ¢pepmeHTa 1 Tak K€ CHUKAIOT CUHTE3 NMPOCTArJIaHJUHOB. MeXaHu3M Jei-
CTBUSL CTEPOUIHBIX MPOTHBOBOCHAIUTEIBHBIX NPENAPATOB 3aKIFOYAECTCS B MH-
OYyKIUW CUHTE3a OEJIKOB, MHIMOMPYIOIIMX aKTUBHOCTH (Gocdonumnasel A, U
YMEHBUIAIOLIUX CUHTE3 BCEX TUIOB 3MKO3aHOMIOB.

buosornyeckas poJin:

1. KopOTKOKMBYIIME MECTHBIE TOPMOHBI.

2. O0pa3yroTcs BCEMHU KJIETKAMH.

3. UHUIMUpYIOT peakiuu TKaHU Ha MOBPEXIEHHE, BOCHAJICHHWE U p.
(607, OTEK, MOKPACHEHUE U AP.).

4. PerynupyioT TOHYC TJIQJKOW MYCKyJnarypsl (apTepuid, OpOHXOB, MHO-
METpUI U IIp.).

5. PerynupyroT kiaeTounyto mpoiudepanuio.

JUMUABI-2. TKAHEBOM OBMEH JIMIIU/OB.
KATABOJIU3M TPUAITMJITJIMIEPOJIOB.
METABOJIN3M KETOHOBBIX TEJI

Anetun-KoA sBisieTcst 1IeHTpalbHBIM HHTEpMEauaToM Metadonuszma. OH
oOpaszyercsi Ipu OKUCIECHUU OEJKOB (aAMUHOKMCJIOTHI), YIJICBOJOB WM JIMIHUIOB.
N3 anernn-KoA B mutoxonApusx cuHTe3upyrorcss XC U KeTOHOBbIE Tena. B
UTOIUIa3Me KieTok cuatesupyrores KK (pucyHok 67)
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AMK IIBK AHEK

St =
<

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 JIEHCTBHE ajpeHaNInHa WIN TIFKaroHa
(pucynku 68, 69).

TAT
JIHIIOIIHS
‘r",,f’\‘
I'manepHH AEK

P S

I'HI™ Aspodmoe — AnetHI-KoA
OKHCIeHHe .I,
OTK

Pucynok 68 — Cxema ucnosib30BaHUs MPOAYKTOB JIUIOJIU3a TPUIVINLEPUI0B

Jdranel oxucjaenus TAI B TkaHsax:

1. T'uaponu3z monekynsl TI' ¢ oOpa3zoBanueM rimueprHa U 3-x moiekysn KK.

2. Oxucnenue ['n mo aspoOHOMY myTH ¢ oOpa3oBanuem 22 ATO.

3. Kaxxnas monexyna KK npoxoaut cBoit myTh B-OKUCIEHHUS.

Heiitpanensie xupsl (TAI), comepxanuecs B aIunoUnTax, sSBISIIOTCS HC-
TOYHUKOM SHEPTUU M PACcXOAYIOTCS MPHU TOJIOAAHUU, (PU3NYECKON HaArpyske M
U3MEeHeHUH TopMoHanbHOTO (hoHa. [Tomueiit tunpomus TAID npoucxoaut B Tpu
JTama C ydyacTheM Crenu(puiecKkoil TopMoHuyBcTBUTENbHON TAI-numnassl aau-
MOLIMTOB, aKTHBHUPYETCS aJAPCHAIMHOM H(WJIHM) TJIFOKAarOHOM dYepe3 aJleHUIIAT-
nukiasHeii (1-AM®) mexanusm (pucynok 69). Uncynun unakmusupyem TAT -
JUIa3y HeNpsIMBIM IyTeM 4epe3 akTuBaiuio Gocdoaudcrepassl i-AMO.
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MpoTenHKHHazE
HE:aKTHEHAR ATD

q—e— FnioKaroH (AnpeHanuH)

o

- yAMD

L ]
MNpoTenHKMHasa
AKTHBHEA

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

/ e

Hupribig
KMECNOTE!

Mmuapan
TAI

I — O KACTBHHE
KACNOTR

B8 [pyrux
) TEEHAX

AgunoyuT Kpoae

Pucynok 69 — AxruBanusi ropMoH4yBCTBUTENbHON TAI-1unaspl

Cxema karabommusma TAT, Bkitovas okuciaeHue raunepuHa (pucyHok 70) u
Tpex octatkoB KK (Cig) (pucyHox 71) — 310 001mmil sHepreTuueckuit 3 exT

(pucyHOK 68).

B-oxucaenue JKUPHbIX KHUCJIOT

Oxucnenue KK obecriednBaeT KIETKH CaMbIM OOJBIIUM KOJUYECTBOM
sHeprun. Hambonpmmit a3ddext maer B-okucnenue (IpoTeKaeT TakkKe O- U O-
okucnenue ). B-oxucnenue KK nmporekaeT B MUTOXOHAPUSX MHOTUX OpraHax u
KJIETKaX, KpOME JIPUTPOIUTOB (T/I€ HET MUTOXOHJPHUN) U HEPBHOM CHUCTEMBI
(KK ne mponukaroT uepe3 rematosHiedanmnueckuit 6apeep). Tpancnopt XK B
MUTOXOHJPHUH MPOUCXOIUT C yuyacTueM (pepMeHToB kapuutuntpanchepas | u 11,
npu 3toM anuHHOIenodeunble KK ykopauuBarorcs B mepokcucomax a0 Cs.
[Tonmnoe aspoOnoe oxucnenue KK BrimtouaeT mporecc P-OKUCIEHUS U OOIIHiA
nyTh kaTtabosm3ma (LITK, DTL] Mx).

[Iporiecc B-OKuCaEHNE COCTOUT U3 TPEX ATanoB (pUCyHOK 71):

1. Axtuaius KK (anun-KoA-cuHTeTasza) B IUTOILIA3ME.

2. Tpancnopt KK B Matpukc MUTOXOHAPUN (KapHUTHH-ALMIITpaHC(hepasbl
I wll).

3. TlocnenoBarenbHoe mukiInueckoe otmemienne C, — (pparMeHTOB B
MaTpuKce MUTOXOHJpUi, B Buje anetuin-KoA. [lanee ¢pparments! anetuii-KoA
BIIMBalOTCs B 00mumii myTh katabonusma (LITK, DT Mx).

KiaroueBoii a/utocrepudecknii ¢gepMeHT [-OKHUCIEHUS — KapHUTHUH-
aruitpancdepasa | HapyKHOI MEMOpPaHbl MUTOXOHAPHUH.

Bbuosiornueckasi poJib: YHEPreTUUECKasl.
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Pucynok 70 — OxwucjieHne TpHALUITINLIEPOJIAa
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O0mmue peaknuu OKHCJICHUSA

0 HS-CoA ATP  AMP+PP; o
I I
R—CH,~CH,~C—OH i » R—CH,-CH,-C~SCoA
Auun Ayun-KoA cunmemasa Awn-KoA
(6) HsC,,
9 HiC H|3_|CE:'N -CHZ-CIZH —CH,-COOH
\+
R-CH,-CH,-C+SCoA + HyC~N~-CH,-CH—CH,-COOH e 3 (l) \HS-Con
! ApHUMUH- R — L - -Co
Aumn-KoA H3C OH naﬂlZMumom RTCH;=CH; C\\O
Kapuutun mpancepepasa (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 0
I
R-CH=CH—C-~SCoA Erour-Kod R—-CH—CH,-C+SCoA
Enonn-KoA eudpamasa (4) B-I'mppoxcnanun-KoA
OH 0 NAD" NADH +H* o o
| 1 1l 1l
R—-CH—CH,-C+SCoA R—-C—=CH,-C~SCoA
) B P-Tuopoxcuayun-KoA Z
B-Tunpoxcnaumn-KoA Oezudpozenaza (1) p-Keroaunn-KoA
9 o HSCoA 0
Il I
R-C—CH,-C+SCoA R-C'SCoA  + H,C-C~SCoA
B-Keroanmi-KoA Tuonasa (4) Aummi-KoA Anerun-KoA

OcobGennoctu B-oxkuciaenus 7KK ¢ HeueTHBIM YHCJIOM aTOMOB yIJjepoaa

CO, ATP ADP-+P; (I?Hg 'T'
H3;C—CH,—C~SCoA HOOC—-C—C+SCoA HOOC-C—C+SCoA
u IIponuonun-KoA |l| I Memun- ] I
Ipormonmn-KoA kapboxcunasa (6) D—MeTI/S- manonun-KoA CH;0

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

masmoHm-KoA

Memunmanonun-KoA
mymasa (5)

HOOC-CHZ—CHZ—ICII’SCOA

Cyxmuami-KoA O

(0]
13 12 10 9 ICI:"SCOA
P e N g N e P
18 KoA OcobennocTH B-OKI/ICJICHI/IH
nuHONeom1-Ko
3 nuKia B-oKUCICHUs i\‘?’ Anernn-KoA HEHACBIIINCHHbIX KK
O
I
N — e e
12 A3-1iae-A%-rme-Jluenonn-KoA 5 Auerun-KoA
A -yuc(unu mpanc)-A-mpanc- 4 nukmna B-oKuCIeHUS
enoun-KoA usomepasza (2) ” )
7__ 6 2 SN TSN TN
P WGP~ C~SCoA
12 ZCSCoA , L
A*-tpanc-AS-te-Jlnenonn-KoA O A-tpanc-Enonn-KoA
Moyuc(unu mpanc)-A-mpanc-
1 g B-oxwcrerm }\~ 1 Anetmi-KoA enoun-KoA uzomepasa (2)
5__ 4 2

— NADPH+H" NADP'10 4
/\/\/—\/ "
“ 3/\9 SCoA H\_/’ \/\/\/\S/\EJSCOA

Az—mpaHC-A"—uuc-

A% -A*-1rmc- -KoA
Tpatc-AT-une-Jluenons-Ko Huenoun-KoA pedykmasa (1)

A-tpanc-Enounn-KoA O

Pucynok 71 — Peakuuu B-oxkucjieHust )KUPHbIX KHCJIOT
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[Ipumep pacuera 3HEpreTudeckoro Bbixona (kosmyectsa AT®) npu moii-
HOM okuciiennu KK:

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

20e N — uucno amomog yenepooa ¢ KK, (N2 — 1) — uucno yuknos f-
OKUCTIeHUS, KAXNCOblU U3 KOMOpwulX obecneyusaem cunmes 5 monekyn ATD
(FADH, — 2 AT®; NADH+H" — 34T®); n/2 — yucno, obpazosasuiuxcsa mone-
kyn ayemun-KoA, ymunuzupyemoix 6 L{TK, obecneuusaioweco cunmes 12 mone-
kyn AT®; 1AT® — 3ampauuseaemcs na smane akmusayuu KK.

Hanpumep, npu okucinenun naabMuTuHOBOU (Ci6) 00pazyercs 130 moute-
Kyl ATO.

I'J1I0K030-)KMPHOKHMCJIOTHBIN UK

OkucneHue OCHOBHBIX BHUIOB TOIUIMBA B OPraHU3ME OCYIIECTBISIETCS B
pamkax nukia «riaokoza — JKK», KOTOpblii mpeamonaraeT peuunpokKHOe
(B3aMMOUCKITIOYAIOIIIEE) UX OTHOIICHHUE (PUCYHOK 72).

[Tocne mprema nuIy Bo3pacTaroliiii ypoOBEHb TIIFOKO3bl U MHCYJIMHA B KPOBU
uHrnoupyet B-okucnerns JKK B TKaHAX, HO aKTHBUPYET B HUX TPAHCIIOPT M METa-
0om3M rimoko3bl, Brroydas jumnorene3 (cunte3 XXKK u TAI') u a3poOHbIii rimko-
3. iatencuBHOe oOpazoBaHue anetwii-KoA B aspoOHOM TIIUKOJIM3E, CTUMYJIH-
pyet cuHTe3 MaoHUI-KoA, KOTOpbI, kKak HavallbHBINA cyOcTpar cunTes3a JKK, an-
JIOCTepHUYECKH WHTHOMpPYeT KiroueBoil ¢epmeHT B-okucienus KK — kapHUTHH-
arpuitpancdepasy I. Kpome Toro, ritoko3a v UHCYJIHMH, ITyTEM TOPMOXKEHHUSI JIUTIO-
mi3a u B-oxucienus KK, cHUMaroT HHTHOMpOBaHKE KITFOUEBOTO (pepMeHTa a’po0-
HOro TNuKonm3a — rmupyBat/{l” komriekca anetint KoA, oopazoBannbsiM u3 JKK.

T — — — -
QC_-N L_Trj nng"" l Kanmnnap /{ ['1.1|QK03a_j
= —

——
Capxonemma [ GLUT4—I|

FA-cFABP i[_ r%‘ 'oxo;;];

=/
=5 |

e —— [ oK | I

|

Pucynok 72 — ®opMupoBaHue 31eMeHTOB IIHKJIa Penuia in Vivo myremM u3MeHeHUs1 KOHIEHTPALUH
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 kKucaotThl; JIIOHII — nunonporenHsbl 04eHb HU3KO0H MJIOTHOCTH,
TI' — Tpuranuepuast; FA-CFABP — nepenocunxu CKK; CPT — kapHutun-anuiaTpancdepasa;
PDH — mupyBat/IlI'; ®®K — dochodpykroknnasza; HK — rexcoxkunasa; LPL — qunonporensimmnasza
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[Ipu rosogaHuu copepaHue IIIOKO3bl U MHCYJIMHA B KPOBU CHIKAETCH,
YTO YMEHBIIAET MOTOK IJIIOKO3bl B WHCYJIMH3aBHCHUMbIE TKAaHU (MBIIICYHAS U
KHUPOBasi), HO CO3JAET Yrpo3y A (PYHKIIMH MO3Ta U SPUTPOILMTOB — TKaHEH
aOCOJIIOTHO 3aBHCHMBIX OT IOCTaBOK TJIFOKO3bl. B 3TOH cuTyanuu BO3pacTaer
yTUIIU3alus allbTepHAaTUBHOTO U Ooiee 3 dexTuBHOrO cyodcTpara — KK, uemy
CHOCOOCTBYET CHM)KEHUE YPOBHS MHCYJIMHA U TIIOKO3bI, UHTHOUPYIOIIUX JIUIIO-
73, @ TAaK)KE YBEJIMYEHUE CEKPELMH KOHTPUHCYJISIPHBIX TOPMOHOB (TJIFOKAroH,
COMAaTOTPOIMH, aJpEHAJINH U Jp.), CTUMYJIUPYIOLIUX ero. B pe3ynbraTe Bo3pac-
TaeT coxepxkanue B kposu JKK, aktusupyronux I'HI' u orpaHnumBaronmx Io-
TpeOJIeHHE IIIF0KO03bl HHCYJIMHO3aBUCUMBIMU TKaHsMHU. [Ipu 3TOM B niedeHu pes-
KO aKTHBHPYETCS OMOCHHTE3 KETOHOBBIX T, 3a CUET aKTHBHOTO [3-OKHCICHHS
KK, noctynaromux 13 *)UpoBbIX Aeno. B kpoeu Habmonaercs yMepeHHas -
MOTJINKEMHSI, HE3HAUYNUTENbHBIA pocT ypoBHS KK u peskoe yBennueHue coaep-
YKaHUSI KETOHOBBIX TeJ (PUCYHOK 73).

60 T T T T

[ rppoxcnbyTIpaT
50T

40

[MEOKO32
fr

L=
L=

30} /

ceobomHere JHE

ALETOALETAT

Cpok ronomaHua, THH

Pucynok 73 — H3meHeHHe cOep/KAHUA KETOHOBBIX TeJ, CBOOOIHBIX :KHPHBIX KHCJIOT
U IJIIOKO3bI B KPOBM NPH I'OJI0JAHUHU

MeTa60/1M3M KETOHOBBIX TeJI:

KetoHnoBble Tena: areroanerar, B-ruapokcuOytupar u aneros. [lociemo-
BaTEJIbHOCTh PEAKIMK CHHTE3a M KaTaboaru3Ma KETOHOBBIX TeJl IIPEJCTaBIICHA HAa
pucyHke 74.

Jlokasm3amus: CUHTE3 MPOTEKAET TOJbKO B MUTOXOHJpHUSX IeueHu. Ke-
TOHOBBIE TE€Ja MCIOJIb3YIOTCSI KaK MCTOYHUK SHEPTrUU BCEMU TKAHSIMU, 3a HC-
KJIFOUEHUEM IPUTPOIIUTOB U3-32 OTCYTCTBHUS MUTOXOHIPHUN U T€NaTOIIMTOB, HE
MMEIOIINX aKTUBHOTO epMmenTa cykunHmi-KoA-rpancdepasbl.
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Buojsornyeckasi poyib: SBISIFOTCS YPGEKTUBHBIM HCTOYHUKOM SHEPTHU
NpY SKCTPEMAaJbHBIX WM MATOJIOTMYECKMX CHTyanusx. llpu karabonmsme [3-
ruapokcudyTuparta oopasyercs 26 ATO.

O

I
H3C—C—SKoA HSKoA 0 I'MT-KoA CH; O

; I 2 i I

Aueriui-KoA HaC—C—CH,-C—SKoA 452 ) |i60C - CH,-C~CH,-C~SKoA

(I? Ayemun-KoA- (')' (I)H
H;C—-C—SKoA ayemun- Aneroaretnin-KoA B-I'mapokcu-f-meTu-
Anerun-KoA mpancpepasa 0 rirytapuit-KoA (I'MI'-KoA)

(Tuonasza) (2) H3C—e—SKOA
Anernin-KoA I'MTI-KoA nuasza (4)
buocunres

HyC—C~CH,~COOH

O Aneroanerar
NADH+H*

S-Tuopokcu-

m Oecudpozenasa (1)

co <<
‘\OY\{?* oymiipa

HyC—C~CHy

NAD*

o
Auetox HoC~CH-CH,-COOH

OH
B-I'mnpoxcuOyTrpar

Yrunuzanus

NA\D; 9DH+H+ Cykuuuni-KoA  Cykuunat o
HSC—CI:H'CHZ'COOH > H3C—9—CH2'COOH¥_L> H3C—E—CH2-(I£—SK0A
(0]

OH ST uopoxcubymupam Cgkuunuﬂ-l(o/l-
-Kemoayuj-
B-T'HApOKCHGY THpAT Oezudpozenasa (1) Aneroanerar pchqbepZM (2)  Aueroanernn-KoA

HSKoA

Tuonaza (2)

0]

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

Pucynok 74 — MeTa00J1M13M KETOHOBBIX TeJl

JIMIINABI-3. BUOCHUHTE3 JIMIINIOB.
PEI'YVJIALIUA U TATOJIOI'UA JIMIIUIHOI'O OBMEHA

BHyTpHK/IETOYHAS JOKAJU3ALUA: [UTO30]b, [IE MHOTO MaJOHWUI-KOA,
NADFH; u nocrarounoe kosmuectBo Allb. KitoueByro posib urpaer nmajibMu-
TOWJI-CUHTa3Hasi CUCTeMa, cojiepxaiias 2 cyobenuHuIbl. B GnocuHTe3e HaChI-
meHHbIX JKK AIIb BBINONHSET poOJib «PYKW», MEPEHOCAIICH pacTyIIWe yIJie-
poansie CHz- CO-SKoA 1enouku oT oJlHOTo pepMeHTa K IPyromy.

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

1. Henocpencreenno peakimu cuntesa KK, ¢ momomsto AITb (pucynok 75).
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Kurouessblie ¢pepmentsl: anetnin-KoA-kapOokcuiasa, cuarasza KK.

