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CIIMCOK COKPAIIIEHUH

AlD — anenozunaundocdar
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I'n/II" — rmyramaraeruaporenasa

['T® — ryano3untpudocdar

JAI" — ananuirauuepuHsbl

TAM® — nezokcuageHo3uHMoHOpochar

HA®D — nuruapokcuaneroHdocdar

a1l M® — ne3okcuryaHo3uaMoHnodoehar
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KoQ —&osn3mm Q (yOUXuHOH)
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BBEJAEHHUE

buoxumusa — 5>10 Hayka, H3y4arlas XHMHYECKHMH COCTaB >KUBBIX
OpPraHW3MOB M  XMUMHUYECKHE IMpPOLECCHI, JIekKaluMe B  OCHOBE  HX
KU3HEIEATEIbHOCTH. B 3aBUCHMOCTH OT pelIaeMbIX 3aa4d OHa MOAPA3ACIACTCS
Ha  Cmamu4eckylo, OUHAMUYECKYI0 W (QYHKYUOHANbHYIO  OUOXUMUIO.
buonoruyeckas Xxumusg CIyXuT 0a30BOM AMCHMIUIMHOM ISl  OCBOCHHS
(bU3HO0NI0TNHU, TUTUEHB], (PU3UOIOTUU CIIOPTA, CHIOPTUBHON MEAUIMHBI.

Ienbro mpeayiaraeMoro nocoousi Mo JMHAMUYECKOW OMOXUMUM SBISETCs
dbopMHpoOBaHUE y CTYACHTOB IIYOOKHMX M NMPOUYHBIX 3HAHUU 00 0COOSHHOGTSIX
oOMEHa yTJeBOJAOB, JUMUAOB, OCIKOB M HYKJIEHHOBBIX KHCIOT B{OPEaHH3ME
yenoBeka. IlocoOue mpenHa3HaueHO [UIsl CTYAEHTOB l-ro kypea daxynpreTa
¢u3nYecKol KyJabTypbl JTHEBHOM U 3a04HOM (opM OOydEeHH) M PHANMKMCAHO B
COOTBETCTBMM C Yy4eOHOM mporpamMMoi JucuuIUiuHbl “buoxumusy. OHO
BKJItouaeT 4 TeMbl. B mepBoil Teme paccMaTpuBaroTCs OOIIKE TIpeICTaBIEHUs 00
oOMeHe BelecTB, Ipolieccax aHaboiau3Ma . ‘M, Karaboau3Ma, OCHOBax
OMOPHEPreTUKH,  CYIIHOCTH  IPOLECCOB  OMOIOPHYECKOIO  OKHUCIIECHMS.
[IpuBeaeHsl XUMU3M, OHOJOTHYECKAs POJIb U NPUYMHBI HAPYIICHUH OJHOTO U3
LHEHTPAJIbHBIX MeTa0OoNMYecKuX TMyTed ‘opraHu3Ma 4YeloBeKa — LHKIA
TPUKAPOOHOBBIX KUCIIOT.

Tembl 2—4 mnocBsileHbl U3YYEHHUIQ 'OCOOEHHOCTE OOMEHa YIJIeBOJOB,
JUNUAOB, OEJNKOB, HYKJIEMHOBBIX KHCJIOT, UX PETYJSILUU U MPUYUH HAPYIICHUM
B OpPraHU3Me€ Y€JI0BEKa.

B KoHIE KaXXnoil TeMBL faHbl KOHTPOJIbHBIE BOIPOCHI M IPUMEPHBIC
TECTOBBIE  3aJaHusl, 4 HEQOXOAMMBbIE  CTYAEHTaM  JUIsl  3aKperuieHUs
TEOPETUYECKOr0 MaTepuaa.

B 3akitodgeHlu mpUBEIEH CIOoBapb OMOXUMHMYECKHX TEPMHUHOB, CIHCOK
OCHOBHOM M%, NOMOJHUTEIBHOW JHUTEPATYpPhl, KOTOPYIO CTYJIEHTBI MOTYT
WCIIOIb30BATh NPW MOATOTOBKE K 3aHATHUSAM, a TaKKE MPEIAMETHBIN yKa3aTeNlb.



Tema 1

OBMEH BEHIECTB. OCHOBbI BUOSHEPI'ETUKMN.
BUOJIOI'MYECKOE OKUCJIEHUE. IUKJI TPUKAPBOHOBBIX
KHNCJIO0T

1.1. Tlonstue 06 oOmenHe BemecTB. OOIIME 3aKOHOMEPHOCTH, MPUCYIITUE
’KUBBIM OpTraHU3MaM.

1.2. AnaGonmu3M u KaTaboiM3M — JIBE CTOPOHBI OOMEHa BEIICCTB.
Ampudonuzm.

1.3. TlocnenoBaTenbHOCT, OOMEHHBIX MPOIIECCOB B  opfannsme
yenoBeka. [lonarue o metabonusme.

1.4. Craguu oOMeHa BeIIECTB B 3aBUCHUMOCTH OT | KOAWYECTBA
BBIJICIISIEMON SHEPTUH.

1.5. OcHoBbl OuosHepreruku. CB0oOOAHAs JHEPIUSL” M 3aKOHBI
TEPMOJUHAMUKHU. DK3EPrOHUYECKUE U IHIECPTOHUUECKUE PeaKIH.

1.6. Tlonsitue o OMOTOTUYECKOM OKHUCIEHUHM. Craanu OHOJIOTHYECKOTO
OKHUCJICHUS.

1.7. MexaHu3mMbl aKKyMYJUpOBaHUSAY, SHEpPruu. Makposprudeckue
COCIMHEHUS U UX OMOJIOTHYECKAs POJIb.

1.8. Opranuzaius KOMIOHEHTOB [bIXaTelbHOU 1enu. OKUCIUTEIbHOE
dhochopunupoBanue.

1.9. Huxn TpukapOOHOBBIX KHUCIIOT.

1.1 IlonsaiTne 00 00OMeHe BeleCTB.
OO0uue 3aKOHOMEPHOCTH, NPUCYLIHE )KUBBIM OPraHU3MaM

Bce  mHOrooOpasme » >KMBBIX  OPTaHM3MOB, OT  OJHOKJICTOYHBIX
MHUKpPOOPTaHU3MOB( J10 ' BBICOKOIU(D(PEPECHIIMPOBAHHBIX ~ MHOTOKJICTOYHBIX
OpPraHU3MOB paCTCHUH, KUBOTHBIX, YEJIOBEKA, COCTOUT W3 meX Jice aTOMOB H
MOJICKYJI, 9TQ. U _OOBCKTHI HEXWBOH mNpuUpoabl. B 0CHOBE TmpoleccoB
KUBHCICATSALHOGTH JIC)KAT pPEaKIMM aTOMOB M MOJICKYJ, KOTOpPBIC
noOuUHIIOMCSAYyBCEM 3aKoHaM (M3UKW M XHMHH, OIHCHIBAIOIINM TIOBEJICHHE
Heo yacBICHHOW MaTtepun. OJHAKO JKMBBIM OpraHU3MaM TPHUCYII P
ocobeHnocmel:

@) CIIO)KHOCTb U BBICOKAsl CTEIICHb OpraHU3aIlHH;

0) mobasi cocTaBHas 4YacTh OpraHu3Ma OT OTIEIbHBIX XHUMHUYECKUX
COCIMHCHUI JI0 OpraHa MMEET CICIHAIbHOC Ha3HAYCHUE W BBITIOJHSICT CTPOTO
OMpeIeICHHYIO () YHKIIHIO;

B) CIIOCOOHOCTH JKUBBIX OPTaHM3MOB K CAaMOBOCITPOHU3BE/ICHUIO;

T') )KUBBIC OPTaHU3MBbI CITOCOOHBI OOMEHHBATHCS BEIIECTBOM W DHEPrUCH
C OKpYKaromiei cpeoi s co3/IaHusT COOCTBEHHBIX CTPYKTYPHBIX €IMHMII.



Takum 00pa3om, 0OMEH BEIIECTB U DHEPTUU — Ba)KHEHIIass 0COOEHHOCTh
YKUBOW MATEpPUHU.

Obmen 6ewjecms — 3TO COBOKYITHOCTh XMMHUYECKHUX TPOIIECCOB, KOTOPHIM
TIOIBEPrarOTCs COCAMHEHNST C MOMEHTA MX TIOCTYIICHUS B OPTaHN3M H JI0 BBIICIICHHS
KOHEUHBIX TPOAYKTOB OOMEHA. Omo HenpepuieHbill, CAMOCOBEPUAIOUULICS
U camopeyiupyemvill  KpyeO8OpOm  Geujecme, NpomeKarwull. 8  npoyecce
CYWEeCMBOBAHUsL  JICUBOLL  MAMepuu U  XapaKkmepusyrowutics. ee  NOCHOSHHbIM
CAMOOOHOGIEHUEM.

1.2 AHa601u3M M KaTa00JM3M — JIB€ CTOPOHBI 00MEHA BelleCTB

OOMEH BeIECTB BKITIOYACT JIBA MPOTHBOIOJIOKHBIX, HO B3aWMOCBSI3aHHBIX
TpoIIecca — AHADOMUZM U KAMAOOU3M.

Anabonuzm — 3TO YacTh OOIIETO Mpolecca oOMeHa( BEIECTB, KOTOpas
3aKJIFOYACTCS B IOTJIONICHUH, HAKOIUICHUH Y YCBOCHUM MMIATEIIHLHBIX BEIICCTB
U3 OKPYKAIOIICH Cpeabl W IOCTPOCHHU 3a HMX .LYOT/'CTPYKTYPHBIX CIHHHMII
opranuzMa. B xoje aHaboim3Ma TPOUCXOIHT “CHHTE3 CIIOKHBIX BEIIECTB W3
O0onmee TPOCThIX. OTO BOCCTAHOBUTENbHHIC, (PEYKUMOHHBIE) pEaKIIHH,
TpeOyromue 3aTpar 3Hepruu. [Ipu 3TOM OIMHAKOBBIC MUCXOIHBIC COCIUHCHHUS
MIPEBPAIIAIOTCS B PA3JIMYHBIC MPOMYKTHL (HAWPUMED, TIIOKO3a BOBICKACTCS B
OpraHu3Me 4YeJOoBeKa B CHHTE3. TJIMKOTCHa, JIMIKIOB, TJIOKOTCHHBIX
aMHHOKHCIIOT).

Kamabonuzm — 3ta Ta 9acTh 00UIETO MpoIiecca 0OMeHa BEIeCTB, KOTopas
3aKIII0YAaeTCS B Pa3pylICHUH, BEIIECTB, COCTABJISAIONINX OPraHW3M YelIOBEKa,
B pacraje COCTaBHBIX YaEICH)OpPraHOB, TKaHEH, KJICTOK W COIPOBOXKIACTCS
BBIJICICHHEM KOHCYHBIX MPOAYKTOB OOMeHa M3 opraHusma. llpm kabGommsme
MIPOUCXOMAT OKHCAMTEIIBHBIC IPOIECCHl, pacmlaj CIOKHBIX BEIICCTB Ha Oolee
MPOCTHIE C BHICIEHWEM OHEPTrHH. Pa3nuuHbIle WCXOAHBIC BEIIECCTBA JIAIOT
OJMHAKOBBI®” 'KOHEYHBIC TMPOAYKThI OOMEHa (HampuMmep, TPU OKHCICHUH
YITIEBOJIOB, JIUTIHAOB U OEIKOB B opraHmu3Me denoBeka oopasytorcs CO, u H,0).

Flporiecchl anabonm3Ma W Karaboiam3Ma B3aMMOCBs3aHbL. Hampumep,
BEILICCTRA,y00pa3yrolyecs B xoje kaTabonusma (TJIH0KO3a, TJIMIEPUH, YKUPHBIC
KWCJIOThI, aMWHOKHCIIOTBI), MOTYT HCIOJb30BAaThCS  OPraHU3MOM  JIS
OMOCMHTETUYECKUX  TPOIECCOB. ODTO  SBJICHHE  IOJYYWIO  Ha3BaHUC
amghubonuzma.

B xome oOMeHa BEmIECTB OCYIIECTBISIOTCS Pa3HOOOpPa3HBIE MPOLECCHl —
Qusuueckue (ancoporus, muddysus u nap.), xumuveckue (pacmaj, CHUHTE3),
Qusuonoeuueckue (MUTaHUE, BCAaCbIBAHKE U JIP.).



1.3 IocienoBaTeiIbHOCTH OOMEHHBIX NMPOLECCOB B OPraHM3Me YeJI0BeKaA.
IHousitue 0 metadosmn3me
OOMeHHBIE POIIECCHl B OpraHU3Me YEIIOBEKa BKIH0YAI0M CICIYIONINE TAlbI:
a) nepesapueanue u 8Cacbl8aHue;
0) npomescymounsiii oomen (memaboausm). OH TPOUCXOAUT B KIETKAX
U TKAaHSIX M 3aKJII0YaeTCs B OCYIICCTBICHUH XUMHUYECKHX IPEBPAIICHUM,
BEIYIINX K CHHTE3Y U paclaay XUMHYCCKUX COCITMHCHUM, YTO COMPOBOKIACTCS
oOpa3oBaHHWEM MMPOMEKYTOUYHBIX M KOHCUHBIX IMPOTYKTOB 0OMEHa;
B) 8blOejleHUe KOHEUHbIX NPOOYKMO8 U3 OP2AHUIMA.

1.4 Craguu oOMeHA BelecTB B 3ABUHCHMOCTH OT KOJINYECTBA
BbI/IeJIIeMOM IHEPruu

B 3aBucuMOCTM OT KOJMYECTBa BBIAEIAEMON 3HepTuu ypaziuyaiom
3 craguu oOMeHa BeliecTB (pUCyHOK 1.4.1).