CymMmapHoe ypaBHeHue 00pa30BaHUs NATbMUTHHOBON KHCIIOTHI:

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
ayemui-KoA A1D + H;PO,
ayemun Kkapboxcunaza (6)

mparncayemunasa (2)

HS—KoA

HOOC—-CH,—CO—S—CoA
manoHuia-KoA

MATIOHUJI- HS—AHE
HsC—CO—S—AIlB mpancayuiasa (2)

anetwi-AITb HS—KoA

HOOC—-CH,—CO—S—AIlb
Mmanonmwi-Allb

ayun-Allb-manonun-AIIb
ayemurmpancgpepasa (2)

Co,
H3C_CO_CH2_CO_S_AHB
Aueroanetun-Allb

NADPH + H
D P—xemoayun-AIlb
NADP pedykmasa (1)

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

/ P—-eudpoxcuayun-AIIb
oezudpama3sa (4
HOH p “)

H;,C-CH=CH—CO—S—AIIb
KPOTOHMII-A1to

NADPH+H enoun-AIlb
NADP peodykma3a (1)

Y
H;C—-CH,-CH,—CO—S—AIlb

OyTupuiI-ant
deayunasza (3)

BXK ¢ yetHpiM n atomoB C

PucyHok 75 — buocuHTe3 HACBIIEHHBIX KUPHBIX KHCJIOT
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[TaapMuTaAT ABISETCS OCHOBOW Il cuHTe3a Oomnee mmHHBIX KK u HeHa-
coieHHbIX JKK (prcyHOK 76) B 3HAOIUIa3MAaTUUYECKOM PETUKYIIYME C Y4acCTUEM
npyrux (¢hepMeHTOB (dJIOHTa3bl, JecaTyas3bl). BBeneHue MTBOWHOMN CBSI3U MPOUC-
XOJIUT TOJT IEUCTBUEM MHKPOCOMAILHOTO KOMIUIEKCA (PEPMEHTOB, COCTOSIINX
u3 uToxpoma bs, bs-pemykrassl u gecarypasbl. B KauecTBe cyOcTpara UCIOJb-
sytorcss NADPH+H" u MosexyIpHbIi KHCIOPOL,

H3C'(CH2)7_CH —CH _(CH2)7_CO_S_KOA

J Oneounn-KoA
HOH + NADP )

0,+NADPH + H Odecamypasa (1)

H3C_(CH2)16_CO_S_KOA
1 Creapoun-KoA

J/I0H2A3a

MajoHUI-KoA, NADPHJ

H3C_(CH2)14_CO_S_KOA

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

decamypasa (1)

\

H3C' (CH2)5_CH - CH - (CH2)7_CO_S_KOA
[Haasmutooneonii-KoA

Pucynok 76 — IlocienoBare/ibHOCTH peakuui
OMOCHHTE32 HeHACBIIECHHBIX JKMPHBIX KHCJIOT

Bbuosoruyeckas poar HHKK:

* O0s3aTenbHble KOMIIOHEHTHI DJI memOpan, TAT'.

* O6s3aTenbHble KOMITOHEHTHI D XC (MeTabonnyecku MeHee akTuBHBIN XC).
* BAB — siiko3aHousl — mpousBojHbie C 504 (PG, LT, TXA).

* AO — noBymku ADK.

buocuHTe3 X0/1€CTEPOIIA
buocunTe3 XC npoTekaeT MHTEHCUMBHO BO MHOTMX OpraHax M TKaHsX, J0-
BOJIbHO MEJUICHHO B COEIMHUTENIbHOW TKaHU M B HEPBHOU CHCTEME B3POCIBIX
(pucynok 77). UctounnkoM st cuaTe3a XC sBIseTCS TIII0KO3a.
BHyTpuK/IETOYHAS JIOKAJU3ANMA. MUTOXOHJIPUS, LIUTO30Jb, SHJOIJIA3-
MAaTHUYECKUU PETUKYIIYM.
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G- Auernn-KoA HSKoA
H;C—-C—SKoA HSKoA 9 (I:H3 9
Aetit1-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-meTu-
Arnernn-KoA mpaschepasa rirytapuia-KoA (I'MI'-KoA)

(Tuonasa) (2)

CH; ©  2NADPH+H' 2NADPH
|

11
H
HOOC ~CH,~C~CH,~C~SKoA \%002 GHa

|
HOOC —CH,~C—CH,~CH,~OH

OH I'MI™-KoA
B-I'mapokcu-B-meTnn- pedykmasa (1) OH
rirytapuit-KoA (I'MI'-KoA) MeBasloHOBas KUCIOTA
| I |
coo coo -
Auarin-KoA I 2NADPH ! 2ATE AT GOz CHz
CH: CH; \ b
* ~* CHy-C-OH e nl
AueTo- T TMM-KoA- S p, CH:
aueTn-KoA ";.:H? penykTasa CH: fIJHz
Cc=0 CH;OH i
i 0-F1-0-
SKoA ) ®-0-®
TMr-Kob o il WaonesTerunnupodocdar (Cs)
|
| o C
Koo
Mepanunnupotocdar (Cia)
Il
e
dapreannupachocdat (Cis)
L/_ Cis
\‘r’%'ﬁ/- ----- NawHocTepan " +—+ Crpane (Cag) J =
L1
e
Xonacrepan )
1
i
Pucynok 77 — Cxema cunre3a xoJsiecrepoaa: |, 11, 111 — cragun o6pazoBanus MeBa10HOBOI

KHUCJI0ThI, CKBAJICHA M X0JI1€CTEPOJIa, COOTBETCTBEHHO

Craauu cunre3a XC:

1. [IpeBparieHre akTUBHOTO alleTaTa B MEBAJIOHOBYIO KHCIIOTY.

2. Obpa3oBaHKE CKBAJICHA U3 MEBAJIOHOBOM KHCIIOTHI.

3. Huknuzamus ckBasiena B XC (pucyHok 77).

Hns cunreza 1 monekynsl XC HeoOxomumo 18 monekyn anetuii-KoA,
18 AT®, 18 NADPH.
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KawueBoii pepment: B-I'MI-KoA-penykrasa.

Bbuosornueckas poan XC:

= Komnonent memOpan (~50 % nunuaHoro cocraa).

= [IpenmectBeHHuk bBAB (cTepomaHbsie ropMoHbI, BUTaMuH D, xemyHbie
KHCJIOTHI).

* CTpYKTYPHBI KOMIIOHEHT JTUIIONPOTEUOB.

IlepexucHoe okuCIeHUE JUITA/I0B

[Tonsitue [10JI 06bequHsET Bce peakuu HePepMEHTATUBHOTO OKUCIICHUS
nonuHeHachIeHHbIX KK, cBOOOAHBIX WM BXOAAINMX B COCTaB OMBUISEMBIX
JUMNHUI0B, IPOTEKAIOLIUX 0 paAUKAIbHOMY MeXaHu3My (pucyHok 78). Peakuuu
[TOJI nHULIMUPYIOTCS AKTUBHBIMHU (JOpMaMH KUCIOPOa.

B pesynbrare nosiBinenus B rupooOHOM ci10e MeMOpaH TUApPOPHIbHBIX
30H 3a cu€r oOpazoBaHus ruaponepokcuos KK B KIeTKH MOryT HNpOHUKATh
BO/1a, MOHBI HATPUS, KAJBLUS, YTO MPUBOJIUT K HAOYXaHUIO KJIETOK, OpPraHesll !
UX pa3pyLICHUIO.

[Tporneccrr I1OJI ycunuBaroTces mpu U30BITKE KaTeX0JIaMUHOB (CTpecc), TU-
MOKCUU, UIIEMHUH (IIPU PEOKCUT€HALIMN ), [IOBBIIIEHHOM COJEPKAHUN AKTUBHBIX
dopm O,, CHUKEHUU AHTHOKCUJIAHTHOW 3alIUThI, MOBBILIEHHOM COAEpPKaHUU
HEHACHIIIEHHBIX )KUPHBIX KHCIIOT.

AxtuBanus 110J] mpoucxoaut npyu BOCIAJIEHUH U XapaKTEPHA I MHOTUX
3aboneBanuit: nuctpoduu Ml (0one3ns [romenHa), 6onesnu IlapkuHcona,
aTEPOCKIIEPO3€E, PA3BUTUH OITYyXOJIEH.

RH Re Re ROOe*
H O—Ce

Ke XH H (o2
./ NS
AL A A AL A
H H H

RH

CL)L j;l} = H OOH
/N \ NV )\; \ NN TR

H H
Malondialdehyde Endoperoxide Hydroperoxide
ROCH

Pucynok 78 — IlepexkncHoe oxkuc/IeHHe JTUIHAOB
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I'/IABA 6
BUOXHUMMUSA BEJIKOB 1 HYKVIEMHOBBIX KHCJIOT

BEJIKHU-1. IEPEBAPUBAHUE U BCACBIBAHUE BEJIKOB

benku B KOTMYECTBEHHOM COOTHOIICHUN 00pa3yiOT CaMyi0 BaXXHYIO TPYIIITY
MaKpoOMOJIeKyJl. B opranusme uenoBeka mMaccod npumepHo 70 KT COAEPKUTCS
npuMepHo 10 xr Oenka. bosbiiiasg ux 4yacTe HaXOAUTCS B Mbliax. Jlons apyrux
a30TCOJIEPKAIINX COCTMHEHUM 10 CPAaBHEHUIO ¢ OCJIKOM He3HauuTenbHa. VcTou-
HUKamMu cBoOOMHBIX AMK opranmsma ciyxar nuieBbie Oenku, OeIKu coOcCT-
BEHHBIX TKaHEH, a TAKXKe CUHTE3 aMUHOKHCIIOT U3 YIJI€BOIOB (PUCYHOK 79).

IKCKPELHst

MOUEBHHA I'moko3a

/ Keronoseie

T Tena
NH; atb(a-KeTOKUCIIOTH

Karabonuzm CO,, HOH,
GeskoB ATP

el — \
TomnocTHBIE Tporssomisie AK | KATEXOTaMIHEL

1poTeasbt 3[[}101"6] IHBII yJ1 &é;r;g;ouanwon
AMUHOKHCJIOT

—— OHOTeHHbIE AMHHbBI
——| Asotconepxamue
GeIIKOBBIE COCI-HUS
—— TOPMOHBI

Karencump) HYKJICOTHIBI
TeM
KpeaTuH
Buocunres u3

Tlenuapt
YTJIEBOJOB \ \

Perynsropusie
Beakn TeTITHIBI

Benku mumm L~ Tupokcun

PucyHok 79— DHIOreHHEBIH 11yl aMHHOKHCJIOT, ero 00pa3oBaHue U yTHIN3ALHS

OO0 o0meM COCTOSHUN aMHUHOKHCIIOTHOTO M OEJIKOBOTO OOMEHOB CYJIAT I10
a30TUCTOMY OajlaHCy — pa3HULIa MEXAY KOJIMYECTBOM MOCTYNUBIIUX a30TCO-
JepKalux BelecTB (OSIKOB) M KOJUYECTBOM BBIBEJICHHOTO a30Ta (TJIABHBIM
0o0pa3oM B BUJIE€ MOYECBUHBI).

IMoso:xkuTeNbRBIA A30TUCTBI 0aaHC HAOMIOMACTCA TPH 3aJIEPKKE a30Ta B
OpraHu3Me ¥ aKTUBAIMK aHa0oIM3Ma (POCT, OEPEMEHHOCTD, JTAKTAITHS, BBI3I0OPOBIIC-
HUE TIOCJIE TSHKEJION 00JIe3HN ), a TAKXKE TP MOYEYHON HEJOCTATOYHOCTH U YPEMUHL.

OTpunareabHblii a30TUCTBIA 0anaHc HaOMOMaeTCs TPU MpeodIagaHun
Katadoyinu3Ma U oTpaxkaeT OOIYIO MOTEPIo OEJKOB (AJTUTENbHBIE TsHKEIbIe 3a00-
JI€BAHUA, [IPOJIOJKATEILHOE TOJI0JJaHUE, HETIOJHOLIEHHOE MTUTAHNUE).

A30THCTOe paBHOBecHe HaOJIOJAeTCsl Y 3I0pOBOTO B3pPOCIOro YeIOBEKa,
IIPU KOTOPOM TOTEPH a30Ta KOMIIECHCUPYIOTCS MOCTYTUICHUEM OEJTKOB C TTHUIIICH.

Buojsiornyeckasi HeHHOCTh OeJiKa OMPENEAeTCs KOJIMYECTBOM M COOT-
HolleHHneM He3ameHUMbIXx AMK.

bananc azora B opranusme onpeaensercs MeTaboau3MoM OelTKOB, KOHTPO-
JUPYEMBIX HECKOJbKUMU TOPMOHAMHU, M TPEXKJE BCErO0 TUPOKCHHOM, KOPTHU30-
JIOM M TECTOCTEPOHOM.
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IlepeBapuBanue 0e1KoB
B KKT mumesbie 6enku pacnamarorcs 10 AMK npu ydgactum mpoTeosn-
TUYECKUX (EPMEHTOB, 00JAMAIOMUX Pa3HOW CYOCTpaTHOM CHEIU(PUIHOCTHIO:
KaXABIHA U3 ATUX (PEPMEHTOB MPEANOUYTUTENHHO THAPOIU3YET NENTHIHBIE CBSI3H,

oOpazoBannbie onpeneaeHHbIMU AMK (pucynok 80).
depMeHTHI, IEpeBaAPUBAIOIINE OCIIKH

CepuHOBBIE TPOTEA3HI
Tup
Ana Oen
I'mu JATpF Mer
u3 Jlein
ey Q L 2w 9 L 2w 9
—HN-CHC-N-CIZHC—O— —HN-CHC-N-(IZHC—O* -NH-CHC-N-?HC—O—
H H H
Diacrasa Tpurncux XUMOTpPUTICHH
[Iposnacraza TpuncuHoren X
HMOTPUIICUHOT€H
MeTamnomnporeassl AcmaparuHoBbIe IPOTEA3EI
p p
Ana Tup
I]?Iaﬂ den
e Jleit
Jleit T Qw9
Apr H,N-CHC-N-CHC-0OH
Juzo o) |l|
| n H I
H,N-CHC-N-CHC-OH
i Iencun
Kapboxcunentnmaza A W
Kapboxcunentuaasza B H* Tlencumoren
Ipokapbokcunentunasza A,B
O O
noH I Junentunaza I Il
HZN-(IZHC-N-(IZHC—OH / HZN-(;JHC—OH + HZN-(I.‘,HC—OH
H H HOH H H
T'nuumn T'nunmn
PennuH (X1MO3MH) 2+
Kazeun — [Tapakazenn Ca
I'muxonentuy
o Q
HN-CH—C——R HN-GH=C——R
CHj CH,
AVTARIHAMHOLCITH CHCH3 Jleinunamunonentunasa
JTaHHHa onenTriasa CH, (BrICBOOOXK TaeT N-KOHIIEBYIO

(BrICBOOOXKTaeT N-KOHIIEBYIO

MOJIEKYJTy J1000¥
MOJIEKYJly aJlaHUHA)

aMI/IHOKI/ICJ'IOTI:I)

Pucynok 80 — Cxema npoteosin3a (cemeiicTBa nporea3s) nuieBbix 6e1koB B 7KKT
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CekpeT KJIETOK CIIM3UCTON JKeTy/IKa HOCUT Ha3BAHUE «GKeJTYyT0OYHBIH COK»,
TJIABHBIM KOMIIOHEHTOM KOTOPOTO SIBJIICTCS COJISTHASI KUCIIOTA.

PoJsib cOJISTHOM KUCJIOTHI B IEpeBAPUBAHUM 0€JIKOB '

— JleHaTypamnus OeIKOB;

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

— CO3/1aHHE ONTUMATBHOM CPEebI ISl aKTUBHOCTH TICTICUHA,;

— OakTepuIuIHOe, aHTUMHKpOoOHOe AckictBre HCI,

— peryisiius MOTOPHO-CEKPETOPHOU JAESTENBHOCTH BCEro KOMILIEKCa
CEKPETUPYIOIIUX OPTaHOB.

OcHoBHBIE (PpaKINH KUCJIOT KeJIYA0YHOT0 COKA:

* 00111ast KUCIOTHOCTh JKEIyJI0YHOTO COKa — 3TO CyMMa BCEX KHUCIOT XKe-
aynodyHoro conepxkumoro (40—60 mMMoib/1 (HOBOPOKIEHHBIE — 2,8 MMOJIB/J;
netu 10 roga — 4-20 MMoIb/n);

* cBOOOAHAs coJisiHasi kucyiota — cBoOonHass muHepainbHas HCI (20—
40 mmow/1 (HOBOopoXkaeHHBIE — 0,5 MMOJIB/JT);
* CBsSI3aHHAS COJISTHAsI KUCJIOTa — KHCIOPEATuPYIOIMHUE COJA (XIJIOPHIBI)

O€eJIKOB U JIpyrux ciadbeix ocHoBaHuil (10-20 mmons/n);

* 0011as coysiHasg KucjioTa — cymMMma cBoOoaHou u cBa3zannot HCI (30—
60 MMOIB/7).

Ha pucynke 81 mokazano oOpa3oBaHUE W NMEPBUYHO aKTUBHBIN TPAHCIIOPT
MIPOTOHOB M3 CTEHKHU KEJIyJKa B €ro MOJIOCTh MPU y4aCTUU KapOOaHTHJpa3bl,
H'/K'-AT®-a3sl ¢ pacxogom ATO.

IInasma OEEIan oY HEE KIETEH IIpoceeT ®emymKa

HYE' -ATdaza

COE I CDE Fapboamr unpasza choj
+HL0

HCO5 HCO5

Cl

(

Eemen-no EPEHOCHHEH
aHHCHOE

HmopuOHEIR ¥ aHaT

Pucynok 81 — CxeMa cexpeniuy COJISIHOM KUCJIOTHI CIU3UCTOM KeJyIKa
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TpaHCIIOPT aHMOHOB XJIOpa U3 KPOBU B KIIETKH SIBJISIETCSI BTOPUYHO AKTHUB-
HBIM U OCYILIECTBISIEMbIM MO MEXaHM3My aHTUIOpTa ¢ OukapboHartom. Jlnsi CHU-
YKEHUS KACJIOTHOCTH JKEITYJOYHOI0 COKA IPH SA3BE€ JKEIYJKa U 12-IepCTHON KUIIKA
HazHayaoT uaruburopsl H'/K'-ATd-a3b1, HanpuMep, OMenpasol (PHCYHOK 82).

[Tpoaykuus coMsIHOM KUCIOTHI MapUeTaTbHBIMU UM OOKJIAJOYHBIMU KIIET-
KaMH CTEHKHU >KENyJIKa KOHTPOJHPYETCS, TJIAaBHBIM 00pa3oM, TMCTaMHUHOM, a
TaK)K€ TACTPUHOM U allETUIIXOJIMHOM.

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

; HpDTE:HI—]KHI—ILBI:I ._J
| -
]

H

= CMempaso

Pucynox 82 — Cxema peryjsiilMu ceKpelnu COJSTHON KUCIOThI

['mcramMuH CTUMYJIMPYET CEKPEUHMIO COJITHOM KHUCHOTBI 4epe3 Hp-
peLenTophl, AleTUIXOINH — 4Yepe3 M3-XOJIMHOPELenTophl, a FaCTPUH — Yepe3
cneuuduueckue peuentopsl. Hy-penentopbl yBeIWYMBAIOT BHYTPUKIETOUHBIH
HAM® npu yuactun G 0enKoB, a MyCKapUHOBBIE U TaCTPUHOBBIE PELIETITOPHI
IPOSBISIOT CBOM I(PQEKThI, yBEIWYHBAs KOHIIEHTPALUIO BHYTPUKIETOUYHOTO
cBo6oxroro Ca**. Iukmmaeckuiit AM® i Ca®* 1eficTBYIOT COOTBETCTBEHHO Ue-
pes A- u C-IpOTeMHKMHA3bI, HOBbILAs TpaHCIOpT H' B mOMOCTh kKenlyaka mpu
yuactuy H'/K'-AT®-a3b1.

I'nuenue 06enkoB, 00e3Bpe;KMBAHNE IPOAYKTOB THHMCHUS
Pacnman AMK noa BiusiHHEM MHKPOQIIOPHI KUILIEYHUKA HA3bIBAETCS THUE-
HueM 6enkoB. OCHOBHBIE XMMHUECKHE MPOLECCHI, JIeXkKalllie B OCHOBE THUEHUS,
CBSI3aHBI C PEAKIMSIMH JIEeKapOOKCHIMPOBAHUS, I€3aMUHUPOBAHUS, AECYIb(u-
pOBaHUS U yaajaeHus: 00koBoif yacTu apomatudeckux AMK.
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[Tpu sToM 00pa3yroTcs OMOreHHbIE aMUHBI, aMMHUAK, CEPOBOIOPO/I, a TaK-
e TOKCUYECKHE MPOAYKTHI pacmana apomarndeckux AMK — ckaton, uHmon,
Kpe3od, penon, 6enzon. [locne BcackiBaHUs 3TH MPOAYKTHl 00€3BPEKUBAIOTCS
MyTEeM THIPOKCHIUPOBAHUS B PEAKIUSAX MUKPOCOMAIBHOTO OKHUCIIEHUsS (C 00-
pasoBannem ADK) u BCTymaroT B peakiini KOHBIOTAIIUU C aKTUBHBIMH (hopMa-
Mu cepHoit (pepmenT — apmiicynabdoTrpancdepasza) wim rIroKypoHoBOH ((ep-
MeHT — Y ®-rimrokypoHuiTpancdepasa) KUCIOT ¢ 00pa30BaHUEM pPacTBOPH-
MBIX B BOJIC COCTMHEHUH BBIIEISIEMBIX C MOUOH (PUCYHOK 83).