JKHPBI nojmcaxapuabl Oenku

/ \ |

TIIHOCPUH JKHPHBIC MOHOCaXapHuabl AMHHOKHCJIOTBI
KHUCJIOTBI

Y

atetwi-KoA

®\y o

HATH(H"
DAJH,

IBIXaTeIbHAS
ICIIb

(AT®, H,0)

Pucynok 1.4.1 — Ctaguu o0MeHa BellleCTB B 3aBUCHMOCTH
OT BblIeJIs1eMOil JHEPTUu
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Ha nepeoii ctagun BBICOKOMOJIEKYJISIPHBIE COEIMHEHHUS IPEBpaIIatoTCs
B HU3KOMOJIEKYJISIpHBIE (Hampumep, O€lIKH paclIeIUIAIOTCS A0 aMUHOKHCIIOT,
KUPBI — JI0 TIUIEPHUHA U KUPHBIX KUCIIOT, TOJIMCAaXapUuJibl — 10 MOHOCaXapHuIoB,
HYKJIEUMHOBBIE KHCJIOTHI — 10 MOHOHYKJEOTHJIOB). OTa CTausi COBHAAAeT
C TpollecCaMM TepPeBapUBaHMs, MPOUCXOIAIIUMH B IKETyI0YHO-KUIICUHOM
tpaktre. Ilpu »>TOM BBICBOOOXKIAeTcss oo [% ouepeuu, 3aJ0KEHHOMU
B MUTATEIbHBIX BEIIECTBAX PAllMOHA. JTa SHEPIHsl pacceuBaeTcsl B BUIE Terlia
U HCcHoib3yerca sl oborpeBa Ttena. Ha emopou cmaouu pa3iuyHbie
HU3KOMOJIEKYJISIPHBIE BEILECTBA, 00pasosasuiuecs B XOJA€ TEpPBOM CTaduH,
MOJIBEPraloTcs JalbHEUIIMM TPEBpPALIEHUAM C OO0pa3oBaHUEM, TJIABHBIM
o0pa3oM, TpeX OCHOBHBIX COEIMHEHHH, WIpaolUuX [EHTPAJIbHYIO POJb
B MeTabonu3Me, — AaKTUBHOM  yKCycHOW  Kuciotbl  (anernnii-KoA),
OL.-KETOTJyTapOBOM KUCIOTHI M LIABEJIEBO-YKCYCHOM KHMCIIOTHI (0KCaloaleTara).
Ha stoit ctanuu Beiaensiercs 30-35% suepeuu, 3aKIIOUEHHOM B, MUTATEIBHBIX
BEIIECTBAX.

B xo00e mpemveti cmaduu TPOUCXOAUT OKUCIACHUE BBIINICYKa3aHHBIX
KHUCIIOT B LIMKJIE TPUKAPOOHOBBIX KHUCIOT C OOpPa30BAHHEM BOCCTAHOBIIEHHBIX
kodepmentos HAJJTH(H') u ®AJIH,, okucnsiolmuxcs B AbIXATEILHOH IEIH.
Ha »or1oit cramum BeIcBOOOXmaeTcss 65—70% dhepeuu. OHa yacmuuuo
akkymyaupyemcsi B Makpoapruueckux cpsizsix AT®. Bropas u TpeThsi cTtaauu
cognadarom ¢ TPOMEKYTOUHBIM 0OMEHOM, BEIECTB (METa00IU3MOM ).

1.5 OcHoBbI OM03HepreTUKU.\CB0O0OO HASI JHEPI Ul M 3aKOHbI
TePMOAUHAMHKH. JK3eProHHYecKue 1 IHJAeProHnyecKue peakiun

[Tporecchl KaTabOTU3MaN, COPOBOKIAIOTCS BBICBOOOXKIACHHEM DSHEPTHUH,
KOTOpas HeoOXoauMma XWBBIM OpraHu3MaM IS OCYIISCTBICHUS Pa3TUIHBIX
BUJIOB paboThl. HeOnomornieckne CUCTEMBI MOTYT COBEpIIaTh padOTy 3a cueT
TEIUIOBOM  SHEepruu. JKuBble oOpraHU3MBl  (OMOJOTHYECKHE  CUCTEMBI)
GYHKIIMOHUPYIOT NP TIOCTOSIHHOW TeMmmeparype (B M30TEPMHUYECKOM PEKUME)
U JUIA  CBOEH WKU3HEACSITCIFHOCTH HCIONB3YIOT XHMUYECKYI0 JHEPTHIO.
W3ydenrieM ‘HpEBpaIIeHUs OHHEPrUM B TMPOILECCE XUMHUYECKHX pPeaKIIHid
3aHUMACTCS OuosHepeemuxa (OMOXUMUYECKas TEPMOJWHAMHKA), C TMO3UILIUU
KOTOPO#, SKHMBBIE OpPTraHU3MbI MPEICTABISAIOT CO00H OTKPHITBIE CHCTEMBI,
MOCTOSTHHO 0OMEHHWBAIOIIIMECS BEIIECTBAMHU U YHEPTHEH C OKPY)KAIOIIEH CPeloi.

CornacHo TIepBOMY 3aKOHY TEPMOJIMHAMUKH, OOIIasi SHEPTUSI CHCTEMBI U
OKpY)XarIel cpeipl — BeIMYMHA MOCTOsSHHAs. BHYyTpH cHCTEMBI JHEprus
MOJKET MEePEXOAUTh OT OJHON €€ YacTH K JPYTroil WM MpeBpamaThCs U3 OTHOM
(bopMBI B IPYTYIO.

Bropoii 3ak0oH TepMOIWHAMUKHA TOBOPHT O TOM, YTO BCE (PU3NYECKHUE
U XUMHUYECKHE MPOILECCHl B CHUCTEME CTPEeMSTCS K HEoOpaTHMOMY Tepexony
MIOJIC3HOM SHEPTrUu B XaOTHUECKYIO, HEyIpaBisieMyto (GopMy, MEpoil KOTOpOii
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apngercs sHTponus (S). OHa AoCTUTaeT MaKCUMyMa, KOT/la cCUcTeMa MepexXoauT
B UICTUHHOE PaBHOBECHUE C OKPYKAIOILIEH CPEIOM.

Kaxnoe opranmdyeckoe COEOUHEHHE, TMOCTYNAIOIIEE B OPraHH3M,
oOnagaeT ompeneneHHbIM 3anacoM BHyTpeHHed osHepruu (E). Yacte sTOM
SHEPIUH MOXKET OBITh MCIOJIb30BaHA JJIsi COBEpIICHUs TMosie3Hol paboThl (G).
IIpy MOCTOSIHHBIX TEMIIEPATYPE U JaBICHUU 3aBUCHUMOCTb MEXKIY U3MEHEHHUEM
CBOOOJHOM PHEPrUM CHUCTEMbl UM H3MEHEHUEM SHTPOIHHU MOKHO BBIPA3UTh
YpaBHEHUEM:

AG = AH — Tx S, rne AH — nu3smenenue sHTanbNuu (BHYTPEHHEH YHEPTUU
WM TEIUIOTHI, cofiepxaieiics B cucteme); T — abcomoTHas TeMIepaTypa:

B ycnoBusix, mpu KOTOPBIX MPOUCXOJAT OHoJornyeckue peakunu, AH
npubau3uTenbHo paBHO AE (M3MEHEHMIO BHYTpPEHHEH JHEpPrUin, | CHCTEMBI
B pe3yibTare peakiuu). Jljis OMOJOTMYECKUX CHUCTEM H3MEpPEHUEe=eBOOOIHOM
SHEPruM OOBIYHO TMPOU3BOJAAT TMpH CTaHAApTHBIX ycaoBusix (pH=7,0;
temriepatypa 25° C, Bce pacTBOpbl HAaxXoAsTCs B KOHLEHTpauuu 1 Momb/i,
a Ta3bl IpU AaBICHUH 1 aT™).

Hanpasnenne xuMmu4eckoil peakuuu onpeuengercs 3HadeHueM AG.
B ToMm cnydae, korja 1aHHas BEJIMYMHA OTPUHMATENbHA, TO PEAKLMS MPOTEKAET
CaMOMPOU3BOJIBHO M COIMPOBOXKIACTCS YMEHbIICHUEM CBOOOAHOW HHEPTUU.
Takne peakunu Ha3bIBAIOT 9K3€P2OHUYECKUMU.o Eciiu mpu 3TOM AG BenUKO,
peakiusi HIET MPAKTUYECKH A0 KOHLA, U /€€ MOXKHO paccMaTpUBaTh Kak
HEO0OpaTUMYIO.

B Ttom cnydae, xoraa” AG HOJOXHUTEIBHO, TO PEAKLUMS MOXKET
MIPOUCXOJIUTh TOJBKO MPH MOCTYIJICGHUU CBOOOJIHON »HEpruu us3BHE. JlaHHBIE
peakluy Ha3bIBAIOT 3HOepeoHiueckumu. Ecan npu stom AG Beluko, TO cuctema
ABJISIETCS YCTOMYMBOM U PEAKUMS NTPAKTUUECKN HE OCYILIECTBISAETCS.

ITIpu AG = 0 cucreMa,Hax0IUTCSI B PABHOBECHUHU.

B  Ouonoruueckux  cucTeMax  TEPMOJMHAMHUYECKH  HEBBITOJIHbBIE
(oHIEeproHnyeckne), peakiui MOTryT MpOTEeKaTh TOJBKO 32 CYET HHEPruu
DK3EPrOHUYECKUX peakiuil. Takue B3aMMOCBSI3aHHBIE pPEAKLHMH Ha3bIBAIOT
DHEPreTUHMECKN CONPSIKEHHBIMU. MHOTHE M3 TaKMX pPEaKUUid MPOUCXOST 3a
cuer ATD, urparoiiero poJib SJHEProconpsraromnero Gpakropa.

Hanpumep,  peaknus  ochopunupoBaHusi  TIIOKO3bI  SIBIISIETCS
AHAECPTOHNYECKOI:

I'moko3a + H;PO4 —— rimoko30-6-docdat + H,O (AG =+13,8 x/[x/mMonb) (1)

Jlns mpoTekaHus JaHHOW peaKIMu B CTOPOHY 0Opa3oBaHUS TIIOK030-6-
docdara (I'-6-D) HE0OXOTUMO €€ COMpsHKEHUE ¢ APYrol peakinei, BeIuynHa
cB0oOo1HOM sHepruu (AG ) koTopoii OyaeT OoJiblie:

ATD + H,O — AJl® + H3PO4 (AG = — 30,5 xI>x/Mo7b) (2)
12



IIpu conpsbxkenun mnpoueccoB | m 2 B peakuuwu, KaTalU3UpyeMOU
(bepMeHTOM I'eKCOKHHA30M B (PU3MOJOTUYECKUX YCIOBUsX, (pochopunnpoBanue
TJIFOKO3bl IIPOMCXOJIWUT JIETKO W €€ paBHOBECHUE CIABUHYTO B CTOPOHY
obpaszoBanus ['-6-D, yro nenaeT npouecc NPaKTUUECKU HEOOPATUMBIM:

I'moko3a + AT® —— rimoko30-6-hochar + AHD (AG = —-16,7 x/[x/Momns) (3)

1.6 ITousaTHE 0 OMOJIOTrHYECKOM OKHUCJICHHUH.
Craaguu OMO0JIOTHYECKOr0 OKUCJICHUSA

buonocuueckoe oxucienue — 9mMoO  COBOKYNHOCMb  OKUCTIUINENbHO-
80CCMAHOBUMENbHBIX PEeaKyull, NPOUCXOOAWUX 8 dHcusblx opeanusmax. Ha ux
JOJII0 TPUXOIUTCA OKoJo 99% oOT Bcero »HEprocHaOXKefiusy, OpraHusma.
C moMOIIbI0 OKHUCIHTEIHHO-BOCCTAHOBUTEIBHBIX TMPOIIEECOB ‘B  OpraHU3ME
pa3pylmaloTcsi W HEKOTOpble TOKCHMYECKHE BellectBa, o0pasyromuecs
B pe3yJibTaTe 0OMeHa BEUIECTB (HanmpuMep, NEPOKCHI BOAOPOAA).

Eme co BpemeHn ¢paniy3ckoro xuMuka A. JlaByasbe oxuciaeHue
B OpraHu3Me o0modcOecmenany ¢ TOPEHUEM, TaK KaK MPOAYKTbl OKHCIICHUS
u ropenust ToKo3bl (CO, u HyO) u komdecTBO BBIICIIEMOI d3HEPTUH (OKOJIO
2850 xJI>x/MOJb) OKa3aJINCh OJUHAKOBBIMH.

Opnako Mexay OuonoruueckdM OKHMCIEHHEM M TOPEHUEM CYIIECTBYIOT
NPUHYUNUATIbHBIE PA3IUYUSL

1. Buonornyeckoe  OKHUCIICHME TMPOTEKAaeT B  MATKUX  YCIOBHUAX
(Temmepatypa Tena, NocTosiHHbIe JaBienue u pH).

2. 1lpy  OMOJOTHUCCKOM  OKHCJIICHHMU  DHEPrus  BBICBOOOXKIACTCS
CTyNeHYaTO, MpHUUYeMA, HacTh €€ aKKyMYyJUpPYeTCsi B MaKpOIPrHYECKUX
COCJIMHEHUAX, MPU \TOPEHUH SHEPTUs BBIACISIETCS Cpa3y U PacCerBacTCs B BUJC
Teria.

3. buOnoryyeckoe okuciaeHue 00jee MHTEHCMBHO IPOTEKAET B OopraHax
1 TKaHSX C OOABIINM COJEPKAaHUEM BOJIBI.

ORUCIUTEIHFHO-BOCCTAHOBUTEIbHBIE PEAKIIMU TMPOTEKAIOT B OpPraHu3Me
KUBOTHBIX MO CICAYIOIIUM CTAUSIM:

1."O6pazoBanue anetun-KoA  (mpu  OKHCJIEHHHM  MOHOCAXapHUJIOB,
TJIMIHEPUHA, )KUPHBIX KUCIIOT, aMUHOKHUCIIOT);

2. Oxucnenne  anetwni-KoA B 1mukiae  TpUKapOOHOBBIX  KHUCIOT
¢ o6pazopanuem CO, 1 BoccTaHoBNeHHBIX KodepmentoB HAJTH(H ) u ®AJTH,;

3. OKHCIeHHE BOJOPOJa BOCCTAHOBIEHHBIX Kodepmentor HAJIH(H')
u ®AJIH, B npixatenbHOM 1ienu ¢ oopa3zoBanreM Boabl U ATD.
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1.7 MexaHu3Mbl aKKYMYJIHPOBAHHUS JHEPrUH.
Maxkpospruyeckue COeAUHHEHUS U UX 0MOJIOTHYeCKas Poib

DHeprusi, NMPeXae 4eM ObITh HCIIOB30BAHHOW IS HYXKJ OpTraHH3Ma,
AKKyMYJIIUPYETCSA B  MAKpodpaudeckux coeduHenusx. [IHApONU3  TaKuUX
COCIMHCHHUI COTPOBOXKIACTCS BBIJICJCHUEM OOJIBIIIOTO KOJHWYECTBA DHEPTUHU
(cBpime 7  kkan/monmp  wmiam - 30 kxJ/Dx/moms). K HMM  OTHOCSTCA
HyKJeo3uarpudocdartsi, anundocdarsi, eHosipocdarsl, THOA(DHPEI,
dbocdarensi.

Hykneosuompughocpamovr (ATD, I'TD, HTD, YTD) copépxar 1o
2 MaKpO3PTrUYCCKHUE CBSI3H.

AT® sBiseTcs TIaBHBIM, HEMOCPEACTBEHHO HCIIOJIB3YEMBIM JIOHOPOM
CBOOOTHOM SHEPTHH B OMOJIOTHYCCKUX CUCTEMaX.

NH,

O ) OH

I | |
CHy~ O—P— O~P—O0~P=0

OH OH OH

OH OH

AnenosuntpugocdopHas kuciora (ATD)

I'maposiuz AT® MoXET NPOUCXOIUTH ABYMSI Ty TSIMU:

1) ATD® + H,0 — AII® + H;POy;

20ATD + H,O > AMD + H,P,0,

B o6oux cnydasx mpu CTaHIAPTHBIX YCIOBUSX BBICBOOOXTaercs 7,3
KKaJ/MOJIb SHEPTHUH (MPU YCIOBUSX, CYIIECTBYIOIIUX B KJIETKE B HOPME, OKOJIO
12 xkan/monb uiu 50,2 xJ[>x/Mob).

BricBoOoxnaemass npu tuapoiuze ATD sHeprus ucnonszyercs s
MPOIIECCOB OMOCUHTE3a CI0KHBIX BEIIECTB U3 00JI€e MPOCTHIX, MIPU MBIIICYHOM
COKpAIEHUH, JJIsl aKTUBHOTO TPAHCIIOPTa MOJICKYJI M HOHOB (pucyHoK 1.7.1).
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OHeprua okMcnseMbix BellecTs

Alld +H;3PO, AT® +H,0
MbiweuHoe TpancmembparHbiA TpaHcmemBpaHnHan OHaeproHuvyeckue
CoKpaieHne anexTpuyeckui noteryuan| | paaHocTy koHueHTpauui CUHTERbI
(MexaHnuyeckaa paboTa) (3nexTpuyeckan pabora) (ocMoTuueckan paboTa) (xmmnyeckan paboTa)

Pucynok 1.7.1 — OCHOBHBIE IIYTH HCIOJb30BaHusl JHepIuu ATPD

[Ipumepom ayungocgpama snsiercs 1,3-mudochOramuepart, sBISTIOITUINCS
MIPOMEXKYTOUYHBIM MPOAYKTOM TJIMKONIKW3a (Tpu ero ruapenuse Bbaensercsa 11,8
KKaJI/MoJtb Ui 49,6 xJ>x/Momb sHeprun).

O

|
C- O~POsH,

|
H- C4QH

|
CH, - OPO3H,

1,3=mdocdormumepar

K enongocpamam ornocurcs pochoeHoNmupyBaT, TaKKe y4acTBYIOUIUI B
nporecce TIUKONM3a (TUAPOIM3 €ro MaKpOIPTUYECKOW CBSI3W  TPHUBOIUT
K Bbiienenuiol4,8 kxan/mons wiu 61,9 xJ[x/mMons sHeprun).

COOH

C—-0 ~PO;H;

|
CH,

¢dochoenonmmpysar
AxTuBHas yKkcycHas kucioTa (anetun-KoA) u akTuBHasI sHTapHasi KUCIIOTa
(cykuunui-KoA) sisnsitores muosghupamu.

0
|

CH; - C~S—-KoA
arietii-KoA

0
I

HOOC-CH,;-CH,;-C ~S—-KoA

cykunHmiI-KoA
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Kpearundocdar (mpu ero rugponuse Boiaensercs 10,3 kkan/mMoib Uiu
43,1 xJI>x/MOJIb SHEPTUHU) OTHOCUTCS K hochazenam.

H- N~PO;H,
o
N
e

|
COOH

KpeaTuH(pocdar

Kpeatundocdar ucnonpzyercs B MBIILIEYHOM TKaHU {Jisl pereHepaiuu
ATO® (xkpeatundocdar + AIID — kpeatun + ATD).

1.8 Opranu3anusi KOMIIOHEHTOB JbIXaTe/IbHON Lenu.
OxucaureasHoe ¢pochopuimpopanmne

Paznuuaror 2 BHUIA IBIXaPEIbLHOU eI 1) comnpsi>keHHas
¢ TpaHcopmalueit SHEPTUn, Uiu oKuciaumensHoe ghocghopunuposanue (0D),
U 2) HeCONpshKEeHHasl ¢ TpaHchopMauueil SHepruu, WId c60000H0e OKUclaeHue.

JlpixaTenbHasi 1enb, COOpsiKEHHAs ¢ TpaHchopMalmel dSHepruu
JIOKaNIM30BaHA BO BHYTpeHHell MemOpaHe MmutoxoHapuil. OnHa BkiIOuYaeT 4
depmenTatuBHEIX Kommiekca: 1/ — HAJIH(H)-KoQ-okcumopenykTasa,
I — cykumnart-KoQ-okcuao-peayktasa, Il — KoQ-mmroxpom c—okcumopenykrasa
n [V-uuroxpomokcuaasa.

B npomecce ““PyHKIMOHMpPOBAHHS  TAKOW  JBIXaTEIIBHOM  IENH
OCYIIECTBIISIETCS TIEPEHOC HJIIEKTPOHOB OT BOCCTAHOBIICHHBIX KO(PEpPMEHTOB
HAJJHH") s "®AJIH, K MOJeKyIIpHOMY KHCIOPOIY, COMPSKEHHBIH
¢ cuHTe30M AT®.

Uetouankom HAJJHMH) u DAJH, ssmstores JIETUIpOTreHa3HbIE
peaKuin, MPOTEKAIOIINUE 10 CXEME:

SH; (cyberpat) + HAJIT —— S (mpoxykt peaxin) + HAJJTH(H)
SH, (cybctpar) + ®AJl —— S (mpoaykT peakuun) + DAJIH,

B kauectBe cyOCTpaToB dalle BCETO BBICTYINAIOT MUPOBUHOTPAIHAS
KHCJIOTA, TJyTaMUHOBas KHCJIOTa, MpoMexyTouHble wmeTabommTel [[TK
(M30TMMOHHAs, O-KETOTJIyTapoBasi, SHTapHas, I0JI0UHAS KUCIOTHI).

[locnenoBaTenpHOCTh  MEPEHOCA  AJIEKTPOHOB IO  KOMIIOHEHTaM
neixatenbHoi e ot HAJTH(H') u ®AJIH, K MONEKYISPHOMY KHCIOPOIY
MOXHO TPEJICTaBUTh B BUJE CXeMbI (pUCYHOK 1.8.1):
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HAJTH(H

®MH
\

KEJe30-CepHBI OeoK

2
KoQ <« xene3o-cepusrii 6enok <— ®AJ[H, <« cykumunar
2
IUTOXPOM b

\

KEJe30-CepHBI OEoK

2
LUATOXPOM Cj
2
HUTOXPOM C
2
LUTOXPOM a
2

LUTOXPOM a3

J
0,

Pucynok 1.8.1 — Cxema nepeHoea 3J1eKFPOHOB B IbIXaTeJbHOI LeNu,
conpsiKeHHoOM ¢ cuHTe3oM ATD

[opsimok  pacrioNioKeHHs] KOMTIOHEHTOB B JIIXaTeNIbHOM IIEMH  3aBUCHUT
OT BEJIMYMHBI UX OKHUCIHTSIbHO-BOCCTAHOBUTENHHOTO MOTeHIMAMa. Js KaXmoro
HOCTIEAYIOIIEr0  KOMIIOHGHTA» XapakTepHa Oosiee  BBICOKAs  OKHUCIMTEJIbHAs
CIIOCOOHOCTb.

B coctagulll, 1 IV koMIuieKCOB BXOAST CIOKHBIE O€IKHM W3 TPYIIIbI
XPOMOIIPOTENHOB —yumoxpomel. VIx mpocTeTrueckas rpymnmna OIu3ka K remy
U collepXuTaKene30. OHAaKO B MPOTHUBOIOJIOKHOCTh TE€MOTIIO0NHY, UMEIOIIEMY
JIBYXBANEHTHOE JKeJie30, LIUTOXPOMBI COJEpKAT JKENe30, KOTOPOE MOMXKET
NepeXOIuTs W3 JIBYXBAJICHTHOTO (BOCCTAHOBIEHHOTO) B TPEXBAJICHTHOE
(OKmejieHHOE) COCTOsTHUE U 00paTHO.

Koneunbim aknentopom 3nekTpoHOB sBisiercs O,. Boccranopnenue
KHCJIOPOJa 10 BOJIBI IIPOUCXOIUT IO CXEME:

2H +2e+120, — H,0
nJINn
4H + 4e + 0, — 2H0
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Wousr H' gns o6pazoBaHus BOABI HCIONB3YIOTCS M3  MaTpUKCa
MUTOXOHIPHUM.

CornacHo xemuocmomuueckou Tteopun II. Mutuenna, comnpsipkeHue
nepeHoca JJeKTpoHOB U cuHTe3a ATd obecneynBaercs TpagueHTOM
JIEKTPOXUMHYECKOT0 MOTEHIMANa HMOHOB Bojopona (pucyHok 1.8.2) ApH',
KOTOPBIM COCTOMT H3 [JIByX KOMIIOHEHTOB — Pa3HOCTH DJJIEKTPUUYECKUX
noTeHuuanoB (A@) M pa3HOCTH KOHLEHTpauud HOHOB Bojxopoma — ApH.
[lepeHOC 7EKTPOHOB MO ABIXAaTEIBHON 1IEMU MPUBOJUT K BRIOPOCY MPOTOHQBM3
MaTpUKCca Ha LUTOIUIa3MAaTUYECKYIO CTOPOHY BHYTPEHHEW MUTOXOHJPUANBHOM
MeMOpaHbl, TJle¢ BO3pacTaeT KOHIEHTpalus HOHOB Bojxopoja. B pesymnsrare
MIPOUCXOIUT reHepupoBanue ApH (3amenaunBaHue B MaTpUKCE, W 3aKUCICHHE
C BHELIHEH CTOPOHbI BHYTPEHHEH MUTOXOHAPUAIBLHON MEMOpaHbl) U AQ
(pa3HOCTH DJIEKTPUUYECKHX TOTEHIMAJIOB, TpUYEM Ta HACTh BHYTPEHHEU
MeMOpaHbl, KOoTOpas oOpalieHa K MAaTpUKCy, MNPUOOPETACT OTpPULATEIbHBIN
3apsl, a Ta, KOoTopas oOpaieHa K MEXMEMOPaHHOMY TMPOCTPAHCTBY —
MoJIOKUTENbHBIN). TIpOTOHHBIN TpaaueHT uefionb3dyeTcs ans cuHTeza AT,
KOTOpBIN OCyIecTBIsieTcd Npu nomoind (epmeHTHoro komiuiekca ATO-
CUHTa3bl B XOJ€ OOpAaTHOIrO NOCTYIUIEHHUS MIPOTOHOB B MHTOXOHJIPUATBHBIN
MaTpHKC.