NH,

72

Tuposun Kpeszon Ddenon
O, H,0
CH,CH-COOH —. CHy —— U
| NH [ J LUTOXPOM Pysq
H 2 N N
Tpunrodan Craron Wnnon
OADC DAD 0
—~ O == 0t — O o8
N
H
MHHOKCHH HHH?{E‘EE;‘;ZPHM JXMBOTHBII UHINKAH
COOH
W GO BCAA (neit, une, Ban)
H,N NH, N H,N" " NH,
TS KaJlaBepuH
COOH 0,
HzNM _4, HoN_~_~ NH, QITKaHBI, N30QJIKaHBI,
OPHUTHH MyTpecuH +THAPOKCHITPOU3BOTHBIC
NH, COOH
N— >N 0
AL OH o Q
N™ N OH I
J1 I O_P_OH HN |
HO-5-0-P—0—CH, 0o OH | )\
O OH o) 0" N
HO-P-O—CH
O OH h 2_0
Q] o
‘O-P-0O
o OH OH
3-bocoanenosim, moRYpotomaA Khcora
5'-poctocynsdpar (PADC) (VIIBTK)

Pucynok 83 — Peakumnu 1eTOKCHKALIMM AMHHOKHCJIOT



BEJIKU-2. TKAHEBBIA OBMEH AMUHOKUC.JIOT.
OBE3BPEXXUBAHHUE ITPOAYKTOB OBMEHA

HTK nanonusercs AMK uepes anerun-KoA, I1BK, o-KI', cykiunun-KoA,
dbymapat, OA (pucynok 84). Ctpareruss karabonuzma AMK HampaBiena Ha
IpEeBpaLICHUE MOCIEIHUX B OCHOBHBIE NPOMEKYTOUYHBIE MPOIYKThI, KOTOPBIE

MOI'yT OBITH MCITOJIBb30BaHbI KaK TOILJIMBO WU JJIA CMHTC3a T'JIFOKO3bI 1 KCTOHO-
BBIX TCII.

Cep COOH ¥eﬁ
T'mn — é: 0 COs ﬂgl;
I'moko3za Huc ] o
N Tpn CH, T eH
\FHF CO, Tpe Mupyear up
N\ /\
OEIT CH, ol
.C. 3
(O} S-I&/Q:O
Anerun-KoA C\CHZ
O""S-KoA
Acn COOH H.C-COOH Aneroanetnn-KoA
Acn O:é 2%
. HO-C-COOH \
72 _
COOH H,C-COOH KeroHnoBble Tesa
Oxkcaoanerar Hutpar
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 / O-KeTorIyTapat Apr
o dymapar ~_  Cyxuunmi-KoA
1 C|OOHO 0 Uie
H.C-CH-C" H;C-CH,-C. « Ban
3 S-KoA S-KoA Mer
Merun-manorun-KoA IIponnonun-KoA Tpe

Pucynok 84 — BerymuieHne aMMHOKHCJIOT B IMKJ TPHKAPOOTOBBIX KHCJIOT

OcHopHubIe peaknun oOMena AMK:

1. Peakiiuu Ha KapOOKCHIIBHYIO TPYIIITY.

2. Peaxmuu Ha paaukai (THIPOKCHIMPOBAHKE, aMUHUPOBAHKE, CYJIb()UpoBa-
Hue, pochopuimpoBaHne, U3MEHEHUE CTPYKTYPHI paJiukaiia u Jip.) (pUcyHoK 85).

3. Peaknuu Ha amMuHOTpynmy (TpaHCaMHUHHPOBaHUE, IE3aMHUHUPOBAHNE
(mpsAMOE 1 HEnpsIMOe).

Mexanusm nexapookcuiauposanusa AMK:

1. Or AMK oruernsieTcss KapOOKCHIIbHAS TPYIINA, CTOAIIAs IO COCEACTBY
C O-yTJIEPOJIHBIM aTOMOM.

2. Ilponyxrel peakiiuu — CO, + OMOTCHHBIC AMUHBI.
3. ®epmentsl — nekapbokcunaszsl AMK, knace nmma3s (4.0.0.0.).
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4. Kopepment — nmpuokcanbdocdat (I1D, npoussoanoe Butamuna Bg).

5. Mexanm3m nerictBusi — oOpaszoBanue [1D-cyOcTpaTHOTO KOMILIEKCA,
npecTaBieHHoro ocnoBanuem lludopa 1O u AMK.

6. lexap6oxcmnupoBanne AMK — mporiecc HeoOpaTUMBIii.

IIpuMmeps! ruapokcuanposanus AMK

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

2. Opuutun—CO; + Ilyrpecuun — [lonuamune! (cM. pUcyHOK 83).

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

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

5. T'uctmoua — CO, + I'mctamun

6. Tupozun — JJODA — CO, + Jlopamun — Hopanpenanun — AnpeHa-
JuH (cM. pucyHok 117).

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

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

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

TUJPOKCHUIIPOIIHH

2-0KcoryyTapar

CyKI[MHAT
NHz. O NH, O
CH,-CH,— (I_‘, H nusuneuopoxcunasa (1) CH
, 2 2 I 2 (:F12 CH4
" OH
CH,—CH,— NH2 /\ \h ) CHy,——CH,~NH;
JIN3UH 2 ’ O H
THUAPOKCUJIN3UH
2-0KcoriayTapar CYKITMHAT

PucyHok 85 — Peakuuu rugipoKCH/JIMpPOBaHUs NPOJIMHA U JIU3UHA

Buyrpukierounbiii karadonusm AMK:

1. IloTepss aMUHOTPYTITIBI:
1.1. TpancamMuaupoBanue (IepeaMUHUPOBAHUE).
1.2. Jle3aMuHUpOBAHKE.
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2. [IpeBparienre KETOKUCIIOT B TJIFOKO3Y WJIM KETOHOBBIE TeJa (TJIMKOTCH-
HbIE, KETOTE€HHBIE, CMEIIIAHHBIE).

Oo0Opa3zoBanne aMMuaKa:

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

(pucyHoK 86).
2. Hanbosee akTUBHBIMH €TI0 TIPOIYIICHTAMHU B KPOBH SIBJISIOTCS OPTaHBI C
BBICOKHM oOMeHOM AMK, OMOTeHHBIX aMHHOB W HYKJICOTHIOB — HEpBHAas

TKaHb, I€YEHb, KUILICYHUK, MBIIIIIIHI.

3. OCHOBHBIMHU UCTOYHHUKAMU aMMHUAKa SIBISIIOTCS CIASAYIONINE PEaKIIUU:

3.1. AM®-ne3amunHa3Has peakius — B I[UKIIC MYPUHOBBIX HYKJICOTHIOB
(MbIIIEYHAsT ¥ HEPBHAS TKaHB).

3.2. OkuCcIUTENbHOE Je3aMUHUpPOBaHUE [Ty BO BceX TKaHAX (KpOME MbI-
IIEYHOI), 0COOEHHO B NIEYEHU U MOYKAX.

3.3. Jde3amunupoBanue AcH, [ TH — B I€YEHU U MTOYKAX.

3.4. JlezaMuHMpOBaHNE OWOTCHHBIX aMHHOB — BO BCEX TKaHSAX, B HaW-
OOJBIICH CTENEHN B HEPBHOW TKaHM.

3.5. XKuzHeneaTeapHOCTh OaKTEPHil TOJICTOTO KUIICUYHUKA.

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

buorennsie aMHHEl  AMEK HyrxneotHasr

AMMHEK

I

‘_._._._._ A
ModegHHa [71H ma I'my AMMOHHHHEIE COTH
Pucynok 86 — IlyTu 00pa3oBaHus U 1eTOKCHKAIIMM aMMHUAKa

B MbIIeuHbIX KIeTKax MpyU MHTCHCUBHOM paboTe, Korjaa UaeT pacmaj] MbI-
IIICYHBIX OCJIKOB, aKTUBHPYETCS albTEPHATHUBHBIN CIOCOO I€3aMHUHUPOBAHUS
AMK — nuxkn AM®/UMO® (pucynok 87). OOpa3oBaBIIMiACs, TTPU TPAaHCAMU-
HupoBaHuu riyramar, npu yuyactuud ACT pearupyer ¢ OA u obpasyercs ACII.
AcmapraT nanee rnepejaeT CBOIO aMUHOTPYyNNy Ha HHO3MHMOHO(ochaT (MM D)
c oopazoBanuem AM®D, KOTOPBIN B CBOIO OuYepe/lb MOJIBEPraeTcs JAe3aMUHUPO-
BaHUIO C 00pa30BaHUEM CBOOOIHOTO aMMHaKa.

KeTokucroTa [nyTammHoBas OkcanoaueTtaTt «—— Manat
KucrnoTa \
TpchaMUHupoeaHue ACT dymapat

AMuHoKUCOTa a-keTornytapar AcnaparvHoBast /@
kucrnota

Pucynok 87 — PoJib imkap60HOBBIX aMUHOKUCTIOT B uKJIe AM®/UM® (Mblie4HAs TKAHD)
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TokcuyHOCTH aMMHAKA:

1. NH;+ H,O0 — NH,OH — OH + NH," => noBsmmaercs pH xwunkocren op-
raHU3Ma ¥ BOSHUKAET aJlKaJlo3 => THITOKCHS H3-3a yBemmdeHus cpojactsa Hb k O,.

2. AMMHaK BCTYTAaeT B PEAKINH «HACUIHCTBEHHOT0» BOCCTAHOBUTEIHHOTO
AMUHUPOBAHUS 0.-KETOKHUCIOT.

2.1. Camxaercs konmdectBoBo o-KI', Hapymaercs LITK u cunres ATO.

2.2. Hapymarorcst ocHOBHBIE ITyTH KaTabom3ma AMK 1 GHOreHHBIX aMUHOB.

3. U36eTok NH," B kpoBH Hapymaer TpancMeMOpanssiii meperoc Na™ n K*
(KOHKYpEHIIUS 32 MOHHBIE KaHaJIbl), HAapyIlas repejiady HEPBHBIX UMITYJIbCOB.

4. AMMHaK y4acTByeT B peakuuu cunresa [ H B Mx.

4.1. I'myramuH — HeTOKCHUYHas (opma TpaHCHOpTa aMMHAaKa B MEYECHb U
IIOYKHU.

4.2. Ho! mpu maronoruu: maHOT0o NH3 => mMuO0TO ['nH, ruapodunsaeril [nH
BbI3bIBaET AU (Py3HI0 BOABI B HEUPOHBI U OTEK MO3ra.

4.3. YMeHbIIaeTcs KOIU4YecTBO [y B KJIeTKaxX HEPBHOM CHCTEMBI => CHH-
YKaeTcsi CUHTE3 TOpMO3HOro meauaropa '”AMK.

Iyt 1eToKcUKAIMHM aMMHaKa
1. BoccTaHOBHTENIBHOE aMUHUPOBAHUE.
2. O6pazoBanue amuaoB (I'a u AcH).
3. AMMoHuoreHne3 (cM. pucyHok 127).
4. buocunte3 moueBuHbl — 90 %.
[IpakTryecku Bech aMMUaK yJajasieTCs U3 OpraHu3Ma B BHJIE COJIEH aMMO-
HUs (TIOYKH) U MOYEBUHBI (TICUEHE ).

vk cunre3a moyeBuHbI (IICM)

Jlokanm3anus: 1110301 TenarounToB. [lepBas U BTopas peakuuu npoTe-
KalOT B MUTOXOHJIPUSAX, 00pazyercsl HUTPYJUIMH, KOTOPBIA BBIXOAUT B IIUTO-
masmy (pucyHok 88).

Cymmapsnoe ypaBHenue: ACII + NH;z + CO, + 3AT® + 3H20 — MoueBu-
Ha + dymapar + 2AJID + AM® + 2d,, + T[Tupodocdar.

JHepreTnyeckue 3aTparbl: 3 MoyieKylibl AT® wnn 4 MakpO3IPru4ecKux
CBS3HU.

Peryasitopubie epmentbl: kapoomaundocdar cunreraza | (Jiokamuzo-
BaHAa B MUTOXOHAPUSIX).

Buosioruyeckasi poJn:

1. MexaHu3Mm JIeTOKCUKAIIM aMMHaKa.

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

3. IICM nocraBnsier opauTHH (HerpoternHorenHas AMK).

4. Tlocrasnser pymapat B L[TK.

5. IICM obecrieunBaeT monoHUTENbHBIN cuaTe3 AMK APT'.

6. Nmes mutoxonApHaibHyro jJokanuszanuto, LICM perynmupyer moToku
AMK 1o paznuuasiMm HanpaBieHusM — ['HI', GuocunTe3 Oenka, TUmoreHes.
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HOOC—-CH,—CH,—CH-COOH

R—ﬁ—COOH

Pucynox 88 — LlukJ/ cuHTEe32a MO4YEBHUHBI

NH ['myramar O O-KETOKHUCIIOTa
2 Tpancamunasa
+ 2
HAJ(®) Tnymamam @ R—CH-COOH
dezudpoeenasa (1) Il\IH
n
HAI(®)H « H \ aMI/IZHOKI/ICJ'IOTa
a-Kerormyrapar
(- Q)
v MurtoxoHapus
2 AT® + HCO; + NH - —C— 2 :
3 3 Kapbomoungpocpam- HzN ﬁ OPO;”+2 A® +P;
cunmemasa (6) (0]
Kapoomoundochar P 0= (IZ -NH,
NlH
(CHy)3
OpHUTHH  Oprumun-kapbamour- CH- NH.*
mpancghepaza (2) I 3
COO
Hutpynnux
_ J
_ | Y,
N
(C.:HZ)?’ Hurpynnun (EOO-
HCIZ —NH;* CH,
. I
coo CH-NH,*
OpHUTUH C|)OO'
I
H,N-C—-NH, Acmaprar
MoueBuHa ApguHuH()-
AM®O + PP;
s ) o,
H,0
coor (6)
HN~c=NH,* CH,
II\IH élpzununo: CH—NH-c=NH
A VKYUHAM I [
(CH,)3 auasa (4) CoO I}IH
H(IZ— NH* ApruHuHO (C|3H2)3
- - _ +
coo CYKLMHAT H(..: NH;
ApruHuH COO
CI200'
I(I:H oc-KeTornyTapaT\
¢H AcAT
COO )
®ymapar
H,0 Dyvapasa 'myramar
“) CoO
. I
¢00 NAD" NADH + H" CH,
CIZHZ C=0
HC-OH 00"
COO
I MAT (1
COoO ara Okcanoanerar
Maunar
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BEJIKHU-3. OCOBEHHOCTHU OBMEHA OTAEJIbHbBIX
AMMUHOKHUCJIOT B HOPME WU I1PH ITATOJIOT'YM

MeTtabonu3m S-afeHO3UIMETHOHMHA U KpeaTMHWHA PAacCMOTPEHBI Ha PH-

cyHke §9.

(7)venda porpdiu
-oRnEnWDRNANY J

Hureadyy
HOOD-DH
[y
_ H.H”.I.._A HI2IOUMOMO JTHEOHITB-§
‘HN—D=NH
HOOD
IPIaTPHUTMHEL ] TEN-OH

=

HuLradQ

(& b
IDDUIH_,.. H Wmﬁ. ZOH.H 1D
i o ]
HN—0D=NH 0% :
@ N,y | BS

pendagonndu j.\ - v

- W N ... _ /%

-wowahn - N

-imonspA_J THN
vEmOEDEHSMOEnmlw
HOOD
THN - OH
0 HO nmw

H
o
OTHo——s

= . ‘HD :
/m\ _ \v @) HITHOHML[N]
T N vepds poxpdi HOOD  (7ivevdaghonvdumus py
TN -IMEOHBPY TN HF_:.H

- HI HO B i .

'q+'dd HD

OLV ‘HD

MAOIL-*HD- N

Pucynok 89 — Mera6om3m SAM u kpeaTHHUHA
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["AMK-myHT (pricyHok 90) xapakTepeH [l KJIETOK UEHTPAIbHON HEPBHOM
CUCTEMBI, HO HE€ WIPaeT CYIIECTBEHHOW pOJIM B APYrHMX TKaHsAX. [ayramar,
["AMK BBINOJIHAIOT B HEUPOHAX (PYHKLIUIO MEAUATOPOB.

HOOC—(IZH —CH,—CH,—COOH
NH,
I'myramuHOBas kuciaoTa

ramMmma-riiyTaMmmJjai- riayramar-

HHMCTeUH-CUHTeTa3a (6) ' nexkapdokcuiasa (4)
ATO® :
LII/ICTCI/IHE
: co
AJl® + P, ; 2
H,C—SH E Ol-KETOTIIyTapaT E:Z—CHZ—CHZ—COOH
“NH-CH- ' 2
?O NH-CH-COOH ! I'amma-amuHOMAacsAHAs
?Hz : kuciota (CAMK)
CH, l
I ! O-KETOTTyTapar
HN-CH ramma-TryTamMui- ! T'AMK-amuno-
COOH LUCTENH ' TpaHcgepasa (2)
AT® X rayTamar
: o
TJIMLIMH ) \\C
TJIyTATHOH- ' ~C—CH,—CH,—COOH
0“27" erasa (6) 'Cykuuamn-KoA H 2v 2
! SIHTapHBII NOTyanbaerun
AJI® + P :
A 1 : 1 NADH « H*
! ernaporenasa
H,C—SH : noayaasaernna/ HOH NAD"
CO-NH-CH-CO-NH-CH,-COOH \ SINTAPHO¥ +
I 2 ' KHCJI0THI (1 NAD (,)H
CHy ; CH,-CH,—CH,—COOH
(I:Hz E NADH « H* TaMMa-OKCUMaCIIsTHAS
H,N-CH ramma-I myTammii- : kucnota (FOMK)
I - '
COOH N eyratmor) | HOOC—CH,-CH,—COOH

SHTapHas Kuciora

Pucynok 90 — Mertabosm3m riayramara B nukie Podoeprca (I'AMK-myHT)

Murerpanus Metado1u3mMa 0€JIKOB, YIJI€BOA0B, JUIIU/I0B

1. Hasimyue oO1mux mpoMeXyTOYHBIX MPOAYKTOB B OOJIBIIEH YacTh MeTa-
OONMMYECKHX MyTeH M BO3MOXKHOCTh B3aMMOIIPEBpAICHUI uepe3 ollue meTa-
6omuTe (rn-6-¢, [1BK, anerun-KoA) (pucynok 91).

2. Ucnonw3oBanne oOmMuUX KOPEPMEHTOB U HEOOXOAMMOCTh UX TMOCTOSIH-
HOU LIMPKYJISLIHH.

3. Hanmnume oOmero mytu karabonu3Ma U eIMHON CUCTEMBI OCBOOOXKICHUS
Y UCIIOJb30BaHUs SHEPTUU.

4. Hannuune CXOJTHBIX MEXaHU3MOB PETYJIAINH: oOeclieueHue cyocTpaTamu,
aJUIOCTEPUUYECKUE B3aUMOJCHCTBHS, KOBaJIGHTHAs MOAW(UKAIUs, KOJIUYECTBO
dbepMeHTa, pazjiesieHue MeTab0IMYECKUX MTPOIIECCOB MO KOMITAPTMEHTAM.
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—| JIunuael YrieBosl

JKupHble KUCTOTHI I'nmunepys «—— > [ 1oko03a

.

Anetoanetmi-Koa [ > Arnetmi-Koa [ ITupyBat
A A

HOH

Keroreunrie I'mukoreHusie
AMK AMHHOKHCIOTEI AMK

benku

Pucynoxk 91 — Unrterpaunst o0MeHna 0eJ1K0B, JJMIINIA0B, YIJI€BOJA0B

BEJIKU-4. HYKJIEOIIPOTEUIBI. CTPYKTYPA
N OYHKIIUN UTHPOPMAIIMOHHBIX MAKPOMOJIEKYJI

CuHTe3 NypPUHOBBIX H MMPUMIJIMHOBBIX HYKJIEOTHI0B 0e NOVO

IlypuHoBbIe pHOOHYKIEOTH/IbI

CuHTEe3 MypHUHOBBIX OCHOBAHHN MPOUCXOANT BO BCEX KIIETKAX OpPTraHW3Ma,
TJIaBHBIM 00pa3oM B TedeHHU. VICKIIOYEHWE COCTaBISIOT SPUTPOIUTHI, TTOJTH-
MopQHOsIIepHBIC JIEHKOIUTHI, JTUMMOIUTHI. [IporcxXxoXkaeHNe KakIoro aTtoma
IYPUHOBOTO TeTEPOLMKIA (PUCYHOK 92) yCTAHOBIIEHO SKCIEPUMEHTAIILHO C U C-
M0JIb30BAHNEM MCUEHBIX aTOMOB.

[Ipotecc oOpa3oBaHMs MyPUHOBBIX HYKJICOTHIOB YCIOBHO JCIHUTCS Ha JIBa
JTamna:

1. O6pazoBanue nnozuaMoHodocdara (MMD).

2. IIpeobpazoBanrie UMD B AM®D u 'MD (cm. pucyrok 94).

BHyTpuUK/IeTOYHASI JTOKATHU3AIUSI: ITUTO30Tb.

KirodeBoii u qumMutTupyommii ckopocts ¢pepMeHT: Gochoprudo3nImmpo-
docharamunorpanchepasa (OPIID-amunorpanchepasza), KaTaTuzupyeT peaKiluio:

5-hochopudosmi-1-mupodochar (OPIID) + ['ma — S-bochopudozmnamun +
['ny + OOn.
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®epment OPIID-amunorpancdepasa HaXOAUTCS MOJ KECTKUM aJIOCTe-
puueckuM KoHTpoJieM (AM®, TMO®, UM, OPIID).