Br16poc MpoTOHOB MPOUCXOANT,B 3-X MyHKTaX MOTOKA AJIEKTPOHOB IO
nexatenbHoit e o HAJTH(H) K00, — B I, Il 1 IV xommaekcax; 1-i myHKT —
a0 HAJJH(H)-KoQ-OKCHfIopeNyKTa3HbIii  KOMIUIEKC; 2-if  HyHKT —
KoQ-1uToxpoM c¢— OKCHAOPEAYKTA3HbIM KOMIUIEKC; 3-H — LHUTOXPOM
C-OKCUIa3HbI KoMmIuieke. IpOTOHHBINA rpagueHT, TEHEPUPYEMBIA B KaXKI0M M3
3TUX MyHKTOB HpPW, epeHoce ofHOi mapsl snextporos ot HAJTH(H') x O,,
UCTIONB3YyeTCstyuIs cuHTe3a 0 HOM MoJIeKkyiabl ATO (AP + H;POy —— ATD).
Oxucnenué oonow monexynvt HAJH(H') oaem 3 monexynor AT®, mozoa kax
oxucnetue oowou monexyiol PAHAH, npusooum x obpaszosanuio 2-x MOaeKy
AT® (pHepruu, BbIIETAONUICHCS B Mpolecce (PYHKIIMOHMPOBAHUS CYKIIMHAT-
K0Q-0KkCua0opeIyKTa3HOr0 KOMIUIEKCA HEAOCTATOYHO AJis cuHTe3a AT, T. e.
TpanedOopMalK SHEPTHH 37€Ch HE IPOUCXOJIUT).
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HEpymHaR MATOXOH JEMansHER

MpGToHL! BbiTROKMARIOTCR CKBGIL STY MeMdpany, MoMODaNE

TOrgs K&x 3MERTpOHL REDEHOCRTCR
My Auixaresbhod Lenn

SHy TPEHHRR MNTOXCHLPHERLHER

BoicoKoe sHavenns [H) aHa

Mexaenwipansos TROCTDAHCTEO

Huaxoe
Savenws [H+)

Matonec

Pucynok 1.8.2 — Cxema nepeHoca nNpoToHOB BOA0OPOAa B MHTOXOHAPHSIX

Takum o6pa3oM, okucarumenwvnoe ocghopunuposanue NPEICTABIAET
co0oll Tmpollecc NEpeHoca 3JIEKTPOHOB OT BOCCTAHEBICHHBIX KO(DEPMEHTOB
HAJJHH) u ®AJIH, K MOJeKyIIpHOMY, KHCIQPOIY, COMPSKEHHBIH
¢ cunte3oM AT®. OkucnurenbHoe GochopUaMpPOBAHUE YACTO XapPaKTEPUIYIOT
otHomenuem P:O (uuciio moseit Heopranndeckoro docdara, UCTIOIB30BAHHOTO
st cunresa AT® B pacuere Ha OJuH ‘aToM, ‘TOTPEOISIEMOro KHUCIOPOJA).
CKopocTh OKHCIHUTENBHOTO (ochHOpUIIMPOBAHUS 3aBUCUT, B MEPBYIO OYEPE.lb,
ot cootHouieHus B kieTke ATD:AJD. Yem Ovictpee pacxoayerca ATD nns
HYXXJl Opranusma, TeM OousbHle |HakammBaetcs AJ[® u T1em Oomblie
NOTpeOHOCTh B PHEPrUHU, a cienoBarenbHo, U B cuHteze AT®. Hakorenue
AT® compoBoxnaercs cHUxeHHEM coaepxkanus AJl®P, ©u CKOpocTh
oOpazoBanuss AT® npu 210 Oyner ymeHbluatbes. [lpu orpaHudeHHOU
norpedHocty B AT® nafaet M CKOPOCTh OKUCIUTEIBHOTO paciaaa cyocTpaToB.
Perynsaunio CKOpOCTH “QKHCIUTENBHOIO (OCPOpPUIUPOBAHUS COIAEPKAHUEM
AT® Ha3bIBaAIOT OblxameabHbIM KOHMPOJIEM.

1.9 Huka tpukap6oHoBbixX KUCaA0T (LITK)

[Muxn ~ tpuxapbonoBeix  kuciaor (LUTK) mnpencraBmasier  coboi
MA2UCmpapbHslli,  YUKIUYeCKull, Memaooaiuyeckuii nyms, B  KOTOPOM
{IPOUCXOIUT OKHUCIIEHWE AKTHUBHOM YKCYyCHOM KuCIOThl  (auetui-KoA)
U HEKOTOPBIX JIPYIUX COCIMHEHMM, 00pa3yloluXcs MpU pacnaje yrieBOoB,
JUNUAOB, OENKOB, M  KOTOpbIH oOecrneyuBaeT JAbIXaTENbHYIO  LIETh
BoccTaHOBIEeHHEIMU Kodepmertamu HAJTH(H") u ®AJTH,.

LTK 6bw1 otkpbIT B 1937 roay anrnuiickum Ouoxumukom . Kpebcom.
OH 0000111 UMEBIIKECS K TOMY BPEMEHHU SKCIEPUMEHTAIbHBIE HCCIIEIOBAHNUS
Y TIOCTPOUII MOJIHYIO CXEMY MpoIecca.

Peaknuu L{TK npoTekarot 6 mumoxonopusix 6 aspobHvix ycilosusx.
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B nauane nukna (pucyHok 1.9.1) mpoucxoauT KOHACHCAIUS aKTUBHOMU
yKCycHOM  KucnoTel  (anetun-KoA) co  1IaBeneBO-yKCYCHOM — KHUCJIOTOM
(okcanoareratoM) ¢ 0Opa3oBaHUEM JIMMOHHOW KHCIOTHI (LMTparta). OTa
peakius KaTaIM3UpyeTcs IMUTpaTcuHTa3oi. Jlajee 1uTpaT H30MEpU3YyeTCs
B u30onUTpaT. M3omepusaius muTpaTa OCYIIECTBISCTCS MyTeM JAeTHUIpaTalluu
c oOpa3oBaHUEM IMC-aKOHHUTATa W €ro Mnoclieayromiei ruaparamnueit (2-s1 u 3-s
ctaaun). Karanus obenx peakuuii 00ecrieYnBaeT akoOHUmMasda.

Ha 4-1 CTauu LUKJIa [IPOUCXOIUT OKHCJIUTEIILHOE
JeKapOOKCHIIMPOBAHUE M3OLUTPATa MO ACUCTBUEM U30yumpamoe2uopoeHd3bl
(ML) c obpaszoBaHueM o-KeToriyTapoBoil kmcnotel, HAJTHHY wom
HAJI®H(H") u CO, HAJI-3aBucumas UL nokanm3oBaHa B MHUTOXOHAPHSX,
a HAJ1®-3aBucumpliii pepMEHT MPUCYTCTBYET B MUTOXOHIPUAX WALIALOILIa3ME.

B xone 5-i cTtamuu oCyIIECTBISCTCS OKUCIUTEIBHOE JACKAPOOKCHITMPOBAHIE
o-KeToriryrapara ¢ 0O0pa3oBaHHEM AKTUBHOW SIHTAPHOM KUCHOTHE, (CYKIMHUI-KOA),
HAJTH(H") u CO,. DTOT Npolecc KaTaIu3UPYyeT O-Kemo2iymapamoeuopoeeHasHblil
KOMNJIeKC, COCTOSAIINMN U3 TpeX (PEPMEHTOB U MATH KODEPMEHTOB.

depMeHTBI — 1) O-KeTOormyTapaTaeruiporeHasa;, CBsi3aHHas ¢ KopepMEeHTOM
TI®D; 2) qUruapoMNOWITPAHCCYKIIMHIIIA33;, KODEPMEHTOM KOTOPOW  SIBJISIETCS
JIMIIOEBAst KUCIIOTA; 3) TUTUAPOIUTIOWIICTHpOorcHasa, csizanHas ¢ ®AJI.

Kpome Ttoro, B paboTre KOMINIEKCA TIPUHUMAIOT YydacThe KO(EPMEHTHI
KoA-SH u HAI.

Ha 6-i1 cragum TOpOMCXOAUT  pacuIelUIeHHe  MaKpOIPTrHYECKOU
THOd(UpHON CBs3M CYKIMHMIEKOA, comnpspkenHoe ¢ (docdopunupoBanuem
I'’Id. O6pasyrorcst sHTapnas kucinoTa (cykuuHat) u [T® (na yposHe
cyocmpamnozco ¢hocgopunruposanusi). Peaxums katanuzupyercs cykyurui-KoA-
cunmemasoul  (cyryununmuoxunazoti). DPochopwibHas rpynmna ['TO moxer
nepeHocuthcss Ha AIl®: I'TO +A/J® — []D + AT®D. Karanuz peakuuu
MPOUCKOUT MPH ydacTuu hepMeHTa HYKIeo3uaau(ochoKnHa3EI.

B “xome 7-M cragud OCYIIECTBISETCA OKHUCJIEHHE CYKUHMHATA IO
ABUCTBUEM CYyKyuHamoezuopozernasvl ¢ o0opazoBanuem dhymapara u ©ANH,.

Ha 8-i1 cranuu ¢pymapameuopamasza odecniednBaeT NpUCOSTUHEHUE BOIBI
K ¢pymapoBoii kuciaoTe ¢ obpasoBanueM L—s610unoi kucnotsl (L—Mmanara).

L-manatr Ha O9-i cragum mnoa JEHCTBHEM MaiamoecuopoeHdasvl
OKHCIISIeTCs /10 OKcajloaleTaTa, B peakiuu Takxke obpasyercs HAJH(H'). Ha
oKcajoarerare MeTaOOIMYeCKUM IMYyTh 3aMBIKA€TCSI M CHOBA NOBMOPSAEmcs,

an/I06peTa51 I_II/IKJII/I‘{CCKI/Iﬁ XapakKTep.
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Pucynok 1.9.1 — IIukj TpUKapOOHOBBIX KHCJIOT
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Cymmapnoe ypasnernue L{TK umeem caedyrowuii 6uo:

O

[
CH; — C~ S-KoA + 3 HALl" + @Al + I'/I® + HPO4 + 3 H,0 —
——— 2CO,+3 HAJJH(H") + ®AJIH, + I'T® + KoA-SH

Taxum oOpazom, xoneunvimu npodykmamu yukia (B pacuete Ha 1 o06oporT)
ABJAIOTCS BOCCTaHOBIEHHBIe Kodepmentol — 3 HAJTHMH) u 1 ®AH,,
2 MOJIEKyJIbl yraekucaoro rasza, 1 monexkyna I'T® u 1 monexyna KoA-SH.

buonoauueckas porv JTK

[Mukn KpeOGca  BBINONHSIET  UHMESPAYUOHHVIO,  AMPUOBIULECKYVIO
(kamaboauyeckyo U aHadoIUUecKyro), dHepeemuiecKyro U 8Q00POO0OHOPHYIO
poab. Uumeepayuonnas poas coctout B ToM, uto L[TK mpeéacraBnser coboit
KOHEeYHbIll 00WUll Nyms OKUCeHUs TOTTTUBHBIX MOJIEKYJT = YIMIEBO/IOB, KUPHBIX
KHUCJIOT 1 aMHUHOKHUCJIOT.

B HUTK npoucxoaut oxucnenue ayemunKoAd -.6mo xamaboiuueckas
DpOb.

Anabonuyeckas ponv yukia 3aKIOMAETCSi, B TOM, YTO OH MOCTaBIISIET
npOMeNCYmMoUHble NPOOYKmbsl 1 buocunmemuyeckux tpoieccoB. Hampumep,
oKcajioaleTaT MCHOJb3YyeTcs JUIsl CUHTE3a, acnapmama, O-KeTOTayTapar — JJis
oOpa3oBaHus enymamama, CyKuuHuI=KoA ~ ny1s cunTesa eema.

Opnna monekyna I 7@ (sxsuBasiieHrHa AT®) obpazyercs B LITK Ha ypoBHe
cyocmpamuo2o hoc@hopunuposanus = 3mo 3HepeemuiecKas poib.

Boixong AT® nipu okucgieHuu auetmin-KoA cocrasnser 12 monexkyn ATO
(1 AT® B LITK Ha ypoBHE~cybcTpaTHOrO (hochopunupoBanus u 11 monexyn
AT® npu oxucnenuu |3, Momexyn HAJH(H) u 1 wmonexyms: DAJIH,
B JIbIXaTEJILHOM 11efIM Ha YPOBHE OKUCITUTEIBHOTO (POoChHOPHIMPOBAHUS).

Booopoodenopnas ponv cocrour B ToM, uto IITK obGecneunBaer
BOCCTaHOBIEHHbIMU KohepMerTaMu HAJH(H )u ®AJH, NpIXaTenbHYIO LEMb,
B KOTOpPOU WPOMEXOAUT OKHCIEHHE BOJOpOAa 3THX KO(DEPMEHTOB 10 BOJIbI,
conpsbkeHHoe )¢ cuHTe3oM AT®. IIpu OKUCIEHMU OJHOW MOJEKYJbl aleTHII-
KoA(B IITK o6pasyrorca 3 HAJTH(H ) u 1 ®AJIH,.

Peaynayus [[TK

Ckopoctb (ynkimonupoBanus L[TK TouHo mojornana x nompednocmu
kietok B AT®, T1.e. mukn Kpebca conpspkeH ¢ AbIXaTeNbHOW LEMbIO,
(GYHKUMOHUPYIOWIEH TOJIBKO B a’pOOHBIX CHOBHMSX. BakHOW perynstopHoin
peakIuen MUKIa ABISIETCS CUHTE3 LuTpaTa u3 aunetwi-KoA u okcanoanerara,
MPOTEKAIOIIMN TIPpU  Y4YaCTHH yumpamcuumasvl. Bweicoxuu ypoeenv ATD
uneubupyem JaHHbIM (epMeHT. Bropas peryndaTopHas peakius LUKIa —
usoyumpamoeauopozenasnas. AAP u HAH  axmusupyiom  (epMeHT,
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HAJJH(H") u AT® uneubupyiom. TpeTbeii perynsaTopHOl peakiuell sBiseTcs
oxuciumenvhoe  Oexapboxkcunuposanue  o-kemoznymapama. HAJH(H'),
cykyunun-KoA u AT® uneubupyrom o-KeTorIyTapaTaeruaporeHasy.

Ilamobuoxumus L{TK

Hapywenus dyaxunonupoBanus LITK MoryT ObITh CBS3aHBI:

— ¢ HemocTaTKoM a1reTii-KoA;

— C HEJIOCTaTKOM OKcaJioareraTta (OH o0pasyeTcs Mpu KapOOKCUIIMPOBAHUU
nypyBaTa, a TOCICAHUNA B CBOIO OYepelbr IIpPU pacmaje YIrJIeBOAOB).
HecGanancupoBaHHOCTh pallMOHA IO YTIJI€BOJaM BJIeUeT 3a COOOUM BKIIIOUCHME
anetun-KoA B keroreHe3 (oOpa3oBaHWE KETOHOBBIX TeJ), YTO AIPHBOIUT
K KETO3aM;

— C HapylIeHHEM aKTUBHOCTH (EPMEHTOB 10 NPUYNHE=HEI0CTaTKA
BUTAMHUHOB, BXOJIAIINX B COCTaB COOTBETCTBYIOIIUX KOhEepMeHTOB (HEIOCTATOK
ButamuHa B mpuBoaut k Hepoctatky TIID u HapymeHuto GyHKITMOHUPOBAHUS
O-KETO-TJIyTapaTAETUIPOreHa3HOTO0 KOMIUJIEKCA; HEAOCTFATOK BUTaMuHa B, BeneT
K Hemoctatky PAJl m HapylIeHHUIO AKTUBHOCTH, CYKIIMHATACTUIPOTECHA3bI;
HEJIOCTATOK BHUTaMuWHa B; BiedeT 3a coOOW, HemoOCcTaToOK KodepMeHTa
AlMJIMPOBAHUSA KoA-SH u HApYIICHUC AKTUBHOCTH O-KeTOo-
Ty TapaTaeTuAPOTEHA3HOI0 KOMIUJIEKCA; ACHOCTATOK BUTaMUHA Bs pUBOAUT K
Henocratky HAJl u  HapylmieHWi0o aKTMBHOCTH HW3O0LUTPATIETUIPOrEHA3HI,
OL-KETOTJyTapaTAETUIPOreHa3HOT0 ~, KOMIIEKCAa W MaJIaTACTUAPOTECHA3BI;
HEJIOCTAaTOK  JIMIIOEBOW  KHUCAOTHI WPAKXKE€ MNPUBOAUT K  HAPYLICHUIO
(YHKIITMOHUPOBAHUS O-KETOTIyTapaTHAETHAPOreHa3HOTO KOMILJIEKCa);

—C HEIOCTaTKOM  KHCJIOpoJa (HapyIIeH CHHTe3 TreMorjoOuHa
1 (QYHKIMOHHpOBaHHME amxarenbHoil nemm, HAJIH(H') BeicTymaer B 3ToM
Clly4ae B POJIM aJUIOCTEPHYECKOTr0 MHTUOUTOpA M3OIUTPATIACTUAPOTeHA3bl U Ol
KETO-TIyTapaTaeriaporeHasnl).

KoHTpoJibHBIE BONIPOCHI U 32 1aHUA
noreme «O0meH BemecTtB. OCHOBBI 0MOIHEPIreTHKH.
Buonornuyeckoe okuciaenue. LHlnka TpukapOOHOBBIX KHCJIOT»

1. Uto oO1ero u B 4eM pa3iuyusi >KMBON U HEXKUBOU MaTepuu?

2. Kakue mporecchl XapakTepHbl 1Jig aHaOojiuM3Ma, a Kakue s
KaTtabonamu3ma?

3. OxapakTepu3yiTe C DHEPreTMYeCKOd TO3WIUM CTaJuM pacraja
MATATEJbHBIX BEIIECTB B OpraHU3Me YeoBeKa.

4. HazoBHUTE OCHOBHBIE TPYIIIBI MaKpOdIpruueckux coeannenunii. Kakoso
UX OMOJIOTMYECKOE 3HaUeHuE?

23



5. O6wacuute, mouemy HAJIH(H') naer 3 wmonekymst AT® npu
OKHUCJIEHNH B nbixaTenbHol nenu, a ®AJIH, — 2 monekynsr ATD?

6. B ueM cocTout unrterpaunonHas u ampuodonnueckas pyakuuu L{TK?

7. llpuBegute xumu3zMm peakuuid LTK, B koTopeix o00pasyroTcs
HAJTH(H") u ®AJTH,.

8. B  xkakoit  peakumum  I[TK  ocymectBiasiercs  cyOcTpaTHOE
dbochopunupoanue? Hanumure ee XMMu3Mm.

9. Paccumuraiite BbIXOg AT® 1npu OKHCIEHMM AKTUBHOM YKCYCHOU
KHCJIOTHI.

10. Kakum o6pazom ocymiectsisiercs peryisiuus LITK u okucnurensuone
dbochopunupoBanusa? OTBET MOSICHUTE.

IIpuMepHbIe TECTOBBIE 3aJAHUSA 110 TeMe:
«O0men BemecTB. OCHOBBI OMOIHepreTuku. buosornyeckoe, oKucjieHme.
Huka TpUKaAapOOHOBBIX KHCJIOT

?1. Yka:kute 0COOCHHOCTH KUBbIX OPTaHU3MOB:

a) CII0)KHOCTb U BBICOKAsi CTENIEHb OpraHU3allNH;

0) BBINIOJIHEHUE ONPEIETECHHBIX (DYHKIMM KIETKAMU, OpraHaMy U TKaHAMH;
B) CIOCOOHOCTD JKUBBIX OPIraHU3MOB K CAMOBOCIIPOU3BEICHUIO;

') OOMEH BEIIECTBOM U SHEPIrUeH ¢ OKpYIKAIoIen cpeoi;

1) OTCYTCTBHE CLIOCOOHOCTH K CAMOBOCTIPOWBBEICHHUIO.

?2. B npouecce anad0a11M3Ma NPONECXOAUT:

a) BBIJICIICHUE SHCPTHH;

0) oOpa3zoBaHMe IPOCTHIX COCHUHEHUH 13 00JIee CIOKHBIX;
B) 3aTpaTa dHEepruu;

T') BBIJICIICHHE KOHCUHBIX ITPOTYKTOB 0OMEHa;

1) o0Opa3oBaHUE CIQXKHBIX BEHIECTB U3 00Jiee MPOCTHIX.

?3. B xoae XaTa00,1M3Ma NPOMCXOAMT:

a) CHHTE3 CIQKHBIX COCTMHEHUH 13 00JIee MPOCTHIX;

0) SHEePEUS BBIACIACTCS;

B) 00pa3oRaHre MPOCTHIX COSIMHEHHIA U3 00JIee CII0KHBIX;
F):HEPI#S TOTJIOIIASTCS;

1) 00pa3yroTcsi KOHEUHbIE TPOYKTHI OOMEHa.

24, Makpo3prudeckue coeIuHeHHs :
a) Hykieo3uaTpudochartsr;

0) 1,3-nudocdornuiepar;

B) hocoeHonmUpyBar;

r) aneTi-KoA;

1) kpeatuHdocdar.
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?5. Boixog AT® npu OKHCIEHUH B IbIXaTEJIbHOM HeNnu HAI[H(H+):
a) 2 monekynsl AT®D;

0) monekyna ATO;

B) 5 monekyn AT®;

r) 3 Mmosnekyinbl ATO;

1) 6 monekyn ATO.

26. Boixog AT® npu okucjaeHuu B abixatejbHoil menu ®AJIH,:
a) 1 monekyna ATO;

0) monexkyn ATO;

B) 3 mosekynbl ATO;

r) 6 moniekyn ATO;

1) 2 monekyiabl ATD

?7. Koneunsie npoaykrtsl HITK:

a) 2 monekyibl COp;

0) 1 monekyna I'T®;

B) 1 Mosiekya koepMeHTa alIMPOBAHUS;
r) 3 monekynst HAJTH(H);

n) 1 monekyna ®AJIH,.

?8. Boixog AT® npu okuciaeHun aneTmwi=KoA:
a) 10 monexyn AT®;

0) 12 monexyn ATO;

B) MoJiekya ATO;

r) Mosiekysbl ATO;

1) mosekyn ATO.

?9. Anaboauueckas pouas ITK:

a) BKIIIOUeHUE CYKINHII-KOA B cuHTE3 rema;

0) ucnonpzoBanue I[YK mis oGpazoBanust acnmaparnHOBON KUCIIOTHI;

B) oOpazoBanue. I monekymnsl ['TD;

I') UEIONB30BAHUE O-KETOTJTYTAPOBOM KHCIJIOTHI JJISI CHHTE3a TIIyTaMHUHOBOM
KHCIIQTBI;

n)-Biomoueane HAJTH(H) n ®AJIH, B AbIXaTeIbHYIO HEMb.

?10. ITatoonoxumusn I{TK cBsizana:

a) C HEJIOCTATKOM YTJICBOJIOB B PAIlMOHE KUBOTHBIX;

0) ¢ nedururom BuTamuHoOB B, B, B;, Bs;

B) C HEJIOCTATKOM KHCIIOPOJIa;

I') C HapyIIeHUEM aKTHBHOCTH (PepPMEHTA Fr€eKCOKHHA3HI;

1) C HapyIIeHHEM aKTHBHOCTH ()ePMEHTA JIAKTATICTHIPOTCHA3HI.
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Tema 2
OBMEH YIJIEBO/JOB

2.1. TlepeBapuBaHME M BCACHIBAHUE YIJIEBOJOB B OPraHU3ME YEJIOBEKA.
2.2.  AHa’poOHBII pacmaa yriieBOIOB.
2.2.1. I'nuxonus.
2.2.2. I'muxoreHonus.
2.3.  AspoOHOE OKUCJIEHUE YTIEBOJIOB.
2.4. Tlento3zodocdaTHblii MyTh MPEBpalIEHUs YTIECBOIOB.
2.5. buocuHTE3 YriIeBOIOB.
2.5.1. I'moxoHeoreHes.
2.5.2. I'mukoreHorenes.
2.6. Perynsius yrieBoJIHOT0 OOMEHa.
2.7. Hapymienus yrieBoJHOro oOMeHa.

2.1. IlepeBapuBaHue U BcachbIBaHHe YIJICBOA0B, B OpPFAHU3MeE YeJI0BEKA

CyrouHasi MOTpeOHOCTH B3POCIOr0 YEIQBEKa B yrieBOAaX B CpeaHEM
coctaBimsier 400 1. VYrieBoasl MOCTYHNalOT B OPraHU3M 4YEJIOBEKAa B BHJE
MoJiucaxapuaoB (Kpaxmaia W KIEeTUaTK@), JUCaXapuaoB (MalbTO3bI, Caxaposbl,
JAKTO3bl) U MOHOCaxapuaoB (riaoko3a Wy, Ppykrosa). JKenymouHblli COK He
COZIEPXKUT (PEPMEHTOB, pACHICIUISIONIN® yriieBoabl. [losTomy MectoM uxX
repeBapyBaHMs SBJISCTCSI TOHKUM OBIET KULICUYHUKA.

OnurenuaibHble KICTKA KHIICYHHKA CIIOCOOHBI BCACBhIBaTh TOJIBKO
MoHocaxapuabl. [loaToMy mnpenécc mnepeBapuBaHUsS YIICBOJOB 3aKIIOYAECTCA
B (EPMEHTATUBHOM THUAPOJIN3E TIWKO3UIHBIX CBSI3eM B MOJIEKylIax OdU- H
MOJIUCAXapUJIOB. DTOT \JIIPOIIECC OCYIIECTBISACTCS € TMOMOIIbIO (EPMEHTOB
KJIacca euopoaas, moAKIacca 2auKo3uods.

B neenannaminepcrHon kumke pH cpempl &emyIo4yHOro COAEPKUMOTO
HEUTpaln3yeTCs, Tak KaK CEKpPEeT IMOJKEIYyAOYHOM Kee3bl umeer pH
B auanasoneny/,5—8,0 u comepxut o6ukapoonatel (HCO;3 ). B cocraBe cekpera
MO/KETVIOYHOM  Kele3bl B  KHUILIEYHUK TIOCTYNAeT U IMaHKpeaThyecKas
o-amungsa.” Jlanaeiii pepMEeHT TUIPOIU3YET TOIBKO 0O-1,4-TJIMKO3UIHBIC CBSA3U
B JIMHCWHBIX LEMSAX MOJIEKYJ Kpaxmania u eauxozeHa. B Toukax BETBICHHS
B KpaxMaj€e M TJMKOI€HE HUMEIOTCA 0-1,6-TIIMKO3UAHBIE CBSI3M, KOTOPHIE
pacHieIuisieT amuno-o-1,6-enuxo3udasa. IIpoayKToM KaTaIUTUYECKOTO JACUCTBUS
O-aMWJia3bl W aMuiIo-o-1,6-TJIMKO3uAa3bl  SIBISIETCS  JUCAXapul Malbmo3d.
Ha nanHoe coenauHeHHe ACUCTBYET (EpPMEHT KHILIEYHOTO COKa Manbmasd,
B pE3YyJIbTATE YEr0o MPOUCXOIUT TUAPOIIN3 MAIBTO3bI MO CIEIYIONICH CXeMeE:

H,O
Mansroza — > o-D-riroko3a + o-D-(umm B-D)-riaroko3a
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Oco0eHHOCTh TepeBapUBaHUsl YTIEBOJAOB B TOHKOM KHUIICYHHKE COCTOUT
B TOM, YTO aKTUBHOCTb INIMKO3Ua3 B IPOCBETE KHUILIEUYHHUKA HU3Kast. OQHAKO 3TH
(dbepMeHThl aKTUBHO (YHKUHOHUPYIOT Ha MOBEPXHOCTH KIETOK KHUILIEYHUKA.
TOHKMI KUIIEYHUK U3HYTPU HMeeT (GOopMy MallblIeOOPa3HbIX BBIPOCTOB
(BOPCUHOK), MOKPBITHIX SMUTEUATIBHBIMU KJIETKaMHU, KOTOPhIE B CBOIO OYepe.b
MMEIOT MUKPOBOPCUHKH, OOpallleHHbIE B MPOCBET KUleyHUKa (pucyHok 2.1.1).
B pesynbrare sToro oOpasyercs IIeTOYHas KaeMka, Ojarojaps KOTOpOii

YBCIMIUBACTCA ITOBCPXHOCTH KOHTAKTA TJIMKO3HMA43 CO CBOHUMHU CY6CTpaTaMI/I
B COACPKUMOM KHUIICYHHKA.