CO, Bo3yxa

T

acraprar /

/%Hz/ _ 7NH,‘

HN, ® 5C 7y
|, T 8CH
HCX3 L C07 ™

/ N ~ - N N5,N10-M€T€HI/IJ'I—

N;o-bopmu- \ / Tr oK
TI'®K
AMujHas rpyrmna

TJTH
Pucynok 92 — Poab 3amenumbix AMK u TI'®OK B cuHTe3e NypUHOB

AJIbTEPHATHBHBINA NYTh CHHTE3a IMyPHHOBBIX HYKJICOTHA0B — pPeyTH-
Jusanus. [Iporiece cuHTe3a MypHHOBBIX HYKICOTHIOB de NOVO Tpebyet 3arpa-
Thl 3HAYUTENBHOrO KoyinuecTBa sHeprun AT®. Tak, Ha CHHTE3 LMKIMYECKOU
CTPYKTYpbl MYPHUHOB 3arpadnBacTcsa 5 Monekynl AT® Ha Kakayr0 MOJIEKYILy
AM® nmu ' M®. Peaknuu peyTuin3anuu CieayeT paccCMaTpUBaTh KaK PEAKIIUU
«cOepeXeHus», UCHOJIb3YIOIIHNE MypPUHOBBIE KOJIbLIA 1O WX MpPEBpAlllCHHs B
KCAHTHH U 3aT€M B MOUYEBYIO KHCIIOTY MEpPE]l IKCKPELHEi.

depmeHTbl — TUNOKCaHTUHTYaHUH(ochopudbosmnrpanchepaza (I'TDPT)
u anenuHdocdopudozmnrpanchepaza (ADPT) — yTunu3upyroT cBOOOIHBIE
IIyPUHBI, IIPEBpAILAsl X BHOBb B HYKJIEOTUABI Ipu B3aumonaeuctsuu ¢ OPIID
(pucynok 93). Katabomr3m 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 — Posib pepmentoB A®PT, I T®PT u ®PIID B 06pa3oBaHUM HYKJIEOTHI0OB

Cunnpom Jlema — Huxana — penkoe reHeTudeckoe 3a00IeBaHue, XapaK-
TEPU3YETCSl OTCYTCTBHEM (PEPMEHTA yYTWIM3AIMU T'yaHWHA W TUTIOKCAHTHHA —
[TOPT; npyroit pepmentr — ADPT, yrunusupyromnuii afjeHuH, — TPUCYTCT-
ByeT. [Ipu 3TOM HaOMIOMAETCS TUMEPYPUKEMHUS — TOBBIIIEHHOE COJIEPIKAHHE
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MOYEBOU KUCJIOTHI, MPUBOIAIIEE K BOSHUKHOBEHUIO PA3IMYHBIX HEUPODU3HOIIO-

TUYECKUX HAPYILICHHI: MMOBBIIIEHHAS] 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\
N N . k | >
H n NS
HZC—O—IT—OH N N

o
o H,C—O—P—OH
Kcanrunosas k-ta AJnleHU0sIHTapHas K-Ta n
ATD \ fM g2+
- I'nu AIeHWJI0CYKIMHAT
EMMH?eTa3a(6 mmasa (4) COOH
— Ly CH=CH—COOH
AL 4_/ dymapar
o) NT N

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

'M® AM®

'M® + AT® D + AJID

TO®D + ATD

ITO + AJID

Pucynoxk 94 — Ilpespamenue UM® 8 AMD u I'MD



IMupuMuIUHOBBIE PUOOHYKJIEOTHAbI

CuHTe3 MUPUMHUINHOBBIX OCHOBAHHUM MPOUCXOJUT BO BCEX KJIETKaX opra-
HU3Ma, Haubojee akTUBHO B cene3zeHke, tumyce, JKKT, sauukax. IlocnegoBa-
TEJIBHOCTh (DEPMEHTATUBHBIX PEAKIIMN CUHTE3a MUPUMUIUHOB MIpEACTaBICHA Ha
pucysnke 95. YCIOBHO BBIACHSIOT 3 00IIMX 3Tara CUHTE3a M PEeaKIUu CUHTE3a
YTO u UTD:

1. O6pa3zoBanue kapbamomidocdara.

2. O6pa3oBaHHe MUPUMHUIUHOBOTO KOJIBIIA.

3. Cunrtes opotuauaMoHo(pocdaTa u ypuauHMOHOYOCHOPHON KUCTOTHI.

4. Cuntes ypuauatpudocdara (YTO).

5. Cunre3 uutuaunTpudocdara (LITD).

BHyTpuK/I€TOUYHAS JIOKAJIU3ANMUA: MUTOXOHApUH (HEPMEHT — JAUTHUIPO-
opotat JII') 1 LUTO3071b.

KuroueBoii ¢pepmenT: nurorazmMarnueckas kapoamousndocdarcunrerasa
I1. YT® TopMO3HUT aKTUBHOCTH JAaHHOTO (hepMEHTA.

[IpenmecTBeHHUKAMH JIJISI CUHTE3a HYKJIEHMHOBBIX KHUCJOT CIyXaT HYK-
neozuaTpudocdaTel, KOTOpbie 00pa3zyloTcs W3 HYKIEOTUIMOHO(OCHATOB B
pe3ylibTaTe JBYX MOCJIEAOBATEIbHO MPOTEKAIONUX TpaHchepasHbIX (KUHA3-
HBIX) pEeaKIIii:

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

buosoruueckasi poan Y TdD:

1. CtpykTypHBIil npemecTBeHHUK 11 cuHTe3a PHK

2. OOmui MUCXOJHBIN CyOCTpaT JUisi BCEX OCTAIbHBIX MHPUMUIUHOBBIX
HYKJIeoTU0B. [{[T® 00pazyeTcst TobKO B peakiuu amuHupoBaHus Y TD:

OT®-curTeTaza

ImE+VTO + ATO - AN® + PH-LIT® + 'y

3. IlepeHOCUMK pa3IMYHBIX COECIUHEHUM B APYIHMX BUAAX MeTabOIM3Ma,
HaAIMpUMEP [IIOKO3bI MIPU CUHTE3€ IIMKOTreHa, TIIIOKYPOHOBOW KHUCIIOTHI B peaK-
[USX KOHbIOTAIUM (JIETOKCUKAITUH).

depMeHTHI peyTHIIN3AINHI THPUMHUINHOBBIX OCHOBAaHUI HE OOHAPYKEHBI.

[TpoykThl kKaTabOIM3Ma TUPUMUANHOB (PUCYHOK 97) BBIBOIATCA U3 Opra-
HU3Ma, WIH PEeyTWIM3UPYIOTCS B JAPYrux Merabonuueckux mpoueccax. Tax, -
aJlaHWH HCIIOJIb3YeTCSl MPH OMOCHMHTE3€ MAaHTOTEHOBOW KHUCIIOTHI, KOTOpas B
CBOIO Oouepelb He0OX0IuMa I CUHTE3 KOPH3UMA A U allJIIepeHOoCsIIero oer-
Ka — KOMIIOHEHTa, yyacTByroniero B cuntese JKK.
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Pucynoxk 95 — IlocienoBaTeibHOCTh peakuuii 0MOCMHTE3a MUPUMUIUHOB
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Pucynok 96 — Kara001u3M nypuHOB
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Pucynok 97 — Kara0o0,1m3mM nupuMUIAHHOB
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MaTtpuyHbie OUOCHHTE3bI

HyxiaeunoBbie kucaorsl (JJHK, PHK) — 310 moaumepsl, cocTosiimue u3
MOHOMEPOB-HYKJICOTH IOB.

CTpyKTypa HYKJIEOTHAA: a30TUCTOEC OCHOBaHHUE + TeHTo3a + docdhopHas
KHCIIOTA.

CTpyKTypa HYKJI€03H/aa: a30THCTOE OCHOBaHUE + MEHTO3a.

IlenTo3a: musa JJHK — ne3zoxcupubosa; aus PHK — pubo3a.

A30THCTBIE OCHOBaHMsI: oauHakoBblie mypuHoBbie Mg JIHK u PHK —
aJICHUH U TyaHWH, HO pa3Hble nupuMuanHoBbie: 1t JJHK — tumun, nurosus, a
s PHK — ypanwn, nuro3us.

XapakTepucTHKA MATPUYHBIX OMOCHMHTE30B:

1. OcymectBisitorest Ha 6a3ze Matpuiibl — oHoM HuTH JJHK o PHK

2. CocTosT U3 CIEAYIOUIMX ATAOB: WHUIIMAAIIWSA, 3JIOHTalvs, TEPMUHALMUSA, C
MOCJIETYIOIUM TPOLIECCUHIOM, T. €. MOU(pUKaIel KOHEYHOTO MPOTyKTa CHHTE3a.

3. Hanpasnenue cunre3a gouepueit nenu JTHK u PHK — ot 5' k 3'-koHIy

4. HanpaBiieHHE YTEHUE MATPHILBI HA0OOPOT — OT 3' K 5'-KOHIY

5. Hanpasnenue urenus nPHK pubocomoit — ot ot 5' k 3'-KoHIy

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

HenTpanbHasi 1orMa MOJIEKYJISIPHO OMOJIOrHM — OIMKCHIBAET HAIpPaB-
JieHue nepeHoca nHhopMaIi Ot reHoTUIa K peHotuiry (pucyHok 98).

TPaHCEPHIIHA TpaHCIAHA
JHEK ——— sPHK—— benok

)

PETUTMKAITHSA
Pucynok 98 — Cxema nanpaBJ/ieHUsI IePeHOCA FreHeTHYeCKOH HH(popMaALNU

buocunres JIHK (pemimkanus)

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

Jlokanmm3zanusi: 41po KIETKH.

HpuHUMIB perIMKAIUHT:

1. CuHTes monmyKOHCEpBaTUBHBIN, T. €. B nouepHel uenu JJHK ogHa HUTH
POAUTEIBLCKAS, Ipyras HOBasi JOUYEPHSISL.

2. O6e poauTenbCKUE HUTU SBISIOTCS MaTPUIIAMH JJISI CUHTE3a JT0YEPHUX
LETIEH.

3. KoMIIEMEHTapHOCTh U aHTUNIAPAJUIEIBHOCTD.

4. Tlorpebnocts B 3aTpaBke (PHK-npaiimep).

5. IIpepsiBuctocTh (hparmerTsr OKazakm).

6. AHTUNIApaJUIeNbHBINA U IBYHANPABJICHHBIN CUHTES.

7. N3-3a ynajieHus NOCIEAHEro npaiimepa Ha S'-KOHIE T0YepHsIs 1IeNb BCe-
r7a KOpo4ye MaTepUHCKON MaTPUYHOM LEIIH.
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Eaununa peniMkanum — peIvimKoH — yvyactok monekyisl JJHK, conep-
KalUi TOYKY WHHUITUALIUY PETUIMKAINK (OPHDKUH, Of), TOUKy oKoH4YaHwus (termi-
Nus), aBe peruMKaTuBHbIE BUIKU (pucyHkd 99, 100). ¥V npokapuoT oAvH peruiu-
KOH, Y 3yKapuOT — TBICSYH, CIE€OBATENBHO, Y MPOKAPUOT PEILTUKALIUS MOHOPETI-
JIMKOHHAS, Y 3yKapruOT — MOJUPEIUIMKOHHAs (HAUMHAETCSl B HECKOJIBKUX MECTAX).

OpUmKkMH
pennukauum
Orcraowas uenb Nnaupyowan uens

3 —_A A - 5

5 w wa

l Pennukox Orcranwasn uens

Pucynok 99 — Cxema cTpoeHHs PeIUVIHKOHA JYKAPHOT

Henocpencteenno cunre3 HOBoi 1enu JJHK ocymiecTBisiercss npu nomo-
um JIHK-nonumepas (tabnuna 4). ¥V iipokapuoT HalEHO TP TUTa PEPMEHTOB:
JHK-nomumepasza |, [JHK-nomumepasza |1, [IHK-nonmumepasza 1ll. Y sykapuor
nats TunoB JIHK-nonumepas: a, B, v, 0, €.

Tabnuua 4 — Tumnbl 6eKOB, MPUHUMAIOIIMX YYaCTUE B PEIUIMKALUN

benoxk OcHoBHast QyHKIMS
JIHK-nomumepassr | [lomumepuzaimst 1€30KCUPUOOHYKIICOTH IOB
XenuKasbl Packpyunsanue neneit JJHK
Tononszomepassl Pentakcanus noJI0KUTENBHON CBEPXCIUPAIA3ALUN
IIpaiimasa Cunre3 PHK-npaiimepa
[TpensAaTcTBYET OOpaTHOM pPEKOMOWHAIIMU PACIUIETCHHBIX IIeTe B
Bbenok SSB .
JBOMHYIO CIIUPAJIb
JHK-nura3zel CoenuusaoT pparmenTsl OKa3aky Ha OTCTAIOLIEH Lenu

JTanb! PeNINKALNHT:
1. Manunanms:
1.1. IlpucoenuHeHue CrielMaIbHBIX OSIKOB K TOYKE Ofi.
1.2. JlokanbHas neHaTypaius U oOpa3oBaHUE PEIJIMKATUBHOTO TJIa3Ka
(my3bIps).
1.3. Cunre3 npaitmepa.
1.4. ITpucoenuuenue nepseix THTO k npaiimepy.
2. DNoHranus:
2.1. YanuHeHne HOBBIX LIETIEH 3a CYET MOJIMMEPU3ALINU HYKIEOTUIOB.
2.2. BoisBieHue ommoOOK 1 UX UCIIPaBIICHHE.
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3. Tepmunanus:
3.1. Berpeua aByX pelIMKaTUBHBIX BUJIOK.
3.2. Y nanenue npaitMepoB.
3.3. 3anonHeHue Opemiei.
3.4. CumBanue pparmenToB Okazaku.
3.5. Penarypanns JTHK.

AHK nommepazad.
JHE nommiepaza o

npainaaza- ToMoH3oMEpaza
hy
T () ¥
, | .
Y |
r. n "\ Y “\__,,1'7 .I.' .
. ..‘L"u |II 5.
A3 | XelmKaza - -
e ' i MmarepuHcKan JHE
THIOHPYROILAL LETE : ;.(
5 - e = T r =
\ .~ THEK nommiepasa ¢

5I
ﬁl

Pucynok 100 — Cxema cTpoeHHs peIIMKALMOHHONH BHJIKH JYKAPHOT

HocrpenniukarnsHas moaupuxkauus IHK:

1. MetunupoBanve aaeHUHAa U 4aCTU LIUTO3WMHA JUIA NOCIENYIOUIEN pery-
JSUUU penapaiuy, TPAHCKPUIIIUHU U I (POPMUPOBAHUS CTPYKTYPbI XPOMOCOM.

2. Boccranosiienne ykopodeHHoro 5'-xkonua HoBou nenu JIHK npu yua-
CTHH TeJIOMEPA3bl (TOJBKO JJIsi CTBOJIOBBIX, MMOJOBBIX U OIYXOJIEBBIX KJIETOK).

2. Peniapanusa JJHK.

Bbuoaornueckas poJsp periukanun JHK:

1. YaBocHUe 1 TOUHAs Tiepeaada TeHeTHIeCKOM HH(POpMaIInH.

2. [Iponecc camoBOCIIPOM3BOCTBA.

3. HacneacTBeHHOCTD.

4. ITpeeMCTBEHHOCTh MEXAY MOKOJEHUSIMUA U MOCTOSHCTBO NE€HETUYECKOU
uH(bOpMaIMHU B IIPOIECCE KIETOYHOTO JICTCHHUS.

buocunrte3 PHK (Tpanckpunmus)

Tpanckpunuusa — cunte3 Bcex BuaoB PHK na matpune IHK, ocymect-
BisieMblt pepmentom JJHK-3aBucumoii PHK-nonumepasoi.
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Jlokaam3zanus: s1po KIETKU.

IpyHIMIIBI TPAHCKPUIIINH:

1. Matpuuei ciyxut Toibko onHa nenb JJHK, koTopas Ha3siBaeTcsi CMbI-
CJIOBOW LIETBIO.

2. KommiieMeHTapHOCTH (KpoMe 3ameHbl ocHOBaHus T Ha Y).

3. OTcyTcTBHE HEOOXOIMMOCTH B 3aTpaBKe.

4. AHTUTNIApAJIIEIBbHOCTD.

EnvHnna TpaHCKPUMIIIMH — TPAHCKPHMITOH —— YYacTOK MOJIEKYJIbI
JAHK, orpannyeHHbIi TPOMOTOPOM U TepMUHATOpOM (pricyHok 101, 102).

Obnacts mpomoTopa—+ +—— Obnacts TpaHCEPHMIIIIMH @&—————+

HuTpon

mommr A
3 . ) HEGEA N MIpanan _ OOMOMHHTEMbHBEL
mx A Hramaran Heyaey} are |Hacer Hacet HreaHasman }——
10 -40 =30 -20 +
.
HETpOH

Fphced
oul

mpe-nPHE cap s AUG S0 UGA S polylA)
&

WPHE eap ™ AUG A UGA DU UL pely(A)
) l
Benox N =

Pucynok 101 — Crpykrypa Tpanckpuoupyemoro yyactka JIHK syxkapuor

TATA-060Kc ompenenser Touky nHuuuanuu tpaickpunuud. TATA-60kc u
[HAAT-060kc cnocoOCTBYIOT MpaBuiIbHOMY pacnojoxeHuto PHK-nommMepass
Ha matpuue JJHK.

TparckpunIMoHHEBIE
dbaxTops!

Y Co-activators

y TFIl 8P

TA box

}hpo IIpoMOTOpa

Pucynok 102 — Cxema cTpoeHusi npomMoTopa.
TATA-cBsa3biBaroumii 6e10k (TBP), Tpanckpunuuonnsie pakropsi (TF)
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JHxaHcepbl — nocnenoBarenbHoctn JHK, ycunuBaromue TpaHCKpHII-
[IMIO MPU B3aMMOJICUCTBUH CO CIEU(DUUECKUMU OETTKaMH.

Cainencepsl — nocnenoarensHoctu JHK, penpeccupyromme akTuB-
HOCTb T'€HOB, OCHA0JISAIONINE TPAHCKPHUIIIIUIO IPY B3aUMOACHCTBUU C OEITKaAMHU.

JK30HBI — TIOCJIEAOBATEIBHOCTH, KOJIUPYIOIIME MOCIEI0BATEIBHOCTD
AMK B 6Genke.

HNHTpOHBI — NOCIIEI0OBATEILHOCTH, HE KOIUPYIOLIKE OeIKu

HocrrpanckpunuuonHas mogupukanusa PHK — npoueccunr PHK:

1. Momudukamus S'-konna npe-uPHK (kanupoBanne — mpucoeauHeHue
7/-MeTUITYyaHO3HHA Ha 5'-KOHLE).

2. Moaudukanus 3'-konna npe-uPHK (o6pazoBanue noiaun-A-xsocra).

3. CrualicMHT — BbIpe3aHHe UHTPOHOB U CIIMBAaHHE SK30HOB. JTO MPOUCXO-
JIT TIPY YYaCTUU MaJIbIX siAepHBIX pubonykieonporenoB (MsPHIT umm criaiico-
COMBI), KoTopble cozaepkar manyto sjepHyto PHK (MsPHK) u onmuromepnsiii Ge-
jok. CraiicocoMbl UMEIOT LIEHTP CBS3bIBAHMS, Y3HAIOLIMM cneuuduyeckue mo-
CJICZIOBATENILHOCTA HYKJICOTHJIOB MHTPOHA, ruaponusytot 3',5'-pochoamdpuphHbie
CBSI3M Ha I'PAHMLAX MEXAY MHTPOHOM M ABYMS DK30HAMHU U COCIUHSIOT JK30HBI
apyr ¢ apyrom. Kartanutuyeckoll aKTHBHOCTBIO O0JIaaeT He OeNKoBas 4acTh
crutaiicocomsbl, a MIPHK (prbo3umbl). B HeKOTOpBIX citydasix B pe3yJbTare Criiai-
CHHTa U3 OJMHAKOBBIX MEPBUYHBIX TPAHCKPUNTOB 00pa3ytorcs pazusie MPHK: He-
KOTOpBIE HHTPOHBI B HEKOTOPBIX MOJICKYJIaX MEPBUYHOTO TPAHCKPUITA HE BBIpE-
3a10TCs, a coxpansroTces B 3pesoii uPHK (anpTepHaTUBHBIN CIITaiCHHT).

OoOpaTHas Tpanckpunuus — nporecc cunre3a JJHK na marpune PHK;
OOBIYHO peanu3yercs noja AeiicTBueM oOpaTHoil TpaHckpuntaszsl (PHK-
3aBucuMon JIHK-nmonmumepassr).