IIpocset xunikn BopcuHKH, NOKPLITHIE
reereeeomonnnnnese=z7 JTIHTEHANLHBIMY KIIETKAMH
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Tumdparn:

YeCKHH cocy]] ‘ . ‘

OnMTeHMANLHbIE KNeTKH

LIETOYHOM KAaEMKH L J L J \; J

Pucysox 2.1.1 — Cxema cTpoeHHs] BHYyTPEHHEH MOBEPXHOCTH
TOHKOI0 KHIIEYHUKA

I[I/IcaXapI/III caxaposza nmoaBepracrTes I[CﬁCTBHIO caxapasbl:

H,O
Caxapoza — > a-D-rmoko3a + B-D-dpykroza

MoJtouHBI caxap (rakmo3a) PacIICIUIICTCS B MPUCYTCTBHH JIAKTa3bI
(B-rayakTo3uaassl):

H,O
Jlakroza — > B-D-ranakrosza + o-D-(unu -D)-riaroko3a
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Kneruatka (uemnrono3a) He INepeBapuUBAETCi B OPraHU3ME YEJIOBEKA,
MOCKOJIBKY TUIIEBapUTENIbHBIE COKU HE coJiepKaT (pepMEHTHI, pacIIeIUIIONIe
B-1,4-rmuko3ua-rauko3Hbie  cBA3u. OHa  BBIMOJHSAET pPOJb  OaIaCTHOTO
BEIIECTBA, MpHUAaBas MUIIE JOMOIHUTENbHBIA 00beM. B TolcTOM KHIllEYHUKE
LEJUII0JI03a MOXKET TMOJBEpPraTrbcsl JEeUCTBHIO OaKTEepUAIbHBIX (PEPMEHTOB
M YaCTHYHO paclIeruIsieTcsi ¢ 00pa30BaHUEM CIUPTOB, OPraHUYECKUX KUCIOT U
yriaekucaoro rasza. [lpoaykTsl 6akTepruasbHOTO pacIeNICHUs KIETYaTKU UMEIOT
BAKHOE 3HAYEHUE KAK CTUMYJIATOPHI NEPUCTAIBTUKA KUIIEYHUKA.

Bcacwvisanue monocaxapuoos 6 kuuieunuxe

TpancnopT MoOHOCaxapwI0OB B KJICTKH CIU3UCTONW 00O0JOYKH TOHKOTO
KHAIICYHUKA MOXET OCYIIECTBISATHCA Pa3HBIMHU  CHOCOOaMMU,“\— Yy IIyTeMm
oOnerueHHoi 1M dy3un U aKTUBHOTO TPAHCIIOPTA.

[Ipy aKTHBHOM TpaHCIOpTE TNIOKo3a M HOHB Na' (TipoXozsar depes
MEMOpaHbl M CBA3BIBAIOTCS C pa3HBIMU y4yacTKamMH Oelka-nepeHocurKa
(pucynox 2.1.2). Ilpu sTom moHsl Na' mocTymaioT B, KIETKY IO TIpagHeHTy
KOHIICHTpAIIMHM, a TJII0KO3a — MPOTHUB — rpanuedta.” Hem Oonpiie rpagueHT
KOHIIEHTpAIMH HOoHOB Na', TeM GoJblle MOCTYNUT WIIOKO3B B SHTEPOIHUTHI.
JIBmKyeil cuioi, cosaaromeil rpagueHT KOHIleHTPaluyu noHoB Na', sBisercs
pa6ota Na', K —AT®d-a3s1. [leperoc B kaefku cIu3uCcTOi 060TOYKH KUIICYHUKA
M0 MEXaHU3MY aKTHBHOTO TPAHCIIOPTA XAPAKTePEH TAKXKE /IS TAIAKTO3BI.

[Ipu pa3HO KOHIEHTpAlldd TIIOKO3BI B TPOCBETE KHUIICYHHKA
GYHKIIMOHUPYIOT — pa3iMdHble <MEXaHU3MBI ee¢ TpaHcmopTa. bmaromaps
aKTUBHOMY TPAHCIOPTY OHUTENHAIbHBIC KICTKH KHUIICYHUKA CIIOCOOHEI
MIOTJIONIATh TIIOKO3Y JaXKe MPH €€ OYeHb HU3KUX KOHIICHTPAIUSAX B TPOCBETE
KHIIEYHNKA. B TOM ciydag, KOrJa ypOBEHb TIIFOKO3bI B TPOCBETE KHIIEYHHKA
BEJIMK, TO OHAa MOXET “PPaHCHOPTUPOBATHCSA B KIETKY IyTEeM OOJIETYeHHOM
muddy3un. Takum ke CHOCOO0M MOKET BcachiBaThes (pykro3a. Heobxoanmo
OTMETHUTh, UYTOLCKOPOCTh BCACHIBAHMS TaJTaKTO3bl M TJIIOKO3bl 3HAYUTEIHHO
BBIIIE APYTUX,MOHO¢axapua0B. ECiu MpUHATH CKOPOCTh BCACHIBAHMSI TITFOKO3bI
3a 100 %, fo y rajakto3sl oHa cocTaBiseT 110%, a 'y ppykro3sr — 43%.

Hocne BcacbiBaHUsl MOHOcaxapuabl (TJIaBHBIM 00pa3oM, TJIHOK03a)
MOKHUIIAIOT KJIETKH CIM3UCTONH OOOJIOUKM KHIIIEYHHKA depe3 MeMOpaHy,
OOpallléHHYI0 K KpPOBEHOCHOMY KalWUIsIpy, C TOMOIIBIO 00/1e2YyeHHOl
oughhysuu. bonee MOTOBUHBI OT OOIIEr0 KOJWYECTBA TUIFOKO3BI 4Yepe3
KalWUIAphl KHUIIEYHBIX BOPCHHOK TIOMATacT B KPOBEHOCHYIO CHCTEMY U TIO
BOPOTHOW BEHE MOCTyHaeT B NedeHb. OcTanbHas 4acTh TIIOKO3BI TIEPEHOCUTCS
B JIpyrye OpPTraHbl U TKAHH.

[Torpebnenue TAIOKO3BI KIETKAMH OpPraHOB M TKaHEW M3 KpPOBOTOKA
OPOUCXOANT TaKke TmyTeM oOjerdeHHoW 1uddy3un 1Mo  TpaaueHTy
KOHIICHTpaIuu. VICKII0ueHneM SIBISIFOTCS KJICTKU MBIIII U )KHPOBOW TKAaHH, TIC
oboneryerHas uGQGy3uss KOHTPOIHMPYETCS WHCYJIUHOM  IOKETYTOYHOM
HKEJE3Bl.
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| ITaccuBHbBI COBMecrmin‘/’I TPaHCIIOPT
TPaHCHOPT IIFOKO3bI 3a cuet Na*-rpaguenTa

KaHI/IIJIJIﬂp

Pucynok 2.1.2 — COBMeCTHBII TPAHCHOPT IVIIOKO3bl 1 HOHOB HATPUA
[ J
NP BCaChIB I0KO03bI U3 TOHKOI'0 KMIIEYHUKA

[Tepenocuuku Ko3bl  (rmtoko3Hble  TpaHcmopTepsl, [JIFOT)
OOHapyXEeHbI 4yecKku BO Bcex TkaHsax. Mimeercs Heckonabko TunoB ['JIFOT,
0003HaYeHHBIX B COOTBETCTBUHU C MOPSAIKOM UX 0OHapykeHus (Tabmmma 2.1.1).
nmop [JIIOT wuMeoT CXOJHYI0 TMEPBUYHYIO CTPYKTYpY
ranuzaruio. Ognako crpoenue ['JIFOT oTnuuaeTcs oT 6elIKOB,
[NIIOKO3y B KHIIEYHUKE MW TOYKaX NPOTHB TI'pajuCHTA

JIOKO3HBIE TPAHCIOPTEPbl MOT'YT HAaXOAUTHhCS Kak B MeMOpaHe, Tak
n B unuromiasMe. IIpu srom I'JIKOT-4 moYTH MNOJHOCTBIO PaACTIOIATAETCA
B LUTOIUIa3M€ KIETKU. BiusHHME WHCYJIMHAa Ha TaKWE KIETKU TPUBOJIHUT
k mnepemenienuto ['JIFOT k mma3marnueckoil meMmOpaHe, CIUSHUIO € HEl
W BCTpaMBaHUIO TpaHcnopTepa B MemOpany. Ilocie »3TOoro BO3MOXKEH
OOJIErYeHHbIN TPaHCIOPT TJIIOKO3bl B KIETKU. llocne ymeHbIIeHHs YpOBHS
MHCYJIMHA B KPOBM TPAHCHOPTEPHl TIJIOKO3bl CHOBA IEPEMEIIAKOTCS
B LINTOILJIa3MYy, U OCTYILJIEHUE TIIIOKO3bI B KIIETKY MPEKPANIacTCs.
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Tabmuma 2.1.1 — Pacnpenenenne OenkoB-nepeHocunkoB Troko3el (['JIFOT)
B OpraHax M TKaHsX

Tunel TpaHCIOPTEPOB Jloxanuzanus B opraHax v TKaHAX
TJIFOKO3BI
['JIFOT-1 [IpeumyliecTBEHHO B MO3re, IUIALEHTE, ITOYKax,
TOJICTOM KHIIEYHUKE
I'IIOT-2 [IpeumyiieCTBEHHO B TME€YEHHW, IMOYKaX, [-KiIeTKax
OCTPOBKOB JIaHrepranca mOIKEITYIOYHON KEJIE3BI,
SHTEPOLIUTAX
I'JIFOT-3 Bce TkaHu, BKIIIO4Yas MO3T, IUIALEHTY U [IOYKHU
I'IIOT-4 CkeneTHple MBIIIBI, CEpPACYHAs MBILILAS, KUPOBAsS
(MHCYJTMH3aBUCUMBIN) | TKAHb
I'JIFOT-5 TOHKHI KNIIIEYHUK

HacnencrBennsiii nedext (yHKIMOHUPOBAHUS TAHHLIX OCIKOB MOXET
OBITH OJTHOM U3 MPUYMH UHCYJIMHHE3aBUCUMOTO caxapHoro/anadera.

2.2. AHa3poOHBII pacnaja yrieBoxoB

AHa’pOOHBIN pacmaa YrJIeBOZOB MPOUCXOIUT B IHUTOIIA3ME KICTKH 0e3
yuactus kuciopona. OH MOXKET | HQUAHATBCS C TIPEBPAIICHUS TJIIOKO3BI
(TTIMKOJN3) WK TIIUKOTreHa (TJIMKOT'@HOMN3).

2.2.1. I'nuxkonus

['mukonu3 mpenCraBisier cobol MeTadoNMYecKUuil MyTh MpeBpallCHUs
[JIIOKO3bl B TMPOBUHOTPATHYIO KUCIOTY. OH MOXET MPOTEKaTh B aHa3POOHBIX
U adpoOHbIX ycioBusx. [lpu neduimure kuciopoga MUPOBUHOIPAJHAS KUCIOTA
BOCCTaHaBAMBAGICA B L-MOJOUHYIO KHCIIOTY, KOTOpasi U SABJISIETCS KOHEYHBIM
MPOIYKFOM araspobroco 2nukonusa. Ilpu s3Tom obpaszyercs Takxke 2 MOJEKYJIbI
AT® (B'pacueTe Ha 1 MONEKYITY TJTFOKO3BI).

B a3poOHBIX yCIOBUAX OKUCIUTENBHBIA pacmaj TIOKO3bl 3aBEPIIACTCS
o6pasoBanueMm CO, u H,O ¢ Beixomom 38 monexyn ATO.

AHa’pOOHBIN pacmaj TIJIOKO3bl MPOUCXOAUT B MBIIIEUHONH TKaHU
B TIEPBbIE MHUHYTHI pPa0OThl MBI, B HSPUTPOIUTaX (Y HUX OTCYTCTBYIOT
MUTOXOHAPUM) U B HEKOTOPHIX JIpYyrux TkaHsx. Hampumep, mpu crpecce Ha
HAaYaJIbHBIX CTAJUSAX MBIIICYHOW PabOThI, CEpPACUHBIE COKpALICHUS MOTYT HE
JOCTUTaTh HY)XHOW 4YacTOTbl, a MOTPEOHOCTHM MBI B KHUCIOPOAE IS
a’poOHOro pacmajaa TIIIOKO3bl BeIUMKH. B Takux chydasx BKIIOYaeTCs
aHa’pOoOHBIN raukonu3. [JJanHblil mpolecc sHEpreTudecku ManodhPexKTuBeH, HO
B JIAHHOW CUTYallud OH MOXKET CTaTh €IMHCTBEHHBIM HUCTOYHHUKOM SHEPIHH IS
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MBIIIEYHON KJIETKU. B nanpHelmeMm, Korja CHaOKEeHHWE MBIMII KHCIOPOIOM
OyZeT MOCTaTOYHBIM B pe3ysbTaTe Iepexoja cepala Ha YCKOPEHHBIH PHUTM
paboThl, aHAIPOOHBIN pacal TIIFOKO3bI TIEPEKITI0YacTCs Ha adpOOHBII.

B rnukonm3e MOXHO BBICTUTH 2 CTaaud: |) MOATOTOBUTENBbHASA,
B pe3yibTare KOTOpoH Tmoko3a Qochopunupyercs U B AalbHEHIIEM
npeBpaiaerca B aBe Gocporpuosbl; 2) npespaiieHue pocdorpuos3 B J1akTart.
JlanHas crtaaus compspkeHa ¢ cuHTe3oM AT® B pesymbrate CyOCTpaTHOTO
dhochopunupoBaHus.

[TepBBIM 3TammoM B MPEBPAIIEHUH TIFOKO3BI MO TITHKOIUTHICCKOMY HYIU
apigercs ee (ochopunupoBanue ¢ ucnoiab3oBanuemM ATD (pucynok 22.101).
OTy Heobpamumyr peakyuiro B OONBIIMHCTBE TKaHEW KaTaIHSUPYET
IeKCOKHMHA3a, MMEIOIas BBICOKOE CPOACTBO K TIIOKO3e (T. €. padoraerT mpu
HU3KHX KOHIIGHTpAIMSIX TJIOKO3bI). B TMeYeHH W TMOMKeTyJQUHOW Kelese
GYHKIIMOHUPYET TIIFOKOKWHA3a, KOTOpas HMeeT Ooee HHUBKOE CPOJCTBO
K Tioko3e. OOpazoBaHue TJIIOK030-6-docdara SBIAETCS | CBOCOOpPaA3HOM
«JIOBYIIKOW» TIIIOKO3BI, TaK KaK KJIETOYHAas MeMOpaHa. HelmpoHUIlaema s
[-6-d. Dt10 Takke YMEHbBIIAET KOHIICHTPaHUIo® [ CBOOOJHON  TIIIOKO3bI
B IIUTOILJIa3Me U CO3aeT OJaronpusTHBIC YCIOBUS, UTshoOierdeHHon nuddy3uu
TJTFOKO3BI U3 KPOBH B KJIIETKH TKaHEH.

Bo BTOpoli peakmmm TIMKONHM3a MIIOK030-6-pocdar mom meiicTBueM
rioko3odocdaruzomepasbl npeBpania€ics Bo GpykTo3o-6-docdar (D-6-D),
KOTOPBIN moaBepraetcs ¢pocopunupoBanrio B npucyrcteun AT® u ¢pepmenta
dbochodpykTokuHazel ¢ obpazopanueMm Gpykroso-1,6-nudocdara (hpykroso-
1,6-6ucdocdara). dochodpykTokuHazHas peakuus SBISETCS HeoOpamumou
U TpencTaBiseTr co0OMl  kawouegor sman B TpoOIeEcce  TNIMKOIU3a.
[ToaroroBuTeNbHAS CTaAMs TIMKOIW3a 3aBEpIIacTCS aibJ0a3HOW peakiuei,
B XoJe Kotopoil (ppykre30-l,6-mudochar (P-1,6-D) pacmiernsercss Ha JBeE
dbochorpuossr  —, riamuepanpaerua-3-bochar (F'A-3-O®) u  aAUTHIPOKCH-
aneroHdocdat (JIAD).

B xopedsaTon peakiiuy riIMKOIU3a OCYIIECTBIAECTCS nsomepusanus JAD
B ['A-3-& B apucyrctBuu Tpuozodochatuzomepaspl. Takum oOpaszom,
B JAJIbHEHIIINX NPEBPAIICHUAX YYaCTBYIOT BE MOJIEKyIbl ['A-3-O.

[TecToit sTan TIMKOIM3a 3aKII0YAETCs B MPEBPAICHNH TIIAIIEPAIbICTH/I-
3-pochara” B 1,3-mudochormunepar (1,3-6uchocdoraunepar). Peakmurio
KaTam3upyeT TriHnepanbaerun-3-gocdar-neruaporeHaza B IPUCYTCTBHH
kodepmenta HAJ]'. DHeprus, BeIensromascid Npud okucieHnH I A-3-O,
aKKyMyJIUpyeTcss B  Makpodpruueckoid cBs3m  1,3-mudocdormuuepara
(1,3-A@T).
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Pucynok 2.2.1.1 — XuMu3M peakuuii aHa3poOHOT0 IJIUKOJIN3a
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B cenpmoit peakniun ocymiecteiseTcs npespamienue 1,3-J(DI B 3-dhocdo-
riuuepat (3-®I') nox neiictBueM ¢epmenta docdorauuepaTkuiassl. Pa3psis
Makposprudeckoit csszu B 1,3-JI®I" conpspken ¢ GocopunupoBanuem AJD.
B pesynbpraTe ocymiectBisiercsi obOpasoBanue AT® nyrem cybecmpamuozo
Gocpopunruposanus. Ha cnenyromem stane u3 3-pocdormauiiepara oopasyercs
2-pocdornunepar (2-OI') B npucytcTBuu pocdoriauieparMmyTasbl.

JleBsiTasi peakiusl MPOTEKaeT MpU y4acTHUH (pepMeHTa eHOoja3bl, KOTopas
nyTeMm aeruaparanuu npespaiaet 2-OI° B pocdoenonnupysat (DEID).

JlecsThIil 3Tan TIUKOIN3a SIBISIETCS HeoOpamuMvlM U COIPOBOKIACTECS
obpazoBanuem AT® Ha ypoBHe cyOctpatHOro (ochopunupoBanus B XQIC
npespaiueHus OEII B nupysar, KaTaIn3upyeMoro nNupyBaTKMHA301.

B 3akiounTenbHON peakuud aHa’pOOHOro TIIMKOJIM3a OCYHieCTBIIsIETCS
BOCCTaHOBJICHHE NHUpPyBaTa B L-lakTaT B MPUCYTCTBUU JAKTATAECEUAPOTECHA3BI
n HAJIH(H"). O6pasoBannsiii Ha 3ToM sTame HAJ]', BHOBB JBOBIEKaeTCs
B IIHLepaitbaerua-3-pocharaeruiporeHazHyo peakiuio.

buonozuueckas ponv anaspobno2éenukonuza

['MMKoM3 BBIOJMHAET SHEPreTUYECKYI0, AHAOOIMYECKYI0 U PEryJSITOPHYIO
GbyHKUIMN.

Onepeemuuecxkas ¢ynkyus aHa’poGHoro riukonuza (tabnuna 2.2.1.1)
3akiiovaeTcs B mpoayuupoBanuu ATd;KOTOpsIN B KIETKaX OPraHOB U TKaHEU
JUisi OMOCUHTETUYECKUX IMPOILIECCOB, B MBHIIEYHOM COKpAIeHUH, AKTHUBHOM
TpaHcniopte. Tak, Hampumep, BpuTpountel Ha 90% obecneunBarOT CBOU
HHEPreTUYecKre MOTPeOHOCTH 3a CYET aHa3POOHOIO IIIMKOJIN3A.

Tabnuua 2.2.1.1 — DHepreTrdeckiii 6ananc aHa’poOHOT0 TIUKOIN3a

Peakrius N3menenune konuuecta ATD B
pacueTe Ha | MOJIEKYJY TJIFOKO3bI
I'moko3za —= [-6-D -1
O-6-O —<— D-1,6-O -1
2 1,340 ~—— 2 3-®I +2 ATO
(cyoerpatHoe dhochopunupoBaHue)
2 ®EN— 2 nupysat +2 ATD
(cyberpatHoe hochopunupoBaHue)
Hroro: 4 — 2 =2 monexkynsl ATO

Heo0xonumo oTMeTuTh, 4TO 3(P(HEKTUBHOCTH HCIOJIB30BAHUS SHEPTHUU
Ipy aHa’poOHOM OKHUCIeHHH cocTaBigeT He Oonee 35-40%. OcrtanbHble
60—65% paccenBaroTCs B BUJE TEILIA.

Anabonuyeckas ¢ynkyus TIAUMKONM3a 3aKIOYaeTcss B TOM, UYTO OH
MOCTABJISIET PSAJ MPOMEKYTOUHBIX MPOJYKTOB, KOTOPbIE MOTYT HUCIOIb30BaThCS
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B OMOCHHTETHUYECKHX Mpolieccax. Hampumep, nuruapokcuaietroHdochatr MoxKeT
BOBJIEKATbCSI B CUHTE3 JUNUAOB, 3-pocdorauuepar — uJIeT Ha CUHTE3 IIIUIIHA,
CepyHa W IUCTEMHa, a MUPOBUHOrpaJHas KUCJIOTa — Ha oOpa3oBaHUE
aMUHOKHCJIOTHI o-aslannHa. DpykTo30-6-hpocdar u rmnepanbaerua-3-gocdar
MOTYT BOBJIEKATbCSI B HEOKHUCIUTEIBHYIO BETBb MEHT030(0ChaTHOTO MYyTH,
ABJISSICh  MCTOYHUKOM  pub030-5-docdara, HeE0OXoAMMOro Hjisi CHUHTE3a
HYKJIEUHOBBIX KUCJIOT.

Pecynamopnasa ¢ynxyus rivkonuza o00€CIEUMBAET AJIOCTEPUUYECKYIO
PETYISIIUIO CPOJACTBA TEMOIJIO0MHA K KHCIOPOAY B JSPUTPOLUTAX KPOBH.
[TpomexyTouHbIit MeTaOOIUT TIHKOIU3a 1,3-gudochoraumepar noa aecTBrieM
mudochoraunepaTMyTasbl B IpUTpOIMTaX mpeBpamaercs B 2,3-audocdo-
rJIdLepaT, KOHIEHTpAIUs KOTOPOrO B CPEJIHEM COCTAaBISET OKOJO“4 |MMOJIB/I.
IToBbimienue ypoBus 2,3-J1®PI" B kanuiuisipax TKaHEW NMPUBOAUTK ) CBA3bIBAHUIO
ero ¢ remoraoOuHoM. I[Ipu 53TOM CHHXKaeTcs CpOJACTBON, FEMOTI0OOMHA
K  KHUCJIOpOAY, 4YTO  CHOCOOCTBYET  JUCCOLMAIMU \N\OKCHUTe€MOTrJoOHUHA
U TPOUCXOJIUT OTAaya KHUCIOpoJa B TKaHW. B kanmummisipax anbBeosl JETKUX
MIPOUCXOIUT OOpaTHas KapTHHA, T.€ CHWXKEHHe, KoHueHTpauuu 2,3-JOI
u cBsa3biBanre Hb ¢ O,.

Peeynayus anaspodtieco enukonuza

Tak kak OCHOBHas POJb TIUKOMMH3a 3aKIO4YaeTcs B MPOAYLHPOBAHHUU
AT®, To ero CKOpOCTh JOJDKHA{OBITh '€ONMpsDKEHA C 3aTpaTaMH JSHEPTHH
B opranusme. IloTpebnenued wierkdmu opraHoB u TKaHer AT
conpoBoxaaercss oopazoBanneM AMD u AP, 4yTO NMPUBOIUT K CHUKECHHIO
anepeemuueckoeo sapsaoa kiemku (ATO/AJJO+AM®). B Takux ycnoBusix AM®D
u AJI® BBICTYNAIOT B KA4YeCTBE, AKTHBATOPOB KIIFOYEBHIX (DEPMEHTOB TIIMKOJIH3A
(eexcoxunasvl, nupyeamxutazel W, 0COOCHHO, ¢hocghodpykmorunazwel). Haobopor,
BBICOKHI ypoBeHh, AT@® B KiIeTKaX HHTHOUPYET pPEryJSATOPHBIC (DEepMEHTHI
TJIMKOJIH3A.

2.2.2. I'nukozenonus

Pacmax  rmkoreHa — (ITVIMKOT€HONM3)  OCYMIECTBISIETCS  IyTEM
MOCHeIOBATEIPHOTO OTHICTUICHUSI OCTaTKOB TIIOKO3Bl M TIEpeHOCa WX Ha
dbochopuyto KuCIOTYy C o0Opa3zoBaHueM TItOKo30-1-hochara (I'-1-D). Drto
MIPOUCXOJIUT MPH ydacTuu pepMenTta riuukorenpocdopunaszsl (pucyHok 2.2.2.1).
Jauubiii  mporecc  HaszwbiBaeTca  gocgoporuzom. I'nmuxorendocdopunaza
paciieruisieT TOJIBKO o-1,4-TIIMKO3UIHBIE CBS3HM M JIEHCTBYET 10 T€X MOp, MoKa
10 OmkalIel TOYKM pa3BETBICHUS HE OCTaHeTcs 4 TIIIOKO3HBIX OCTaTKa.
Jlanee B paboTy BcTymaer onmrocaxapuiarpancdepasa, KoTopas NEPEHOCHUT
(dbparMeHT U3 TpeX TIIFOKO3HBIX OCTATKOB Ha COCEIHIOIO BETBb.
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OcTaBmIuiicsi B TOUKE BETBICHUS OJJUH TTIOKO3HBIN OCTATOK OTIICTUISETCS
THJIPOJUTHYECKAM TTyTEM C MOMOIIBI0 hepMeHTa a-1,6-2auxo3udaswvl, KOTOPHIT
TaK)Ke€ Ha3bIBalOT JEBETBIIIMM (pepmeHTOoM (0T aHri. debranching enzyme).
[Tocne 5TOrO IMHEHHBIM YYAaCTOK TJIMKOT€HA BHOBH MOXET IOJBEPraThCs
nerictuio pocdopunassl ¢ oopazoBanuem ['-1-O.

O0—0—0—0—0—0—0—0— /H3P04
rmukorengochopunaza
~ ~ (pacmmierusieT o-1,4-TIHKO3UHBIE CBS3H)
O—O0O—~0O0——0— O—0O
(bparMeHT MOJIEKYJTbI TTMKOTeHA Y rmoko3o-1-gocdar

onurocaxapuiTpascdepasza
(TIepeHOCHUT 3'TIIFOKO3HBIX OCTaTKa
( >_( ) ( ) O Ha COCEIHIOIO BETBb)

110 TOUKH PA3BETBJICHUS OCTAETCS
4 TIFOKO3HBIX OCTATKA Y

a-1,6-Tmmko3nIa3a
O—0—0—0—0—

TJIFOKO3a

JI0 TOUKH Pa3BETBACHU S, OCTACTCS
1 rIroKO3HBEI OCFATOK

O—0~0O—0—0—0—0—0—0—0 |~

JIHEHHAS UETh TTFOKO3HBIX OCTATKOB rKoreHpOChOpITAIA (PACITTITSET
¢ 0-1,4-TIHKO3U THBIMH CBSI3SIMU 0~ 1,4-T KO3 HHBIE CBIA3H)

Y

riaoko30-1-gocpar

Pucynox 2.2.2.1 — CxemMa HAYAJILHBIX ITANOB PACIIEILIEHUsI TJINKOT €HA

I'moko3o-1-dochar nanee mzoMepuszyercss B TIIOK030-6-pocdar mpu
yuactuu pocdormorkomyrassl. Jlanee nmytu metabonuszma ['-6-d B MbIeyHOM
TKaHU U ME€YEHU pasindarorcsa. B mpimeunoi Tkanu ['-6-@ nanee BoBiekaercs
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B aHa’pOOHBIM TIWKOJIW3 M MPEBPAIIACTCS B MOJOYHYIO KHUCIOTY, SIBISACH
UCTOYHUKOM 3-x MoJiekynl AT® (B pacuere Ha OJWH TJIIOKO3HBIH OCTaTOK,
tabnuma 2.2.2.1). CiaeaoBatenbHO, MBIIIIEYHBIA TJIMKOTEH SIBISCTCS HCTOYHUKOM
AT® nns pabOThI MBIIIII.