BEJIKHU-5. BUOCHUHTE3 BEJIKA. PET'YJALIUA
BUOCHUHTES3A. ITATOJIOI'USA BEJIKOBOI'O OBMEHA

Tpancasiuuss — CHHTE3 MOJMNENTUIHON 1enu pudocomoit matpuiie PHK
U3 aMMHOKHCIIOT (pucyHok 103, 104).
Jlokaqu3zanua — B IIUTO30JI€ KJIETKM Ha MIEPEXOBATOM JSHJOIIa3MaTHYe-
ckoM perukyiyme (OI1P).
408

mRNA 5

Signal peptide /’2\ -
<&/ 3)

Signal-recognition § & ~ k =\ - /‘\,‘
® G

e e @
particle SRP Pore &) Sl )
(SRP) / receptor n-:ohld;se
~

Cleaved signal Nascent Completed
RER membrane peptide protein protein

Pucynok 103 — CuHTe3 0e/IKOB HA 1IEPOXOBATOM IHAOIIA3MATHYECKOM PeTHKYJIyMe

91



IMosmpudocoma (MOJIMCOMAa) — KOMITICKC HECKOJIBKHX PUOOCOM, pacrojio-
eHHbIX Ha onHoW Monekysie MPHK. TTonmupubocoMbl HaxoasTCsl B IIUTOILIA3ME B
CBOOOJIHOM COCTOSTHUM WJIM MPUKPEIJICHBI K MEMOpaHaM 3H]I0TIIa3MaTHYECKOM ce-
ti. CBOOOJHBIC TOTUPHUOOCOMBI CHHTE3UPYIOT OCTKH M (DEPMEHTHI I CaMOi
KJIETKH (KOHCTUTYTUBHBIN CHHTE3), a moiaupudocoMbl DIIP — npeaHasHauYeHHbIE
JUIS XpaHEHUS WK BBIBEJICHUS U3 KJIETKHU (CUHTE3 Ha DKCIIOPT).

MH1umaums
30S-cybuyacTuua
@D -+ Fy AR o5y
50S-cybBuactuua
—aMUHoaLMNbHBIA LEeHTP
+|*|IF1u IF.OrTo nenTuAUNbHbIA LEeHTP

L I f——————— MPHK
|-|-|— AeaunnuposaHHan TPHK

F—h ®—— (POPMUITMETUMOHWHOBBLIA OCTATOK
® - SMUMHOKWCNOTHBLIA OCTAaTOK

e b nonvnenTya
IFN/ SnAoHraunna
EF—=Tu «TQ®
R, =
>~ -rmo g CF—TS + rao
— EF—Ts + [Td}
IF,0 EFam 17708 s

E
EF—Tu + FA® + @,
|
ﬁw\)
IF, © + FTA® + PH ' q—.—h
2
|-|J+ EF—G+|_J':|.‘I7§
EF—G+IT
TepMmuHauwma
q R RF2 RFa TpaHCcnoKauwa
Ve Y4 A
T~
LP b ‘ I.|.I+ EF—G+ra® EF—G + IT®

Pucynok 104 — Cxema OuocuHTe3a Hesika

JTanbl TPAHCIASIUN:

1. AxtuBarmugs AMK (aa) — o6Opa3oBanue aa-TPHK. Pexoramimuss — mpo-
necc ysnasanust TPHK cBoeit AMK, npoucxonsumii npu nomomu (pepMmeHnrta
amuHoauui-tPHK-cunTeTassr:

aa + TPHK + AT® — aa-TPHK + AM® + H,P,0;.

2. COopKa MONUMENnTHIHON 1enH (MHULIMALIMS, SJIOHTalks, TEPMUHALUA).

3. IIponieccunr Genka — MOCTTPAHCISAIIMOHHAS MOIU(PUKALTHS:

3.1. ®opmupoBaHUEe MPOCTPAHCTBEHHOM CTPYKTYpHI Oenka (onauHr).
3.2. YaneHnue CUrHaIbHOMW MOCIEA0BATEIbHOCTH.

3.3. Momudukauu N- u C-koH110B (yaanenue Met, N-aueTuimpoBaHue).
3.4. KoBaneHTHbie MOAU(PUKAIIUN AMUHOKUCIOTHBIX OCTAaTKOB.
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I'JIABA 7
BUOXUMHUA BUTAMUHOB U T'TOPMOHOB

BUTAMMHBI

1. Hu3koMOJIEKyISIpHBIE OPTAHUYECKUE COCTMHEHHS.

2. CuHTE3 B OpraHu3Me OTPaHUYCH WU OTCYTCTBYET.

3. O6magaroT OYeHb BHICOKOM OMOJIOTHYECKON aKTHBHOCTBIO.

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

5. He sABIAIOTCS TIIACTUUECKUM WJIM SHEPTETUYECKUM MaTEpHAIIOM.

Buoxumuyeckasi pojib BUTAMUHOB (puCyHOK 105) — OOJBIIUHCTBO BO-
JIOPACTBOPUMBIX BUTAMHHOB U BUTaMUH K — K0o(akTOphl OMOXMMHYECKUX pe-
akuuii (Tabnuna 2); ButaMmunsl A, J1, E peryaupyroT sKCIpeccHio TeHOB.

XuUMHUECKasi CTPYKTypa BUTAMUHOB ITpeicTaBiieHa Ha pucyHke 106, 106 a—B.

THOKHMCJIOTHI VYraesoant JIunuasl
‘ Tr

B5 / \

3¢rA.‘/I'nuu.epon KK

Q~
* o
S
NnBeK PR
B1, B2, B3, B5 &

LY
@
i
H,C— C~ SKoA
aunetwi-KoA
B5 \

CoOH COOH
£ HAMHH" | ]

—— L13 (I:==o N\ ?H’ o
\ p CHT@  HO—c—cooy / Goo
COOH CH
imu © ik ‘@<||
[

COOH C—COOH

e
COOH

wnkod  BS L3 —=—

HAIH - H

n,LI,Bz, B5,C, E

Pucynoxk 105 — Cxema yyacTusi BATAMUHOB B MeTa00/1M3Me 0€JIKOB, YIJIEBO0B, JTUIII0B
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Pucynok 106 — BuramMuHbI BOZOPaCcTBOPHMBIE
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Pucynok 106 a — BuramMuHbI sKUPOpacTBOPUMbIE
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Pucynok 1060 — IlpousBoanbie popMbl BUTAMUHOB (KOgepMeHTHI U TOPMOHBI)
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I'OPMOHBI-1. OBIIAS S HAOKPUHOJIOI'ASIL.
MEXAHU3M AEUCTBUA I'OPMOHOB

TopMoHbI (Tped. hOrmao — MpUBOXKY B IBHYKEHUE) — 3TO BEIIECTBA, BbI-
pabaThIBacMble CMEIUATU3UPOBAHHBIMU KJIETKAMU U PEryJIUPYIONIUe OOMEH
BEIIIECTB B OT/ICJIbHBIX OpPraHax M BO BCEM OpraHu3Mme B 1enoM (pucyHok 107).
J171st BceX TOpMOHOB XapakTepHa 0oJiblias cielupuIHOCTb NEHCTBUS U BBICOKAS
OMOJOTUYECKast AKTUBHOCTD.

T'OPMOHEI +
CHHTe2

TpAaHCEPHIITHA TPAHCIAHT
JHE ———— HPHK——*helok

PETUTHEAITHA

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

Kaaccudukanus ropMOHOB pa3HOOOpa3Ha:
1. ITo xumuyeckomy ctpoennto (rnpousBoansie AMK, nentuanbsie u ctepo-
UJTHBIE).
2. Tlo pactBopumoctu (ruapodoOnsie u ruapodmibHbie) (pucyHok 108).
3. Ilo nokanu3anuu UX PenerToposB.
4. Tlo BausiHMIO HA OOMEH BelecTB (0OMEH OeNKOB, YIJIEBOAOB, JIUIHJIOB;
BOJHO-COJIEBO; 00OMeH Kanblius U (hochopa; penpoaykTuBHas GyHKLINS).
5. ITo mecty cuntesa (runoTtanamyc, runodus, nepudepudeckue Keaesbl).
6. [lo MexaHu3My mepenadynd CUTHAJIOB BHYTPb KIIeTKU (1 — depe3 Hekara-
JUTUYECKUE PEIENTOPhl IIUTOIIa3MAaTUYECKUX MEeMOpaH MOBEPXHOCTH KIIETOK
(ALIC, UDC (cm. pucynku 17, 19); 2 — depe3 KaTATUTHYECKUE PEIECHTOPHI 11K~
TOTUTA3MATUYECKUX MEMOpaH MOBEPXHOCTH KJIETOK; 3 — uUepe3 HeKaTaJIuTH4e-
CKHE BHYTPHUKIIETOUHBIE PELENTOPBI, HAXOIAIIUECS B IIUTO30JI€ UJIU B SIAPE Kile-
ToK (pucynok 109).
7. Ilo curnamy, CTUMYJIHUPYIOUIEMY CEKPELMI0 TOPMOHA W3 3HJIOKPUHHOU
JKeJe3bl B KPOBb:
7.1. Knaccuueckas cxema (pucyHok 111) wepez HHC (nampumep, xop-
TU30J1, [10JIOBbIE TOPMOHBI, HOJTUPOHUHBI).
7.2. IHC — cnuHHOW MO3r — MO3TOBOE BEIISCTBO HAJMOYEYHUKOB
(Hanpumep, aipeHanH).
7.3. be3z [ITHC nipu yyacTum XMMUYECKOTO CUTHaa (HapuMep, HHCYJINH,
IJIFOKAroH, KaJIbIIUTOHUH ).
7.4. Ilpu yyactun GU3HKO-XUMHUECKOTO CUTHANA (HApUMeEp, aHTUINY-
pPETUYECKHIT TOPMOH, peHUH-aHruoTeH3uH I1).
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I'OPMOHBI

I'aapodobHeIe T'uapodHIbHEIE
KoaHdecTBeHHbBIE H3MEeHeHHA KadecTEeHHBIe H3MEHEHHA
MOIeKYI epMeHTOR MOIeKYI QepMeHTOR

—_—

I13MeHeHHe CKOPOCTH OHOXHMHYECKHX PeaKITHH

Pucynoxk 108 — Perynsitiusi ropMOHAMM PeryJMpyIoT Bce MPoIeccoB MeTado1u3Ma yepes
HX Bo3JeiicTBHe HA (hepMEeHTbI

['uapodunbHBIE TOPMOHBI B KJIETKH HE MPOHUKAIOT U BBI3BIBAIOT TIEPBUYHO
KAUECTBEHHbIE U3MEHEHHSI B CTPYKTYpPE META00IUYECKUX (PEepMEHTOB — Oel-
KOB, U YK€ BTOPHUYHO — M3MEHEHHE W3 aKTHBHOCTU. [ MAPOPOOHBIE TOPMOHBI
(cTepouHbIe M WOATUPOHUHBI) JIETKO MEPECeKaroT ruApodoOHYI0 IUTOILIa3Ma-
TUYECKYI0 MEeMOpaHy cmocoOoM mnpoctoil nuddy3ur u B3aUMOJCHUCTBYIOT B
KJIETKE CO CBOMMM BHYTPHUKJIETOYHBIMHU pelentopaMu. Jlamee KOMIUIEKCHI rop-
MOH-PELENTOP COECIUHSAIOTCA C PEryIsITOPHBIMU 30HAMHM T'€HOB M Ha YpPOBHE
TPAHCKPHUIILUU U3MEHSIOT KOJIMYECTBO MOJIEKYJ ()EPMEHTOB B KJIIETKE U, CIEI0-
BaTEJIbHO, CYMMapHYy0 (PEPMEHTATUBHYIO aKTHUBHOCTh KieTKH. OAHaKo, MHCY-
JIVH, SBJSASACH OCJIKOBBIM TMAPOQUIBHBIM TOPMOHOM, B KJIETKY HE MPOHUKAET,
HO OH U3MEHSET aKTUBHOCTh (DEPMEHTOB KaYECTBEHHO U KOJIMYECTBEHHO.

PemenTops! Ha noBepxHOCTH BryTpHKIeTOUHLIE
OHTOILTAIMATHYECKAY MeMOpaH PEOenTophI

=" TOIIAasMaTi4deckad benok- ,-"x f"\

PEU*EIEEDP 4 eubpana ) Tunpodoburmi
[ )b TOpPMOH
@ % [mnrozoneHeI
TH,I[pDIi;HJILHBIﬁ \“‘“— )< ~, peLIenTop
TOPMOH
Anepueiit (WW JHK

PeLIEnTop

Pucynok 109 — PenenrTopsl niiasMaTu4ecKkux MeMOpaH
U BHYTPUKJIETOYHBIC PEHENTOPLI TOPMOHOB

Perienitopsl 10 CBOEH XUMUYECKON MPUPOJIE SBISIIOTCS O€TTKaMHU U COCTOSIT,
KaK MPaBHJIO, U3 HECKOJIBKHUX JIOMEHOB (Tabiuia 5).
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Tabnuna 5 — Knaccudukanus 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 1IOKA

WNonHbIe KaHAIBI: JIMIraHA3aBHCHMBIC,
INOTCHIMAJI3aBUCUMBIC, INCJICBBIC KOH-
TaKTbI

NucynunoBbiii penentop (IR) — TpancMeMOpaHHBIA TJIMKOIPOTEHI, CO-
CTOSIIIIUN U3 JBYX 0-CyOBEIMHUIL U IBYX P-cyObeauHull (001a1a10T TUPOIUHKH-
Ha3HOU akTUBHOCTHIO) (pucyHOK 110). IR mocTosaHHO cUHTE3UpYyeTCs U pas3py-
maercs. Ty, peuentopa coctaBisier 7—12 4. IIpu BHICOKOW KOHIIEHTpAIIMU WH-
CyJIMHA B IUIa3M€ KPOBHU, HANPUMEP, NIPU OKUPEHUU, YUCIO UHCYJIMHOBBIX pe-
LENTOPOB MOXET YMEHBIIATHCS, U KJIECTKH-MUIIEHU CTAHOBSITCA MEHEE YyBCTBU-
TEJbHBIMUA K MHCYJIMHY, YTO MOKET OBITh OJTHOW M3 MPUYMH CaxapHOTo Juadera
IT Tuma. Perientop MHCYIMHA OTHOCST K TUITYy PELIENTOPOB, 00Iada0MIUX THPO-
3UHKMHA3HOW aKTUBHOCTHIO. CTUMYJIMPOBAHHOE MHCYJIMHOM ayTodochopuiu-
poBanue B-cyOpeaununel IR mo octatkaM THpO3WHA NPUBOIUT K (HOCHOpUIIU-
POBaHUIO IPYTUX BHYTPUKIETOUHLIX OCIKOB-CYOCTPaTOB MHCYJIMHOBOTO pelleT-
topa (IRS). U3BecTHO HECKOIBKO TAKMX CYyOCTpaTOB.

Pucynok 110 — MexaHu3M nepeayy CHrHAJIa HHCYJTMHOBBIM pPelenTopoM.

[ 'JiaBHYIO pOsTh B (POPMUPOBAHUU OTBETHOM PEAKITMU KJICTKH Ha WHCYJIWHO-
BbIi curHan urpaet IRS-1. IRS-1 — docdomnporenn, cocrosmuii u3 Oosee yem
1200 aMMHOKHMCIOTHBIX OCTAaTKOB. YacTh OCTAaTKOB CEpHHA, TUPO3UHA U TPEO-
HuHA (GocdopunupoBana. [Ipu cTUMYNISIIMN WHCYITHMHOM CTeNeHb Gochopuiu-
poBanus IRS-1 yBenuumBaercss U mpuaaéT eMy CIOCOOHOCTb COEAMHSTHCS C
JPYTUMHU IUTO30JBHBIMH O€JKaMU. DTO TPUBOJIUT K aKTHUBAIMHM HECKOJIBKUX
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CUTHAJBHBIX MyTEH, IPEICTABISIONINX KacKaa peakluii akTUBaluU crienupuye-
CKUX MPOTEMHKHUHA3. B pe3ynbpTare akTUBAalMK MPOTEMHKWHA3 MPOUCXOAUT (Ho-
chopunrpoBaHre GepMEeHTOB U (HAKTOPOB TPAHCKPUIILIUU, YTO COCTABIISET OC-
HOBY MHOTOUYHCJICHHBIX 3()(PEKTOB UHCYINHA.

[[HC

Kopa Gonbimx

IOy LIapUi
_+._
- e ['unotanaMycs———]
HI/I6CpI/IHbI CTAaTHUHBI
- -
- ———Tunopuz <——
Lenmpanvuoiii 2¢hpgpexm n
20PMOHO8
NS |
T'opmoHBI
& . OHJOKPUHHBIE ———
Nys ‘da YKeJIe3bl
?’6 G e Fopyous
‘!‘ ?‘l; J o +
Y Al " | ) \
;’/ (k) \" 5
'\\\L )
) \
Ilepughepuueckuit 5¢hghexm KiaeTku-munieau
2OpPMOHO8

Pucynok 111 — Ipunuuns! opranusanun HIC

1. UepapXu4HOCTb.

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

3. HentpanbHbiii U nepudepudeckuit 3¢pHEKT ropMOHOB.

4. Hanuuue nopora yyBcTBUTENbHOCTH runoTanamyca (IT4I).
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Oomen Ca/P
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Pucynok 112 — Cxema oomena Ca/P

Mera6oan3m Butammuua D. B mnazme KpoBH 370pOBBIX JIFOAEH MOCTOSH-
CTBO KOHLEHTpAIMU KalblKs NOJAep>KUBAETCs 0J1aroiapsi COBMECTHOMY JEHMCT-
BUIO TPEX TOPMOHOB: NapaTrOPMOH, KaJIbLUTPHUOJ, KAJIBLIMUTOHUH (PUCYHOK
112). DT ropMOHBI pPeryJMpyr0T 0OMEH KaJIbLIMEM MEXAY JIBYMsS OCHOBHBIMU
dboHAaMN — KaJdbIUEM FUAPOKCHANMNATUTA KOCTEH U KalbIMEM JPYTUX TKaHEH;
KpPOME TOTO, OHU PETYJIUPYIOT MOCTYIJICHUE KAJIbLUS U3 KUILIEYHUKA U BbIBEJIE-
HUE €ro 4epe3 NOYKH.

CuHTe3 KaJBIUTPHOJIA

B xoxe nopa BausinueM Y @-u3iydeHus: U3 7-IeruapoxoiiecTeposia (pUucyHoK
113) obpazyercst OosbIas yacTh xolekanbiudeporna (Buramuna [l3). Hebombioe
KOJIMYECTBO BUTaMHHA [I3 mocTymaeT ¢ nuieit. XoiaeKanblr@epot CBI3bIBACTCS CO
cnenuuyeckuM BUTaMUH J]-CBS3bIBAIONIUM OEITKOM (TPaHCKATBIU(PEPUHOM), 1O~
CTYNaeT B KPOBb U IEPEHOCUTCS B IIE€UYECHbD.

B nieuenu 25-runpokcuiiaza TUAPOKCUIUPYET XOJEKaIbIUPEpos B Kallb-
uanon (25-ruppokcuxonekanbiudepon, 25(0OH)d3). D-cesa3piBaromumii 0emok
TPAHCIIOPTUPYET KAJTbLUUINON B TOYKHU.

B nmoukax mMuToXoHapuanbHas 1o-ruApoKcuiaza THAPOKCUINPYET KaJIbIIH-
nuoit B kanbiuTpuon (1,25(0H),/3), aktuBnyto ¢popmy Butamuna . Maayuu-
pyer la-rugpokcuiiasy napaTropMoH.

CHHTE3 KAIBIUTPHUOJIA CTUMYJIUPYET NApaTTOPMOH, HU3KAasA KOHLIEHTPALIUS
docdaros u Ca®* (depes mapaTropMoH) B KPOBH.
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CuHTe3 KaJbIUTPHOJA WHTHOWPYET THUIEPKAJIbIIMEMHUs, OHA aKTUBHUPYET
240-TuapoKcuiazy, KoTopas mpeBpamiaeT KajabIUAU0J B HEAKTUBHBIN MeTabo-
mut 24,25(0OH), /13, mpy 3TOM COOTBETCTBEHHO AKTHUBHBIN KaJbIIUTPUOI HE 00-
pazyercsl.

Kak cTepoumHblii TOPMOH KaJBIUTPUOJ MPOHHUKAET BHYTPh KJIETOK KH-
IIICYHUKA, KOCTEH, TOYEK, B UX spa U HA YPOBHE TPAHCKPHIIIINHA WHIYIIAPYET
cUHTEe3 O0€JIKOB-(DEpMEHTOB JJIsI peanu3aluu cBoux 3(hdheKTos.

¢ ¢eKThI KATBIUTPHUOJIA:

1. B TOHKOM KUIIEYHHKE KAJIBIIUTPUOJ UHIYIIUPYET CUHTE3 B DHTEPOIIUTAX
Oenka-TpaHcropTepa Kajlblius yepe3 KIeTOUHbIe MeMOpaHnsbl. [TumieBoil kanpiui
MIPOHUKAET B HTEPOIUTHI U Jajie€ B KPOBb. JTO TJIABHBIA Pe3yJIbTaT JEHCTBUSA
KaJIbLIUTPHUOJIA JUISI IETEH, IPU OTCYTCTBUU KOTOPOTO Pa3BUBACTCS PAXUT.

2. B xocTsx yckopsieT MoOUnuM3anuio kansuus u pocharos.

3. B noukax ycuinBaeT peadcopOuuro kaibius u pocdatos.

Uror 1,2,3 — yBenndeHue B KPOBU COJIepKaHUs KalbluK U (HochaToB.

Xonecmepon-70T L i ]
S
H

HO HO
X0uecTepo T-neruapoxonectepost xosnekaibundepoa, suramus Dy

Koorca

Ileuens Touka

25-2udpoxcurasa

KalnsUMInuom, KIBUHTPHON,
25(0H)-D; 1.25(0H),-D;3

Pucynok 113 — CuHTe3 KanbuuTpHOJIA

I'OPMOHBbI-2. HYACTHAA DOHAOKPUHOJIOI' 5.
I'OPMOHBbI DHAOKPUHHBIX KEJIE3

I/IOJITI/IpOHl/IHI)I. Cpe)m CUTHAJIBHBIX BCIICCTB, ABJIAIOMIUXCS ITPOU3BOA-
HbBIMHM aMHWHOKHUCIIOT, J'II/IHO(l)I/IJ'IBHBIMI/I CBOMCTBaMM 06J1a)1aeT TOJIBKO TUPOKCHUH

102



(TerpaiiontuponuH, T4) M €ro akTHBHOE MPOoW3BOoAHOE TpuhontupoHuH (T3).
O6a BemiecTBa 00pa3yrOTCsl B OPraHU3ME U3 aMUHOKUCIOTHI MUpO3UHA WU CO-
JiepKaT Ha OJIMH (DEHOJIBHBIN 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) apoMatuueckux KoJjell.

Tupokcun obOpasyercsa B IUTOBUAHON skene3e. OH MOBBIMIAET CKOPOCTh
MeTaboJiM3Ma U CTUMYJIUPYET pa3BUTHE SMOPHOHA.

JcTpaanos — BaXHEWIIUNA NpefcTaBuUTeNb acmpozeHos. [lonooHo mpo-
reCTepOHY OH CHHTE3UPYETCS B SMYHUKAX, @ B TIEPHOJ OEPEeMEHHOCTH TaKXKe B
IJTALEHTE. DCTPAaUON PETYIUPYET MEHCTpyasibHbiii HHUKI. OH CTUMYIUPYET
npoudepanuio KIETOK CIU3UCTON MAaTKU, a TaKXe OTBEYAET 3a Pa3BUTHE BTO-
PUYHBIX )KEHCKHX MOJOBBIX NPU3HAKOB (Pa3BUTUE MOJIOYHBIX KEJE3, XapaKTEP
YKUPOBBIX OTJIOKEHUU U T. I1.).

TecTocTepon — Hanbosee BaXKHBIN MPEJICTABUTEND AHOPO2eHO8 (MYKCKHUE
MOJIOBbIE TOPMOHBI). OH CHUHTE3UpyeTcs KieTkamu Jlelaura B CEMEHHUKaX U
KOHTPOJIUPYET pa3BUTUE U (PYHKUIHUIO MOJIOBBIX Kele3. DTOT TOPMOH OTBEYAET
TaK)X€ 32 pPa3BUTUE BTOPUYHBIX MYXCKHX IOJIOBBIX MPU3HAKOB (pPa3BUTHE MYC-
KyJaTypbl, BOJOCSIHOW MOKPOB U T. II.).

Baxnelmit u3 enroxkokopmuxkoudos, KOPTU30J1, 00pa3yeTcss B Kope Hal-
NO4YeYHUKOB. OH NPUHUMAET y4acTHe€ B PETYJSALHMH OEIKOBOIO M YIJIEBOJHOTO
OoOME€Ha, CTUMYJIHPYS JAerpajganuio OeJKOB U KOHBEPCHI0 AMUHOKHUCIIOT B TJIIO-
Ko3y. TeM caMbIM OH CIOCOOCTBYET MOBBIINICHHIO KOHLEHTPALMU TIIFOKO3bI B
KpoBU. CHHTETHYECKHUE TIIIOKOKOPTHKOMWIbI HAaXOJIAT NMPUMEHEHHE B KauecTBE
JIEKapCTBEHHBIX MpenapaToB, 001aJaloluX TPOTUBOBOCHAIUTEIBHBIM U UMMY-
HOJICTIPECCAHTHBIM JIEMCTBUEM

Munepanokopmurxouo ajibA0CTEPOH CUHTE3UPYETCS B KOPE HAANOYEUHU-
koB. OH BiusieT Ha (YHKLUHMIO 1OYeK, Iyie 3a cueT akTusaiuu Na' /K -ATd-a3ml
obOecrnieunBaeT yAepKUBaHUe B opraHuzme (peabcopbOiuio) coneit Hatpus. B 1o
’Ke BpeMsl 3TOT IIPOILIECC CONPOBOKAAETCA BBIBOAOM U3 opranusma K. Crnenosa-
TEJIbHO, aJbJOCTEPOH KOCBEHHBIM 00pa30M MOBBIIIAET KPOBSHOE JIaBJICHUE.

AJIpeHaIid — TOPMOH KOpbI HaJAMOYEYHUKOB, TJI€ OH 00pa3yeTcsl U3 TU-
po3uHa. BeiOpoc ajipeHanrHa HaxOAUTCS MOJA KOHTPOJIEM LEHTPaJIbHOW HEPB-
HOU cucteMmbl. Kak "aBapuiiHblii TOPMOH" OH BO3JEHUCTBYET IJIaBHBIM 00pa3oM
Ha KPOBEHOCHBIE COCY/bI, CEPALIE U OCHOBHOW OOMEH. AJpPEHANIUH CYXaeT CO-
CyJIbl M1 TEM CaMbIM MOBBIIIAET KPOBSIHOE JaBJIEHUE (Uepe3 01- U 0lp-PELENTOPHI),
MOBLINIAET ceplieuHyr0 (PyHKIUIO (uepe3 Pi-peuenTophl), YCKOPSET paciiernie-
HUE TJIMKOTeHa JI0 TJIIOKO3bl B IEYEHU M MBIIIIAX U paciupsieT OpoHxu (depes
(B2-peuenTopsi).

HNucyann ob6pasyercst B-kieTkaMu MoaKeny104HON JKelle3bl U CEKPETUPY-
€TCsl IIPU MOBBILICHUH YPOBHS INIIOKO3bl. [JIIOKaroH, nenTuaHbli TOPMOH, CO-
CTOUT M3 29 aMHMHOKHCIIOTHBIX OCTaTKOB, CHUHTE3UpyeTcs A-kieTkamu (o-
KJIETKAaMHU OCTPOBKOB JlaHrepranca) mojKeny/104HOM kee3bl. [JIIoKaron cek-
peTupyeTcs B KPOBb IPH MOHM)KEHHOM YPOBHE TJIOKO3bl. Ero ocHOBHast pyHK-
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I[USl COCTOUT B TOBBIIICHUH YPOBHSI TIFOKO3bI (TUIEPTIMKEMHUECKU PPEKT)
IpEeX/ie BCEro 3a CUeT pacllelyIeHusl INIMKoreHa B nedeHu. Ilo cBoemy neicr-
BUIO TIIOKAroH SIBJISIETCS] aHTarOHUCTOM MHCYJIMHA.

XuMuyeckasi CTPyKTypa U METa0O0JIM3M HEKOTOPBIX TOPMOHOB MPUBEICHBI
Ha pucyHkax 114-118.

OH OH
| |
sg-td ; | oM o
71%N
C 0 o) HO
g HN__N | | | | Ho A
CHATHH
7 Ocrpamon P
Tupomubepun
" ™ v 0
HE-NH, HC-NH, [ CHa~GH, CH-CH,~NH,
\ NH
COOH COOH N 2 HO o
TeTpaiioaTMpoHNH TpuiioaTpoHHH CeporonnH Hopanpenanus
(THpOKCHH)
CH,0H o CHy
Cco co (EHZOH
HO. OH Oy co
HO
0]
Kopmison TecroctepoH ° o
IMporecrepon AlbIOCTEPOH
ooc
See"N"N05
Cw) COO (¢}
hEN CHy o N
' 3
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Tpombokcan A
p 2 TIpocramukins (PGI,) Jleiikotpuen B

PucyHnok 114 — ®opmyibl HEKOTOPbIX TOPMOHOB

N CH—COQH TeTparuipo JIUTHIIPO
| GuonTepun GuonTepuH HN— CH oo
CH

? 0, H,O
\ HO \
N mpunmogan-
H euopokcunaza(l) H 5-ruApOKCHTpUNITO(aH
Tpunrogpan
JexkapO0okcuiIaza
HHKJIHYECKHX
CO, aMHHOKHCJIOT (4)
H,—CH,—NH,

N
H

Pucynok 115 — Cunre3 cepoToHnHa

CepoToHNH
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Pucynok 116 — CuHTe3 aneTHIX0IHHA
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Pucynok 117 — CuHTe3 KaTEX0JAMHUHOB
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Pucynok 118 — CuHTe3 THPEOMIHBIX TOPMOHOB



I'/TIABA 8
BUOXUMUA OPTTAHOB U CUCTEM

KPOBb-1. OCHOBBI PEI'YJIAIINN
KHUCJTOTHO-OCHOBHOI'O COCTOAHMA. BEJIKA KPOBH

Kucnorno-ocnoBuoe coctosinue (KOC) — OTHOCHUTENIBHOE MOCTOSTHCTBO
peaKuuMyu BHYTPEHHEW Cpeabl OpraHrM3Ma, KOJIMYECTBEHHO XapaKTEPHU3YIOLIEeCs
KOHLIEHTpaILUEH H".

OcHoBHble npuHIUNbI peryjasaunu KOC:

1. IToctrosuctBO pH. Mexanusmel peryssinun KOC noanepxuBaroT mocTo-
aHcTBO pH.

2. U3oocmomsiprocth. [lpu perymsnun KOC, koHIEHTpamusi 4acTUI] B
MEKKJIETOUHON U BHEKIJIETOYHOM KUIKOCTH HE U3MEHSETCS.

3. DnektponenTpaibHOCTh. Tlpu perymsamun KOC, koaumdecTBO MOJIOKU-
TEJIbHBIX U OTPULIATENBHBIX YACTHI] B MEXKKIETOYHON U BHEKJIETOYHOM KUIKO-
CTHU HE U3MEHSETCS.

Bydep — 310 cuctema, cocrosimas U3 ciiadoil KUCIOThI U €€ COJIU C CUJIb-
HBIM OCHOBaHHEM (CONPSKEHHAs] KUCIOTHO-OCHOBHAs mapa). [IpuHumn paboTsl
OydepHOil cucTeMBbI COCTOMT B TOM, UTO OHA CBsi3biBaeT H' npu nx usbbiTKe U
Boienser H' npu ux menocratke: H' + A” «» AH. Takum obpasom, 6ydepHas
CUCTEMA CTPEMUTCS MPOTHUBOCTOSTH JIFOOBIM M3MeHeHusiM pH, mpu 3ToM onuH
U3 KOMIIOHEHTOB Oy(epHOil CUCTEMBI PacXOAyeTcsa U TpeOyeT BOCCTAHOBIICHHUS.
bydepnbie cucTemMbl XapaKTepHU3YIOTCSI COOTHOLIEHUEM KOMIIOHEHTOB KHCJIOT-
HO-OCHOBHOM Mapbi, €MKOCThIO, YYBCTBUTEILHOCTHIO, JIOKATU3ALNEH U BEIUYU-
HOMl pH, koTopyro onu mojaepxkuBaroT. K ocHOBHBIM Oy(epHBIM crcTemMam op-
raHu3Ma OTHOCSAT OWKapOoHaTHBIN, (ocdaTHbIN, OETKOBBI U €ro pa3HOBU/I-
HOCTb — IeMOTJIO0MHOBBIN Oydep.

BriaensioT aBa oCHOBHBIX BUJia HapymeHuid KOC — anumo3 u ankanos:

1. Alixo3 — aOCOIIOTHBIN MM OTHOCUTENILHBIA U30BITOK KUCIIOT WJIH Jie-
(UIUT OCHOBAHUM.

2. Alika103 — a0COJIFOTHBIM WM OTHOCUTENBHBIA HM30BITOK OCHOBAHHMA
Win Ae(UIAT KUCTIOT.

K mapymennto KOC npuBoasT cienyromne naToJIOrH4ecKie COCTOSHUS:

1. Hapyiienue BbIBeIeHUS YTIIEKUCIIOTO ra3a JerKuMHu.

2. V30bITOUHAs TPOTYKIIMS KUCIBIX TPOIYKTOB TKAHIMHU.

3. Hapyenust BeIBeIeHUSI OCHOBaHUM ¢ MOYOM, (peKaTUSIMHU.

C TOYKM 3peHUs] MEXaHU3MOB Pa3BUTHUSI PA3TUYAIOT HECKOJIBKO THIIOB Ha-
pymenuii KOC. JIpIxaTejbHbIH anmMa03 — BbI3bIBacTCA NoBbleHHEM PCO,
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Bbimie 40 MM pT. CT. 32 CUET TMIIOBEHTWISILIMK TIPHU 3a0oneBanusx jerkux, [IHC,
cepaua. JpIxaTeJbHbId aJKa103 — xapakTepusyercs cHmkeHrnem pCO, MeHee
40 MM pT. CT., SIBJISIETCS PE3YJIbTaTOM MOBBILICHUS AJIbBEOJISIPHON BEHTHIISILIMM U
HAOJFOMACTCsl TIPU TICUXUYECKOM BO30YKICHHH, 3a00J€BaHUAX JETKUX (ITHEB-
MOHUH). MeTaboMuecKuil aumu103 — CJIEICTBHE IEPBUYHOTO CHUKEHUS KOH-
HEHTpaluu OMKapOOHATOB B IJIa3Me KPOBH, UTO HAOIIOJACTCS IPU HAKOTLICHUH
HEJIETYYUX KUCJIOT (KETOAlM/103, JIAKTOAI1103), I0TEPEe OCHOBAHUM, CHUKEHUU
DKCKPELMM KHUCJIOT MOYKaMU. MeTadoIM4eCKuil ajiKka/jio3 — BO3HHUKACT IIPU
YBEJIIMYEHUHN YPOBHSA OMKapOOHATOB IJIa3Mbl KPOBM M HAOJIIOAETCs IIPU PBOTE,
UCIOJIb30BaHUU JMYpeTUKOB. OCHOBHBIE OMOXMMHMYECKHE KOHCTAHTHI KpPOBH
IpUBEJICHBI B Ta0uLe 6.

Ta6J'II/II_Ia 6 — OcHOBHBIE OMOXUMHYECKHE KOHCTAHTHI KpOBH

|. A3oTcoaep:kaiue coelMHEHUS

1 | O6mmii 6e10K 6580 1/n

2 | AnbOyMHHBI 40-50 r/n

3 | 'moOynuHbI 20-35 r/n

4 | ®ubpuHOoreH 2-4 t/n

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

6 | KomuuectBo remorinoOuna M: 130160 r/m
x: 115-145 r/n

7 | AMUHOKHCJIOTBI 4 MMOIB/1

8 | MoueBuna 2,5-8,3 MMoJIB/1

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

x: 137-393 mMxmoub/n

10 | O6muit 6mupyouH 8,5-20,5 MKMOJIB/1

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

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

I1. DuexTpoantsl, nokazareau pH

13 | Kanwmii (1a3mbl) 3,6-6,3 MMoIB/1

14 | Hatpwuii 135-152 mmounb/n

15 | Kaneinit oonmit 2,2-2.,75 MMOJIB/T

16 | Kansnmii cBOOO HBIN 1-1,15 mmoab/n

17 | Maruunii 0,8-1,0 MMoJIB/TI

18 | Kenezo 9-31 MKMOJIB/1I

19 | Xnopunbl 95-100 mmomb/1

20 | 'mapoxapOoHAT HOH 19-25 mmounb/n

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

22 | pH xpoBu apTepuanbHON 7,40

23 | pH kpoBH BEeHO3HOM 7,35

24 | Kpaiinue npeneinbl pH, COBMECTUMBIE C KU3HBIO 7,0-7,8
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OxoHyaHue Ta0IUIBI 6

I11. @epmenTaTHBHASI AKTHBHOCTh, TOPMOHBI
25 | ACT (acmapraramMuHOTpaHcdepasa) 0,1-0,45 Mmmomw/ (1 X 9)
26 | AJIT (amannHamuHOTpaHchepasa) 0,1-0,68 MmMomw/ (11 X 1)
27 | JIAI" (;makTatneruaporeHasa) < 7 mmoutb/ (J1 X 1)
28 | Anbda-ammnaza 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 aMoIb/1
33 | AaruorensuH || 10-30 amoan/1
34 | KaapuuToHUH <50 ur/n
35 | Ts 1,1-2,9 amonn/1
36 | T4 64—154 uMoib/1
37 | By 180-900 mr/mi
1V. YrieBoaHbIi ¥ JUNIHIHLIN 00MeH
38 | I'mroko3a 3,3-5,5 MMOIIB/1T
39 | OOuue MUIuIab 3,5-8 r/n
40 | Tpurnunepuapl 0,5-2,1 mMounb/1
41 | OOwmui XoJecTepUH MeHee 5,2 MMOJIB/J
42 | JITIBIT 0,9-1,9 mMomB/n
43 | JITTHII MeHee 2,2 MMOJIB/JI
44 | )KupHble KHUCIOTHI 0,5 MmMouIB/11
45 | KeToHOBEIE TEIa 0,5 MMOJIB/T
46 | Jlaktart 0,9-1,7 mMounb/1
V. ®U3HKO0-XUMHYECKHE MOKa3aTe/Iu
47 | OcMoTHYECKOE JaBJICHUC 7,6-8,1 at™m
48 | OHKOTHYECKOE aBJICHUC 0,03-0,04 at™m
49 | BA3KOCTH KpOBH 51/ (cMm%c)
50 | OtHOCHUTEIbHAS INIOTHOCTD 1,05-1,06

KPOBb-2. OBMEH I'EMOI'JIOBUHA

I'eMOr100MH — CIIOKHBIN KEJI€30CoIep KAl O€T0K, OTHOCUTCS K KJac-
Cy FeMOMNPOTEUHOB.

Monekyna remorjiobnHa B3aUMOJEHCTBYET C Pa3IMUHBIMU JIUTAHIAMU,
o0Opa3yst TpOU3BOAHBIC TEMOTIO0WHA:

1. Jlezokcuremornoonn — HHb — He cBsi3aHHBIN ¢ KUCTOPOIOM U COAEP-
JKALLHIT T'eM C IBYXBAJICTHBIM xKeite30oM Fe™ .

2. Okcuremorioouds — HHbO2 — nosHOCTBI0O OKCUTEHUPOBAHHBINA T€MO-
IJIOOWH, CBSI3aHHBIM C YETHIPHMS MOJIEKYJIaMH KHUCIIOPO/Ia.
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3. Kap6remorinooun — HHbCO, — remornobwus, ceszannbiii ¢ CO,. BoI-
nosaseT GyHknuio BeiBeaeHUs CO, n3 TkaHew k jJerkuM. CoeTMHEHNE HEeCTOM-
KOE€, JIETKO JIUCCOIMUPYET B JIETOUHBIX KaWJUIIpax. DTUM MYTEM BBIBOJUTCS J10
10-15 % CO..

4. Kapo6okcuremornnoons — HHbCO — oOpazyetcst mpu oTpaBieHUU OK-
cugom yraepoaa (II), mpu 3ToM reMOrioOMH TEpsAET CIIOCOOHOCTH CBSA3BIBATH
KHUCIIOPOJ] M HACTYIAET CMEPTh OT yAYIIbSI.

5. Metremornooun — MetHb — o6pasyercs nipu 1elicTBUN OKHCIUTEIEH
(auTpuT HaTpusA, HUTpoOeH30J). CoAepKUT kKene30 B TPEXBAICHTHOU (opme
Fe** u TepsieT CIIOCOGHOCTH K MEpPeHOCy KHCIOpoia. B HopMe 06pasyercs He-
00JIbI1I0€ KOTUYECTBO METreMorioonHa — npumepHo 0,5 % B CyTKH.

Cunres rema

['em siBiIsieTCsl MPOCTETUUECKOM TPyMIIOd MHOTHX OEJIKOB: FeéMOIJIOOMHA, MU-
OrI00MHA, ITUTOXPOMOB MUTOXOHApUaNbHON T, uroxpoma Pyso, hepmeHTOB Ka-
Tajasbl, MEPOKCUAA3bI, HUTOXPOMOKCHIA3LI, TpunTodannuposiassl. Hanbombiee
KOJIMYECTBO Te€Ma COZEPXkAT SPUTPOLIUTHI, 3alI0JHEHHbIE T€MOITIOOMHOM, MBIIIEY-
HbIE KJIETKH, UIMEIOLIE MUOTJIOONH, U KJIETKU MEYEHH, COJEPKALIIE UTOXPOM Pysp.

['em cuHTE3UpyeETCS BO BCEX TKAHSX, HO C HAUOOJbILIENH CKOPOCTBIO B KOCT-
HOM MO3re U IeyeHu. B KOCTHOM Mo3re reM HeoOXOauM ISl CHHTE3a reMOIJIO-
ouna (pucyHok 119), B rematouuTtax — g 00pa3oBaHus uToxpoma Pyso.

CHHTE3MPOBAHHBIM B MUTOXOHAPHUIX I'€M UHAYLHMPYET CHHTE3 LIETEN TIIO-
OuHa Ha nosupudocomax. Llenu rnoduHa GopMHUPYIOT IIOOYIIBI U COETUHSIIOTCS
c reMoM. 4 ri100yJbl HEKOBaJIEHTHO COEUHSIOTCS B TEMOTJIOOUH.

Iopdupun — rereporennas rpymnmna 3a00J€BaHUM, BbI3BaHHAS Hapyllle-
HUSIMU CHHTE3a reMa BCJIeICTBHE Ie(UIMTa OJHOTO WM HECKOJIBKUX (DEPMEHTOB.

Tanaccemusi — reHeTuveckoe 3a00JeBaHNe, 00YCIOBICHHOE OTCYTCTBHEM
WIM CHUKEHUEM CHHTE3a OJIHOM U3 1ienel remoriobuHa. B 3aBucumoctu ot TO-
ro, JOPMHUPOBAHNE KAKOIl TTIOOMHOBOI LIENN HAPYIIAETCs, BBIIEISIOT o, [3, ¥, -
Tajaccemuu. TanaccemMnu IESTCS TakK e Ha TOMO3UTOTHBIE U T€TEPO3UTOTHBIE.

Crapble MOBPE/KICHHBIE SPUTPOLUTHI (HarOLUTUPYIOTCS KIETKAMH PETHKY-
JosHA0TeHanLHON cucteMbl (PDC) u nepeBapuBaioTcs B Jim3ocomax. [Ipu pac-
najie remorao0uHa oOpasyeTcst KEMUHBIA MUTMEeHT OmupyOun (pucynku 120,
121). JanpHeinmii karaboinu3m OMnMpyOHHA B MEYEHU, KUILIEYHUKE M MOYKAX
MPUBOAUT K 00pa30BaHUIO0 YPOOUIIMHOTEHOB M YPOOUIIMHA, KOTOPbIE BBIBOASTCS
c kajmoM U Mouoil. JKene3zo, ocBoOokaromIeecs Npy pacnaae rema, CHoBa HUcC-
MOJIb3YETCs /ISl CUHTE3a KEJNe30Co/Iep KalluX OEJIKOB.

BuMpy0uH — KeTuHbIN MUTMEHT, TPOAYKT BOCCTAHOBJICHUS OMIMBEPIMHA!

1. Henpsimoii (HEKOHBIOTMPOBAHHBIN, HECBA3aHHBIA) OWIHPYOUH —
dbpakiysi CbIBOPOTOYHOTO OMITMPYONHA, HE COSTUHSIONIASICS B KJIETKAX TICYCHH C
[JIFOKYPOHOBOM KHUCIJIOTOM.

2. Ilpsamoii (cBsi3aHHBINA, KOHBIOTUPOBAHHBIN ) OUIUPYOUH — (Gpakuus Chl-
BOPOTOYHOTO OMITUPYOHMHA, COSAMHSIONIAACS B KJIETKAX MEYEHH C TIIIOKYpOHO-
BOM KUCJIOTOM ¢ 00pa3oBaHUEM AUTIIIOKYPOHHUA OMIIMpYyOHrHA.
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MUTOXOHAPUA
. ['EM
H
eppoxenamasa (4
HCNHy O - chy-coon i
~CH,~CH,~
(|:OOH t L koA ‘ nporonopdupun [X
s Cyrum-KoA 3H,0;5 npomonopdupurozen
oxcuoasa (1)
30
S-Amuronesynunam- CO, , KoA-SH . H \ OTOHO o H I/IHOFCHIX .
cunmasa (2) ; TIpoTome pq) RN .
2C0O,+2H,0
Kkonponopupunozen-111
okcudasa (1)
2 H2N_CH2_E_CH2_CH2_COOH 02
0 2 §-AmuroneymHOBas
kic10ta (6-AJIK) konpornopgupunores 11

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

0 2 3-AMuHONEBYTHHOBAS
kucnora (8-AJIK)
Topobununozen-
cunmasa (4)
2H,0 (IIOOH
cH,
(ISOOH ™ (IZOOH CH, CHs EEOH
COOH (|3H2 2UOpoKcUMemunOUnaH- I (|:H2 4C0O, 72
(I:Hz CH, cunmasa (2), CH, HsC CH,
' é P ongg lﬁljgg :?425”'111 Vponopgupunozen
4 [ Il Oexapbokcunasa (4)
Hz(l:—C\ /CH \V (;;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 CHjy ! 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 — IlocienoBaTe1bHOCTh peaKnMii CHHTE3a reMa
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I'emokcHreHasza
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Bunusepsn
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Pucynok 120 — Cxema kara®oau3mMa reMor;i00MHa

Tem-oxcuoasa

(‘;Hz ?OOH(‘:OOH
CH CHg oH CH, CH, CH, CH,
2
H,C ‘(‘ZH CH; CH CH; CH, CH, CH; CH; CH
I'em-oxcuoasa — ‘ ‘ — —
—
/ \' N N SN Pz N o
NADPH + 0,  CO+Fe**+NADP*
HC CHs GuimBepanH
OunusepouH NADPH
C‘Hz ‘CHz peoykmasza (1)
HOOC—CH, H,C—COOH NADP*
T'eM
C‘IOOH(‘?OOH
e GHz CHe G
CH; CH CHy CH, CH, CH; CH; CH
¢00HEOON —I 1 1=
CHs CH, CH, CHy 0NN NT N o
CH; CH, CH; CH, CH, CH; CH3 CH, H H —
] — 2 VI®I'K
X = NP V®-enoxyponun
°© H H N H 0 2 VI mpanceepasa (2)
CTEPKOOMINH
COOH COOH
(e} (o}
OH OH
o) 0 0
COOHCOOH HO~ OHT
i i OH >c=0 c=0
CHg CH, CH, CHg, i
CHy CH, CHy CH, CH, CH; CH, CH G GHa HC ik
Syt TR oy oyt s ATs R SumpyGHH CHy CH CH; CH, CH, CHy CH; CH
. || | _ — ] ] — 6unnpyOnH-
(0] N N N N (0] JUTITIOKYPOHUT
H H H H 07Ny NT NS0
CTEPKOGUITHHOTeH H HH HH H
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MeTtabos1u3M Kejie3a
B opranmusme B3pocioro uenoBeka coaepKutTcst 3—4 r kesesa, U3 3TOro Koiu-
YecTBa OKOJIO 3,5 T HaXOIWTCS B TUIa3Me KPOBU. | €MOTTIOOMH SPUTPOITUTOB CO-
JEPXKUT TIpUMEpPHO 68 % Bcero kene3a oprann3ma, hepputua — 27 % (pe3epBHOE
JKEJIe30 TIEUYCHH, CENIe3eHKH, KOCTHOTO MO3ra), MUOTJIOONH (B Mbiiax) — 4 %,
tpancheppuH (B wiazme kposu) — 0,1 %. Ha momo Bcex comepikammx Kene3o
dbepMeHTOB pUxoauTCs mpuMepHo 1 % xeres3a, UMEIONIerocsi B OpraHu3Me.

[lleTounas Kpo
Bb
IlpocBeT  gkaemka OHTEpPOLUT p

KHUIICYHHUKA

Fe''-TF

I'em

c J Fe?
‘7DMT1 Fe' - eppurin
Tenumaun

; (13 MIeueHN)

IMorepu

Pucynok 122 — Tpancnopr :keses3a B 3uTepouute. HT — reMrpancnoprupyonmii 6eJiok;
HO — remokcunasza; DCYTB — nyoneHanbHblil uToXpom b;
DMT1 — nepeHocumk 1ByXBaJleHTHbIX MeTa/l10B; FP — (epponopTun;
HP — regectun; CP — uepynonnasmuu, TF — Ttpancdeppun

MeTa00au3M 3puTpOIMTA
Kpome tpaguumonsoro II®II u rmmkonmsa y 3pUTpOLMTOB MHOTUX MJle-
KOIMUTAIOIIUX €CTh CBOW crnenuduyeckuii myHt (pucyHok 124) — 2,3-
nudochorauiepaTHbIi.

T'mrokoza

:

/°~®
=0

GH—OH
cHy—o—(B) %frasa

1,3-audocornuyepar

H
Bk Al® (I:/:o
ocormmepar -0-@®
KMHa3a AT® Hp—
/OH 2,3-augocpornuuepar
=0
PR bocdaraza
hy—0—(@)
3-docpornuyepar
Jlaktat

Pucynok 124 — IllynT Pannonopta (2,3—audocdorannepaTHblii IIyHT)
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ZGSSG«\ /.ZH:O4\\ /,O,

MnyTaTwoHpeaykTasa Mnyratmoknepokcupaza Karanasa

eruaporenasa
o o “\OHADPH*rHJ \‘ZGS-H /N H%:

o)

o 4
@}{ 3
x
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‘o T ‘o £ >
o wL— 3
§ 3 g o ]
= = E

i -
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HADP"

nioko3o-6-docar-

(Texrosochocdaribii nyTs
nwoko3o- ar
o-thocd \\© /

Imioxosa
mokoso-G-thocgar
Fruconms "

moxkoso-B-hocar
3 hocdhormnuuepuHossiii anbaerva
®
1,3 buchocornmuepar

Pucynok 123 — Oco0enHocTi MeTa00/IM3Ma 3pUTPOLMTA. 1 — CIIOHTAHHOE OKHUCJIeHHe
Fe?* B reMe reMorJ06MHa — HCTOUHHK CYNEePOKCHAHOI0 AaHHOHA B IPUTPOLIUTAX;
2 — CO/I npeBpamaer CynepoKCHIHbIi AaHNOH B MEPOKCHI BOAOPOAA U BOAY:
0, + O, + 2H"— Hy0; + Oy; 3 — nepoKkcu/1 BoA0PO/ia PACHIEIUIAETCs KaTAIa30ii:
2H,0; — 2H,0 + O, nau rayraruonnepokcuaasoii: 2GSH + H,0,; — GSSG +2H,0;
4 — I'1yTaTHOHPEAYKTA3a BOCCTAHABINBAET OKUCJIEHHBIH [JIyTATHOH:
GSSG + NADPH + H — 2GSH + NADP'; 5— NADPH, HeoGX0AMMBIii U151 BOCCTAHOBJICHHUST
IJIyTATHOHA, 00pa3yercss Ha OKHcaIUTeIbHOM JTane [IPII npespamenns riI0Ko3bI;
6 — NADH, Heo0X0auMblii /1J1s1 BOCCTAHOBJIEHHSI TeMOIJI00UHA MeTTeMOrI00MHPeTyKTa3HOI
CHCTEeMOii, 00pa3yercs B riinuepajbaeruapocharieruiporeHa3sHoi peakuy riuKoJIn3a
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B spurporurax mpucyrcTByeT mudocdorimmepaTMyTa3a, KOTopas akTH-
BUpyeTCs NePUIUTOM KHCIOpOAa M KaramusupyeT mpespamenue 1,3-1PI B
2,3-J1®I" B 06xon dochornmumeparkiHazHON peakuu raukonn3a. B ycimoBmsx
runokcuu 10 20 % Taroko3bl uaeT no tomy mytu. O6paszyromascs 2,3-J1dT
YMEHBILIAET CPOJICTBO FEMOTJIOONHA K KHUCIOPOY, YTO CIIOCOOCTBYET MEPEXOTY
KHCIIOPOJa U3 TEMOTJI00MHA B TKaHH (PUCYHOK 125).

100
af Nemoraobus B
b HOPMAIBLHO#H
= KPOBM, KOH-
=3 HeHTpAIMA
= L 19 = 5 mM
2 50 >
X Femornobus,
2 OuKilleHH LI
g ot 4T
=]
E Kpoeb Ha Bonbumx

BHICOTAX, KOHLEeH —
Tpaums AP = 8 MM
|
0
50 100
Mapipanbioe papaesme O, , MM pr. cT.

Pucynok 125 — Baunsinne I®I" Ha KpUBYI0 HACBIIIECHUS FeMOII00MHA KHCJIOPOI0OM

Hanee 2,3-A®I" non aeiictBueM 2,3-nudocdornunepardocdarassl mpe-
Bpamaercs B 3-/{PI", koTopblii BO3BpalIaeTCs B peaKLUUH IIIUKOIN3A.

[Tpu 2,3-pudocornuiepatHoM WIYHTE B TJIMKOJIU3E HE CUHTE3UPYETCA
AT®, a ceoboanas sueprus 1,3-OI'K, paccenBaercst B hopMe TEIIIOTHI.

BUOXUMMUA NIOYEK B HOPME U IIPU TATOJIOT'NHN

Ilouka — napHbIi oprad. TkaHb MOYEK COCTOUT W3 2 30H: BHEIIHEW (KOp-
KOBOI1) U BHyTpeHHEeN (M03roBoi). OyHKIMOHAIBHON €TUHUIICH TOYEK SBISETCS
He(poH. B HedpoHe mMpoMCXOAST TpH TJIABHBIX Ipolecca: (GUIbTpalus B KiIy-
0oukax, peadcopOLus U CeKpelrs B KaHaJbIax (MpoIiecc 00pa3oBaHUs MOYH ).

IHouyeuHnslit mopor peadcopOLMM PaBEH HaMMEHbIIEH KOHUEHTPALUU pe-
abcopOMpyeMoro BelIecTBa, P KOTOPOM JOCTUTACTCS TPAHCHOPTHBIA MaKCH-
MyMm peabcopounu (TM). TM paBeH CKOPOCTH TpaHCIOPTa BEUIECTBA OEIKOM-
NIEPEHOCYMKOM B YCJIOBHUSX HACBIIICHHS €ro NEPEHOCHMBIM BEHIECTBOM. JlJis
TJIFOKO3bI TOUEYHBIN mopor peadcopOumu paBeH 10—12 MMob/m.
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OyHKIMOHAIBHYIO BO3MOXHOCTh IMOYEK B MOYEOOpa30BaHUU OI[CHUBAIOT C
MTOMOIIBIO KO3 PUIIMEHTA OUHIIEHUS — KIMPEHCA.
Kuupenc BemecTrBa — 3T0 00beM ILIa3Mbl KPOBH, KOTOPBIM MOJHOCTHIO
OYHIIAETCS OT BEIIEeCTBA MOYKaMH 3a 1 MUH.
I'omeocTaTuyeckne (PYHKINHU MOYEK:
1. DxckperopHas (yAajleHHe MPOYKTOB 0OMEHA, MPOIYKIIHS MOYH).
2. HeakckpeTopHas — perymsiius:
2.1. Bogno-3nexrponutHoro 6ananca u KOC (pucynoxk 126, 127).
2.2. O6bema nupkyaupyromei kposu u AJl (peHun).
2.3. Dputporions3a (3pUTPONOITHH).
2.4. Ca-P obmena — oOpazoBanue BuTamMuHa Ds (KanbLuiTpHoa).
2.5. 'opmonanbHOro 6ananca (karabonu3M ropMOHOB).
2.6. Metabonuueckas (B KOpe MOUYKH — a3pOoOHbINH MeTab0JIU3M, B MO3-
TOBOM CJIO€ — aHa’POOHBIN).

[na3ma KpoBH Knerku kananbuesn Movua
CO, CO, \ HCO;y
do,
HOH — HOH
Kap6oaHruapasa (4)
Kkap6oanruapasa (4)
HCOy —— = HCOy 0 -
AllD
3Na- 3Na'—— Nt |
Na/K Na™
AT®a3a 5
2K* KT iaToleIH(i»
AKTUBHBIN
ATD M TpaHCHIOPT

Pucynok 126 — AuujaoreHes B mo4Kax

B Kkj1eTkax AMCTaJbHOIO KaHaJbLa Npoucxomut cexkpenus H'. Ona BKIIO-
yaeT B ccOs npouecc oopazoBanus CO, B MeTabOJIMYECKUX PEAKIHUAX, KOTOPHIM
NoJ JIEWCTBMEM KapOOaHTuApas3bl COEAUHSETCS C BOJOM C oOpa3oBaHHEM
H,COs. HyCO;3 muccomuupyer va H' 1 HCO3. H' B 06MeH Ha non Na' cexperu-
pyercs B ripocset Kananbena. A Na* u HCO; auddyHaupyioT B kpoBb, obecrie-
YyiBas ee MoAlleIaunBaHue.

[Tpu anmmo3e 3KCKpenust KaThoHa aMMOHHMSI ¢ MOYOW YBEITMUMBAETCS, T. K.
alMI03 aKTUBUPYET INIyTaMHMHA3y M OHA aKTUBHO OTwIeIusieT amMuak ot 1'JIH,
KOTOPBIN B CBOIO OUYEPEb AKTUBHO 3aXBaThIBACT MPOTOHBI U TEM CAMbIM JIMKBHU-
mupyeT aunno3. [Ipu anmkanmose 3KCKpeluus KaThOHAa aMMOHHUSI C MOYOM HIIKE,
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YeM MpHU anua03e. Bo3sMOkKHO, SKCKpenrs aMMHUaKa B BUAJIE aMMOHUMHBIX COJIEH
CIIY’)KUT B OOJIBINICH CTETICHN 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
¢ HauboubIIeH NH; :
KOHIIEHTpauuei \
B KpOBU HOOC—CH, CH, (;H*COOH ¥
rIyTamar NH, NH i ysin NH;
HOOC—CH, CH, CH-COOH 3
i NAD" HOH
NH, +
riayramar- H+ H
nernaporenasa (1)
NADH + H* NHs—
riryramat N H4+ NH4+

HOOC—CHj CH, C—COOH

2-0KcorayTapar o
Brisegenue o6beMoM

30-50 MMoub/cyT.

Pucynok 127 — AMMOHUOTIeHe3 B MOYKAX

CuHTE3 KpeaTHHHHA

1. I'yanununanerar (pucyHoK 128) cHHTE3UpyeTCs B MOYKaX, KpeaTUH — B
Ne4YeHu, KpeaTuHPpocpaT — B MbIIITIAX.

2. KpeaTHHH B CBOEM COCTaBE€ BBIIEISET B MOUY YacTh a30Ta pacrajiaro-
muxcst OEJIKOB.

3. Kpeatundocdar — 3anacHas opma 3Hepruu B MbIax Hapsaay ¢ ATO.

4. KpeaTuHkrHa3a KapAHOMHUOIIUTOB SIBJISIETCA CaMbIM PaHHUM MapKepOM
ocTporo uHpapKkTa MUOKapa.

5. Kpeatnnus He aficopOuUpyeTcs B TOYEUHBIX KaHAJIBIIAX, TAKUM 00pa3oM MOXK-
HO OIICHUTh KITyOOUKOBYIO (DMIILTpAIIUIO (CPaBHUTH KPEATMHUH B KPOBU U B MOYE).

.
C=NH
N H OpHUTHH l‘\l H,
(::HZ .. SAM SAT (‘3=NH
i HN=C—NH, /
e iz NH N-CH,
CH, CH, I \
- I Tuyunamuouno- H,C—-COOH TI'vanuouayemam- CH,
HN (\:H COOH mpancgepasa(2) r Memunmpancepepaza(2) |
COCH Canoun YaHMAWHALCTAT COOH
A Kpeatun
PrUHVH o
Kpeamungocgho-
xunaza(2)
0 AlD
)K D, H '\“ ~PO3H,
HT (‘)H2 t c‘;: NH
HN=C N-CHs CNOHMAHHO ’?I_CH3
Gt
Kpeatunun COOH
Kpearundocdar

Pucynok 128 — IlociienoBare/ibHOCTh peakuii CHHTEe3a KPeaTUHUHA
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BUOXUMUA NIEYEHU. OBMEH KCEHOBUOTHUKOB

JleTOKCUKAIUSI KCEHOOMOTHUKOB

[leyeHs urpaer riaBHy0 posib B 00€3BPEKUBAHUM TOKCUYECKUX BEIIECTB,
KOTOpbIE OOpa3yroTCs B OpraHu3Me (amMMuak, OMIMPYOHMH) U KCEHOOHMOTHKOB,
KOTOpbIE TMOCTYMAaIOT W3 BHEIIHEW cpelbl (MPOAYKThI THUEHHS aMUHOKHCIIOT,
JICKapCTBa, TSKEIBIC METAJLIBI).

KceHOOMOTHKH — 3TO 4yKXEPOJTHBIC BEIIECTBA, KOTOPHIE MOMATAI0T B Op-
TaHU3M W3 BHEIIHEW Cpenbl (C BIBIXa€MbIM BO3yXOM, MHIIEH U 4epe3 KOXKY) U
HE MOTYT HCIIOJIh30BaTHCA OPTAaHM3MOM B Ka4eCTBE CTPOUTEIHLHOTO MaTepHuaia
WM UCTOYHMKA dHEprud. [1o OTHONMIEHHWIO K OpraHu3My OHU MOTYT OBITh Oe3-
BPEIHBIMH WJIA TOKCUIHBIMH.

3HauuTeNbHAs YacTh KCEHOOMOTUKOB, IMOMABRIIWX B OPraHU3M, IOJIBEpra-
I0TCS B TIEYEHU PEaKUUSIM JASTOKCUKauu (pucynok 129), B pe3ynbrare KOTOpoit
KCEHOOMOTHK YBEIIMYMBAET CBOIO BOJOPACTBOPUMOCTb U TEPSIET TOKCUYHOCT.
KonsblorupoBaHHbie BOJOPAaCTBOPUMBIE KCEHOOMOTHUKH BBIJICISIOTCS M3 Opra-
HU3Ma TMPEUMYIIECTBEHHO C MOYOM, KajioM, MOTOM. JleTyune KCEeHOOMOTHKH
BBIICJISIFOTCSl U3 OpPTraHu3Ma C BBLIBIXa€MbIM BO31YyXOM, THApodoOHbIE — C Ka-
JIOM U KOXHBIM CajioM, HEKOTOpPbIE THIPOPOOHBIE KCEHOOMOTUKH CBSI3bIBAIOTCS
C JINTIAJIaMU 1 OCJIKaMU ¥ HAKAILTHBAKTCS B PA3IMYHBIX OPraHaX W TKAHSIX.

['maBHON OMOXMMHYECKOM CHCTEMOM NETOKCHUKAIIMU SIBISETCS CHUCTEMA C
y4acTHEeM IUTOXpoMa Pyso , KOTOpas akTUBHO (PYHKITMOHHPYET B MEUYCHU, TIOY-
KaxX, CJIM3UCTON KUIIeuHnKa. OHa COCTOUT U3 TpexX (as:

1. OBP, xaranuzupyembie usopepmMeHTamu HUToXpoMa Pysg,

2. Konstoranus ¢ THAPO(GMIBHBIMA COCTUHCHUSIMH TIPU Y4acTUU (epMeH-
TOB TpaHcdepas.

3. DnuMuHALHS MOTU(DUITMPOBAHHBIX KCEHOOUOTHKOB.

BUOXUMUSI MBIIIEYHOM TKAHU U MUOKAPIA

DHeprus [Uuisi IpOLECCOB COKPAIICHHs U pacciiabieHus] OCTYNAeT B BUAE
AT®. HekoTopslil pe3epB SHEPTUHM HAXOAMUTCS B TE€X HEOOIBIIMX KOJIUYECTBAX
AT® u xpearurdocdara, KOTOpbIE €CTh B MBIIIIE. DTOrO 3araca XBaTaeT Ha
10-12 ¢. AHaspoOHOE pacllenieHue TJIMKOreHa JOCTUTaeT MakKCUMyMa 4epe3
40-50 c wemnpepbiBHOM paboTel Mbllel. Yepes 60—70 ¢ JOMHUHUPYIOT YyXKe
a’po0HkIe Mpolecchl Oyiarofaps yBeanueHuro Tpancnopra O2 B paboTarolryto
Mbly (pucyHok 130). Ilpu aspo6HoM pocpopunupoannu ATD obpaszyercs B
MUTOXOHJIPHUSIX, KOTOpPhIE B OOJBIIOM KOJIMYECTBE OKPYX AT MBIIIEYHOE BO-
JokHO. CpaBHUTEIbHASI XapaKTEPUCTHKA OENBIX M KPACHBIX MBIIIEYHBIX BOJIO-
KOH IpUBeJieHa B Tabuuie 7, mpeoOpa3oBaHre HEPBHOTO UMITYJIbca (3JIEKTpHUUe-
CKOI'0) B MBIIIIEYHOE (MEXaHUYECKOE) COKpallleHue — Ha pucyHke 131.
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JIBa MexaHU3Ma 00€3BpEKUBAHUS

Peakuuu tpancdopmanun —

Kcenobuoruku

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

\ O6pazoBaHye KOHBIOTATOB

(OKI/ICHCHI/IE, BOCCTAHOBJICHHE, THAPOJINA3, N1€3aMUHUPOBAHUE,
Jecy ib(pUpoBaHue, 1€3aIKIIHPOBAHUE)

(TMOKYpOHHIMPOBAHHE, CyTb()aTHPOBAHKE, AMHHAPOBAHHE)
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Pucynok 129 — Mexanu3M 00e3BpeKUBAHUS KCEHOOMOTHKOB
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Pucynok 130 — MCTOYHUKH IHEPrUuM s pa0d0Thl MbILIIL
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Tabnuna 7 — CpaBHUTENbHAS XapaKTEPUCTHKA KPACHBIX U OCJIbIX MBIIICYHBIX
BOJIOKOH

IIpusnak Kpacusle beinble
OTHOCHUTENBHBIN AUAMETP BOJOKOH | Mabii Bonboi
Tun cokpanieHus MenneHHoe brictpee B 5 pa3
Backynspuzanus Bricokas Crnalee
Tun obmeHa MHoro (a3poOHBIi) Maso (aHapOOHBIIN)
Muornobun MHoro Maio
I'naBHbIN ncTOUHUK ATO Oxkucnenne KK ['nmuxonus
I'1aBHBIM SHEpPrope3eps KK (TAT, ®JI) ['mukoreH B mMplimax
OITP Cnabo pa3BuT XOoponio pa3BUT
HepBHO-MbIlI€UHbBINA CHHATIC Cnabo pa3BuT Xopouio pa3BUT

' KIISTKH *

KaubieBblit : B-azpeHo a-apeH
KaHay : perenTopy penenTo
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Pucynok 131 — DuekTpomMexaHn4eckoe CONpsizkeHue — Nnpeodpa3oBaHue HEPBHOIO
HUMITYJIbca (3JIEKTPUYECKOT0) B MbIIIIeYHOE (MEXaHUYECKOE) COKpalleHue
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BbydepHbie qunenTuab aHCEPUH ¥ KapHO3WH CIIOCOOCTBYIOT CTAOMIN3 AN
pH MpleyHoN TKaHW; B-ajlaHWH JIs UX CHHTE3a 00pa3yeTcs MpU KaTaboJInu3Me
NUPUMUIUHOB (pUCYHOK 132). B roioBHOM MO3re MpUCYTCTBYET aHAJIOT KapHO-

3MHa — I'OMOKAapHO3H1H.

H
N
W
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/N

SAT SAM

Pucynok 132 — Cunre3 aHceprHa U KAPHO3MHA

I'mnokrHeTHYECKUHA CHHAPOM

I'mnoguHaMusi — CyIIECTBEHHOE OIPAHUYEHUE MBIIIIEYHOW CHJIBI.
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MpI1mna ¢ HU3K0M | MH(OpMALHH (BOCTIpMHHMMAET 3TO KaK
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OpraHusma)
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9HJ. XKele3
Anpenanin l
0,
T3, Ty, TTT
IloBeieHHOe I'HI' koptuson, CTI', AKTI
roTpebIeHne
KHCIIOpoza \ HPOTGOHHE/ l
AK = OenkoB
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Cnunepon <— l
Bhricokas Pazobmmenue WK
TEMIONPOyKIHUs OKHCIL

yrpo3y CYLIeCTBOBAHHIO

thochopumupoBanus

Pucynoxk 133 — Cxema pa3BuTHsi THIIOKNHETHYECKOT0 CHHpOMA
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I'unokuHe3usi — CYyIIECTBEHHOE OIPAaHWYEHUE JIBUTATEIbHON AKTUBHO-
ctu. [locnencTBusi TMIOKMHE3UH CKA3bIBAKOTCS MPAKTUYECKM Ha BCEX OpraHax —
runokuHetnyeckuit cunapom (I'KC).

I'unoxkuHeTMYecKUil cMHAPOM (pUCYHOK 133) — auccunaTHBHBIN Tpoliecc,
BBI3BIBAIOIMI pacrajl CTPYKTYpbl M IPEBPAILAOLINI €€ B TEIUIO, PACCEUBAOLLEECS]
B OKPYXKAIOLIEH Cpelie. Y YelloBeKa OH aCCOLMHUPOBAH C PA3BUTHEM 35 rpymnm 3a-
OoseBaHu# (OXKUpEHUE, METAOOIMYECKUI CHUHIIPOM, CaXapHbIi Aualer, arepo-
CKJIEPO3, TUIIEPTEH3Hs1, OCTEONOPO3, OHKOJIOTMYECKHI 3a00eBaHUs U JIp. ).

BUOXUMMUA HEPBHOI CUCTEMBI.
BUOXUMUSI COEJUHUTEJNBHOM TKAHU

[lepenaya BO30YXKIEHUSI MPOUCXOIUT B HEPBHBIX OKOHYAHMSIX (CHHAICax),
KOTOpBIE SIBJISIIOTCS. MECTOM KOHTaKTa MEX/Ty HeHpOHaMU, a TaKKe MEXy HEeHpo-
HAaMU U MBIIICYHBIMH KJIETKaMU. B KOHIIEBBIX IJJACTUHKAX XPaHATCS XUMUYECKUE
BEIIECTBA, HelpoMeouamopbl, BHITOMHSIONINE CUTHANIbHBIE PyHKUuuU. [Tpu mocty-
IUJICHUM HEPBHOTO HUMITYJIbCA MEIUATOPhI BBIACIAIOTCS B CUHANTUYECKYIO IETb,
niepesiaBas Bo30yK/IeHUe HEUPOHAM WJTM MBIIICYHBIM KJieTKam. J[Jisi HepBHBIX Kiie-
TOK XapaKTEpHO BBICOKOE cozepkanne mumuaoB — 50 % ot cyxoit Maccel. dpak-
YIS TUTHJIOB BKIJTIOUAET paHooOpasHbie pocho-, TIMKO- U CHUHTOIUTTUIBL.

['maBubIéi motpedbutens sHeprun Nat+/K+-ATPaza. OOGpasyer moreHuan
nokost 60 mV. Ilocne mpoxoxkaeHust UMITyjabca (MOTeHIMata 1eHCTBUS) TOTCH-
I[MaJT TIOKOSI BHOBb BOCCTaHaBIIKBaeTCs (pucyHOK 134).

Pucynok 134 — MexaHu3M 2JIeKTpOreHe3a

JHepreTuyecKrii 00MeH roJIOBHOI0 MO3ra

['0710BHOI MO3T XOpOIIIO CHA0XKaeTCsl KPOBBIO U UMEET UHTEHCUBHBIN dHEP-
reTuueckuii oOMeH. XOTs TOJIOBHOM MO3I COCTaBISAET OKOJIO 2 % Macchl Tena,
MpU CIIOKOWHOM COCTOSIHUM OpraHuM3Ma OH yTuiu3upyer okojo 20 % mormo-
HIEHHOTO Kucjopoaa u 60 % TIroK03bl, KOTOpas MOJHOCTHIO0 okucisercs 10 CO,
u H,O B nutpaTHOM IMKIIE W MyTeM TJIMKOJIM3a. B KileTkax rojloBHOTO MO3Tra
MPAKTUYECKA €UHCTBEHHBIM MCTOYHUKOM SHEPTHH, KOTOPHINA JOJKEH MOCTY-
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NaTh NOCTOSIHHO, SIBISIETCS 27t0K03a. TONbKO NpHU MPOJOJIKATEIBHOM TOJIOfa-
HUU KJIETKHM HAYMHAIOT MCIOJIb30BaTh JAOMOIHUTENIBHBIA UCTOUHUK YHEPTUU —
KemoHogvle mena. 3anachkl TNIMKOT€Ha B KIIETKaxX TOJOBHOIO MO3ra HE3Ha4u-
TenbHbL. JKK, KOTOphIE B IJ1a3Me KPOBU TPAHCIIOPTHPYIOTCSA B BUAE KOMIUIEKCA C
albOyMHHOM, HE JIOCTHTalOT KJIETOK TOJIOBHOTO MO3Ta U3-3a eemMamosnyeqhaiu-
yeckoeo bapvepa. AMK He MOTYT CIyKUTh UCTOYHHKOM 3HEPI'HH JUJIsl CUHTE3a
AT®, mockoJIbKYy B HEMPOHAX OTCYTCTBYET TJIIOKOHEOTEHE3. 3aBUCHUMOCTh I'O-
JIOBHOTO MO3Tra OT TJIIOKO3bl O3HAYAET, YTO PE3KOE MaICHUE YPOBHS INIFOKO3bI B
KpOBH, HalpuUMEp B Cllydae MEepPeIO3UPOBKUA UHCYIMHA Y JTUAOCTUKOB, MOXKET
CTaTh ONACHBIM JJISl )KU3HU. B KJeTkax [eHTpaibHOM HEPBHOW cHCTEMBbI HauOO-
Jiee SHEProeMKuM mpolieccoM, moTpedsromum 10 40 % npouszBogumoro ATO,
apaserca  (yHKUUMOHUpOBaHUE mpancnopmuoii Na' /K -ATD-azw  (Na'/K'-
«HACOCA») KIIETOYHBIX MeMOpaH. AKTUBHBINA TpaHcropT noHoB Na™ u K' kom-
NIEHCUPYET IMOCTOSIHHBIA MOTOK MOHOB Ye€pe3 HMOHHBbIE KaHaibl. Kpome ToroO,
AT® ucnonb3zyeTcss BO MHOTMX OMOCUHTETHUECKUX PEAKIUAX. DHEPreTHY €CKUI
0OMEH TOJIOBHOI'O MO3Ta MPeICTaBIeH Ha pucyHke 135.

NOCTOAHHLIA 3 . %o .,
MCTONHUK 3HEPIAMN y m“;_ " neGonbLioi
NPU NPOACIKUTE N~ ;:eg:::'( : TNAKOIeH ; peseps
HOM TORGISIN S . B T ...........
b
MIOKO3a KPO 8K o MioK03a & - - 5% - - GMUHOKMCNOTLI «—

KETOHOBbLIE TENA- ==~~~ ssmec s msrmennenn, <)
“.l;’. Dl 02 e 02
- = \

Ui—3 Na~ UMTRATHBIA LKA,
it - | ibiXaTeNnpHan uens |
2K R L ]
SN ns
002 + HQO

1 Na /K*-ATP-a3sa
= 36.1.37

Pucynok 135 — JHeprernyecknii 00MeH roJJ0BHOI0 MO3ra

B xnerkax rososBHOro Mosra uaet akTuBHBIA MeTabonusM AMK. B romnos-
HOoM Mo3re koHueHTpauuss AMK noutu B 8 pa3 Bblllle, 4eEM B IUIa3Me KPOBH, U
CYIlIECTBEHHO BBIIIE, YeM B IMeUeHU. B 0COOEHHOCTHU BBICOKHM SIBIISIETCSI YPO-
BeHb aiymamama (npumepro 5—-10 MM) u acnapmama (2-3 mM). Otu AMK
o0pa3yroTcs B peakiiy TPAHCAMUHUPOBAHUSI U3 TIPOMEKYTOUHBIX METa00IMTOB
IUTPATHOTO IIUKJIA, 2-OKCOTyTapara U oKcajoaierata. B TkaHsx Mo3ra UHTEH-
CHUBHO TpoTeKaloT Mmetabonmueckue mpeBpamiennss AMK, Takue kak OKuCH-
TeJIHHOE JIe3aMUHUPOBAHKE, TPAHCAMUHUPOBAHUE, MOTU(DUKAITNS OOKOBOU IIETIH
u 1ip. B ocobenHOCTH Ba)KHOM JIsl HOPMAJILHOTO (DYHKITMOHUPOBAHMSI TOJIOBHO-
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r0 MO3Tra SIBIISIETCS peakius AeKapOOKCHIMPOBAHUSA, B pe3yIbTaTe KOTOPOU 00-
pasyercsl y-amMuHOMAacaAHAs Kucioma N OMOTeHHblE aMHHbL. bHocuHTE3 M Je-
rpajaiyio 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 (pucynox 136) xapakrepen
JUISL KJIETOK HEHTPAIIbHON HEPBHOM CUCTEMBI, HO HE UTPAET CYIIECTBEHHOW POJIU
B JPYI'MX TKaHSX.
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Pucynok 136 — OcoGenHoOCTH MeTA00IM3MAa AMMHOKHCIOT HEHTPAJIbHON HEPBHOM CHCTEMBbI

Hekoropble aMHUHOKMUCIIOTBI, HAMPUMEP 2AUYUH, achnapmam, Aymamam,
I'AMK, BBINONHAIOT B HeWpoHaX (YyHKUUIO MeauaTtopoB. OHU XpaHATCA B CH-
Harcax M BBIAEJSAIOTCS MPH MOCTYIJIEHWH HEPBHOrO MMITysbca. [lepeHocunku
UHIYIHUPYIOT WX WHTUOUPYIOT MOTEHITUAN ICUCTBUS, KOHTPOJIUPYS TEM CaMbIM
BO30Y)KJICHHE COCEHIX HEUPOHOB.

CoenunurtesbHAsi TKAHb

Koanareabi — Haubosee pacrpocTpaHEeHHbIE OCJIKU B OpraHU3Me >KUBOT-
HbIX. OHU cocTaBisroT 25 % oT obmiero koaudecta 6enka. Kosnarensr oopa-
3YIOT HEPACTBOPUMBIE HUTH ((UOPHILIBI), KOTOPHIE BXOIST B COCTaB MEXKKIIe-
TOYHOTO MATPUKCA W COCAMHUTEIbHBIX TKaHel (pucyHok 137). B opranuzme
KOJUTAr€Hbl BBIMIOJHSIOT pa3HO0Opa3Hbie Ouosornyeckue GpyHkmuu. O BaxKHOM
POJIA KOJJIAr€HOB YOEAUTENIbHO CBUAECTEIBCTBYET MHOXKECTBO HACIEOCBEHHBIX
2eHemu4eckux oegexmog, CBA3aHHBIX C MYyTAIlMSIMU B MOJIEKYJIaX KOJUJIAreHOB
uiu (pepMEeHTOB, MPUHUMAIOIIMX Yy4yacThe B uX OwocuHTe3e. Takue aedexTs
MOT'YT OKa3bIBaTh BIMSHUE HA CTPYKTYPY U (PYHKIIUIO LIUTOCKENETA, CBA30K, CY-
XOXKWIHM, KOXH, TJIa3, KPOBEHOCHBIX COCYJIOB, BOJIOC U JaX€ Pa3MEpPOB Teya
(MpUMEPOM CITYKUT curopom dnepca — Jannoca).
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Dubpunna konnarexa (bparvess)
Pucynok 137 — CrpykTypa KoOJIareHoB

I'mapokcniimpoBaHue OCTATKOB NPOJIMHA W JU3MHA B MOJIEKYJE IpO-
KOJUIareHa KaTaM3UPYETCs MPOKOJIALeH—2UOPOKCUNA3AMY, VMEIOIUMHU B aK-
TUBHOM IIEHTPE aTOMBI kefe3a (CM. pucyHok 85). B xauectBe koepMeHTa uc-
nosib3yercst ackopbam (Butamu C). Cumntomsl nedunura BuramuHa C, Takue,
KaK BbIMIaJieHue 3y00B, KPOBOTOUMBOCTD JIECEH WM MOBPEKICHUS KOXH (YUH-
2a), OOBSICHAIOTCS HapyIIeHHEM OMOCHHTE3a KOJIJIar€HOB.

Jecmo3uH (pUCyHOK 138) — 0COOBIN BUA MEXMOJISKYJSIPHBIX CIIMBOK B
MOJIEKYJIE AJIaCTUHA (CaMbIii POYHBIA OEJOK B OpraHU3Me YEJIOBEKA).
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Pucynok 138 — Crpoenue necMo3uHa

CunHTe3upyeTcs 37aCTUH B BUJIE MOHOMEPA, & BHEKJIETOUHO MTPOUCXOUT (rb-
pUIIOTEeHE3 ¢ 00pa30BaHUEM IOTIEPEUHBIX CBSI3EH, B 00pa30BaHUU KOTOPBIX TMPH-
HUMAIOT Y4YacTHE JIM3UHOBbIE OCTaTKU. C ydacTHeM OKCHJIa3 IPOUCXOAUT OKHUCIIU-
TENbHOE JI€3aMUHUPOBAHUE JIM3MHA U MOCIEIYIOIasi MEXMOJIEKYJIsipHasi KOHCH-
carusi 4-X aJibJCTUHBIX TPYIII, B Pe3yJIbTaTe 4ero 00pa3yroTcs IECMO3HHBI.
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