Tabnuua 2.2.2.1 — DHepreTrudeckuii 6ananc aHa’poOHOT0 TIMKOT€HOIN3a

Peakuus N3menenune konuyecta ATD
B pacueTe Ha | TJIFOKO3HBIA OCTATOK
O-6-O —— O-1,6-O -1
2 1,3-10I' —> 2 3-0I +2 ATO
(cyoerpatHoe hochopunupoBaAHNE)
2 ®EIl—— 2 nupysar +2 ATO
(cyberpatHoe dhochopuiupoBaHme)
Hroro: 4 — 1 =3 monekysbl ATO

B neyenu ramkoreHonu3 IMPOTCKACT I10 CHCHYIOH.[CI‘/JI CXEMC:

+ H3PO4
(CeH1gO0s5)y ———— > (C¢H,0%), . ¢ mmoko3o-1-docdar
¢dochopunaza
TJIMKOI'CH TJINKOI'CH
+ H,0
IIII0K030- 1 -ocdar » TJIH0K030-6-hocdar > [JII0KO03a

¢docdormrokomyTasza III0K030-6-(hocdarasza

- H;PO,

I'mrok030-6-docdaraza, \HOMUMO TI€YEHH, HMEETCS TakKe B IOYKax
U KIETKax  OMHTEIu$  KuimeyHnka. CBoOOgHAs  TIIFOKO3a  MOJXKET
mudGyHaIMpOBaTh M3 3THX OpPraHOB B KPOBb. B ApYyrux TKaHSIX TJIFOK030-6-
dbocdarazbr HeT, MEdTOMY AehochopunupoBanue ['-6-O B HUX HEBO3MOXKHO.
Hcnonws3oBantie B fanpHelineM [-6-® 31ech 3aBUCUT OT TOTPEOHOCTEH KIIETOK.
OH MOXeT, BOBIICKAThCS B TJIMKOJW3, CHHTE3 TICHTO3, TJIMKOTE€HA M JAPYTHX
yIIE€BOHOB, 00pa30BaHUE JIUIHJIOB.

Takum 00pa3oM, TIUKOTeH B IEUEHW paCIMagacTCs IPHU IMOBBINICHUH
MOTPEOHOCTH OpraHuW3Ma B TIJIFOKO3€. DTO HAOJIIOAAETCS B OCHOBHOM B IEPHOJ
MEXKY. TpUeMaMH TTUTITH.

2.3. A3po0Hoe OKHCJIeHHE YIJIeBOA0B
AdpOOHBII TJIMKOJINM3 COBHNAJAeT C aHadpoOHBIM 1O 00pa3oBaHUs
MUPOBUHOIPAHON KUCIOTHl. B janbHeillieM NHPOBUHOTpaJHas KHUCIOTA

B MUTOXOHJPUAX MOJBEPraeTcsi OKUCIUTEILHOMY JEKapOOKCHIMPOBAHUIO TOA
JIEUCTBUEM  MYJIbTU(DEPMEHTHOTO MHPYBATIAETHIPOT€HAa3HOrO0  KOMILIEKca,
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BKJIFOYAIOIIIETO 3 dbepmenTa: E, — NUPYyBaTAETUAPOreHasa,
E, — nmurupponmunowngeruaporenasa, E; — nuruaponumnouiTpaHcaleThiaza
u 5 xkodepmenrton: tuamuHnupodocdar (TIID, ceszannbiii ¢ E,); numoeas
kuciora (coenunena ¢ E,); ®AJl (cszan ¢ E;), HAJI u KoA-SH.

E;— TII® » HAT
— +
CZ OH B IR +2 Kof— SH
I E;— ®AJ] P 0
I NUpYyBaTACTUAPOreHA3HbII
CH3 KOMILIEKC anermi-KoA

nupyBar

Aunetun-KoA noctynaer B I[TK, a HA]IH(H+) — B JIBIXaTCIbLHYIO LIETh.
Takum 00pa3oM, KOHEYHBIMU MPOAYKTAMH a’3pOOHOTO OKUCHEHMS TIIIOKO3BI
apistoress CO,;, H,O m AT®. Cymmapnubiii Beixox AT® jrnpu a’spobHOM
rkosn3e coctapiisgeT 38 monekyn AT® (tabnuma 2.3.1).

Tabmuma 2.3.1 — DHepreTuyeckuil 6aanc a’dpoOHEro OKUCICHHS TIIFOKO3bI

Peakuuns U3meneHune konuyecta ATD

B pacuere Ha | MOJICKYIY TJIFOKO3BI
I'mokoza ——> I'-6-® -1
O-6-0 —— D-1,6-O -1
2 TA-3-& —— 2 1,3-JdI' + 2 HAJHH) —> + 6 AT®
+2 HAJTH (H) B JIBIXaTEJIbHOM 1eNn

(oxucnutensHoe hochopuaupoBaHue)

2 1,3-IdI' — 2 32Ok +2 ATO

(cyberpatHoe dhochopunupoBaHue)
2 ®EIl—> 2 nupysat +2 ATO

(cyberpatHoe dhochopunupoBaHue)
2 anetii-KoA —— +24 ATO
2 nupyBat =—> 2 anetui-KoA (UTK+npixarenpHas LEIb)
++2 HAJTH(H") 2 HAJJHH) —— + 6 ATD
B JIBIXaTEeIBHON 1IEMHU
(oxucnutensHoe hochopuaupoBaHue)
Hroro: 40 — 2 = 38 monexkyn ATO

DHeprus, BBIACIAIONIASACS TPHU TMOJTHOM OKHCJIeHUU Tioko3bl 10 CO,
u H,O, cocraBnser oxosio 2880 k/[>x/mMoinb. B To sxe Bpems mpu rugposuse 38
Moib AT® Beigensercs (1 momp maetr 50 x/x) — 1900 xJIx. CiaegoBatenbHO,
3 PEKTUBHOCTH a’pOOHOTO TJMKOJM3a cocTaBisieT 65%. OctaibHas HEPTUs
(35%) paccenBaeTcs B BUJE TeIIa.
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Pecynayus aspobnoco oxucnenus y2neeo006
KiroueBoli cTraguedl MJaHHOrO MpOLECCa SBISCTCA OKHCIUTEIbHOE
neKapOOKCUIIMPOBAHHE MPOBUHOIPATHOM KHUCJIOTBHI. AKTUBHOCTh
MUPYBATAECTUAPOr€HA3HOTO KOMIUIEKCA 3aBUCUT OT MOTPEOHOCTH KIIETOK
B AT®. Bricokuii yposens anetun-KoA, HAJJHH") u AT® nopasnsior
(GYHKUMOHUPOBAHUE TAHHOTO KOMILJIEKCA.

2.4. llenTo3zodochaTHblii MyTh NPpEeBPALLICHUS YIIECBOA0B

[lenTo30dochaTHbIit yTh (ITIT), Ha3bIBAEMbII TAKKE
reKCO30MOHO(OCHATHBIM IIYHTOM, SBISIETCS QJIbTEPHATUBHBIM MPOIEECOM
OKHUCJICHMSI  TJII0K030-6-pocara. Peakiuum JaHHOTO MyTH  HAPOTEKAIOT
B muroruiazme kietku. [IDII Bkiaroyaer [BE BETBU: OKHCAUMTENBHYIO
Y HEOKHUCIIUTEbHYIO.

OxucnuTenbHas BETBb HAYMHAETCA C MpeBpalleHus Tioke30-6-hocdara
B TJIOKOHOJIAKTOH-6-Pocdar (6-pocdoraokoHoNakToH). \HMaHHYIO peaKIuio
KaTaIM3upyeT TI0K030-6-hochataerunporenaza (I'-6-D=AF) B mpucyrcTBun
kodepmenta HAJI®'. Ha crenyromem sTane K NTIOKOHOIAKTOH-6-hochaTy mox
neicTBUEM [IIFOKOHOJIAKTOHTUIPaTa3bl (;1axTeHa3bI) MIPOUCXOIUT
MpUCOEMHEHNE BOJbI C oOpa3zoBaHueMm 6-pochormokonata. I[locnenuss
peakuusa  okuciautenapbHo BeTBM DLl 3aBEpmiaeTcss  OKUCIUTEIBHBIM
nexkapookcunupoBanueM 6-pocdormokonata. Karanuz pgaHHON  peakiuu
oOecrieunBaer  6-ochormokonatgerunporesaza (6-OI-AI). Ilpu sTOM
obpasyrotcs pubynozo-5-dpocharyCOsn HAJTOHH).

OH O O
H—C Z Z
| ¥ >
H— Ic— OH ¢ HAJIO" e Ic— OH + HOH H— IC_ OH + HAJIO"
—— —_— . A — .
HO—C—H 0O r-6-@-1II \ HO— |C_ H 0 JIAKTOHA3a HO— |C_ o 6-OI'-JI
_ - HAJIOH + H -
H— C—0OH A He C—OH H— C— OH HAJIOH + H
! | | = €O
H—C H—C H— C— OH
CH,0PO4HL, CH,0POH, CHL,OPO4IL,
rT0K030-6<(hocdar 6-(oCHOTrTIOKOHOTAKTOH 6-(hocdormoxoHarT
lCHZOH
o
—
H— |C— OH
H— |C_ OH
CH,OPO;H,

pubyno3o-5-pochar
CymmapHoe ypaBHEHUE OKUCIUTENbHOW BeTBU [IDPII MOXHO BBIpa3UTH
B CIIEAYIOLIEM BUJE:
I-6-d +2HAJI® + H,O —— Pa-5-® + 2 HAJI®H(H)
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buonozuueckas ponv oxucaumenvrou eemeu [1DI1

OxucnurenbHas BeTBb [IDI] HHTEHCHBHO MPOTEKAET B MEUYECHU, KUPOBOU
TKaHU, SPUTPOLMTAX, KOPE HAAMOUYECUHHKOB, MOJIOBBIX JKEJI€3aX U B MOJOYHOM
xenesze (B mepuoj JakTauuu). ['JIaBHBIM TMPOAYKTOM OKHUCIUTEILHOW BETBU
spasercs HAJIOH(H'). JlanHbIi KOGEpPMEHT HCIONB3YyeTcsl B ITIEUEHH JIs
CHUHTE3a XOJECTEpUHA M KETYHBIX KHUCJIOT. B >KMpPOBOW TKaHM W MOJIOYHOU
kKejaeze OH HeoOXoauM [isi  oOpa3oBaHUsSl JKUPHBIX KHCJIOT. B kope
HA/IMOYECYHUKOB U TIOJIOBBIX JK€JI€3aX OH NPUHUMAET Y4YacTHE B CHUHTE3€
CTEPOUHBIX TOPMOHOB.

B spurponurax HAJIOH(H") obecrieunBaer mojaepkanue HOPMAIBHOM
KOHIIEHTPALIMU OAHOTO M3 Ba)KHEUIIMX aHTHUOKCHUJIAHTOB — BOCCTAHOBICHHOTO
rirytatioHa (Gly—SH). Jlannoe coenuHeHue HEOOXOAMMO ISl HEUTpATIU3aIlUU
OJIHOW W3 aKTUBHBIX (DOpM KHCIOpoAa — MEPOKCHAA BOJOPO/ia, SBISIOMIECTOCS
B BBICOKUX KOHIEHTpAlUSIX TOKCUYECKUM COCAMHEHHWEM, CIIOCOOHBIM
AKTUBHPOBATh TMPOLIECCHl TMEPEKUCHOTO OKUCICHUS JUHUAOB B KJIETOYHBIX
meMOpanax. Heitpanuzauus H,O, npoucxogut B TIpHUCYTCTBUH (epMeHTa
[JIYTaTUOHIIEPOKCHUIA3bI:

2 Gly-SH + H,0, 5 ) Gly-S-S—Gly + 2 H,0
BOCCTAHOBJIEHHBINA TIIyTaTHOHIICPOKEHIa3a OKHUCJIEHHBII
[JIYyTaTUOH IIyTaTHOH

Jlns mepexona OKUCICHHOW (POpMBI TUIyTaTHOHA B BOCCTAHOBJICHHYIO
HeoOXomuM (GEepMEHT TIIYTaTHOHPEAYKTa3a, paldoTalomuii B NPUCYTCTBUU
HAJI®H(H):

Gly—S-S—Gly + HAJIPHH") > 2 Gly-SH + HAI®D"

[JIyTaTHOHPEIYKTa3a

B mukpoéomax HAJIOH(H) MoxkeT HMCIHONB30BaThCA B MOHOOCHTEHA3HOI
LENU OKUCIIEHMs, NTPOTEKaroIeil npu yyactun nuroxpoma P450. JlanHblid niporecc
Ba)KEH B AETOKCUKAIIMHI HEKOTOPBIX JIEKAPCTBEHHBIX COSTUHEHUI U KCEHOOMOTHKOB:

+ 0O,
JEK—H + HAJ®HH) > JEK— OH + HAJ®"
JI€RApPCTBEHHOE uutoxpom P-450 MPOAYKT OKUCIICHUS
COElUHEHUE (ruapoduinbHOE COETUHEHHE)

(rumpodobHOE)

Oxucnenue ruapodoOHOro JEKaApCTBEHHOT'O COSTMHEHUS (KCEHOOMOTHKA)
MPUBOAUT K OOpa30BaHUI0 MEHEE TOKCHUYHOIO THUAPOGUIBHOTO MPOAYKTa,
KOTOPBIN J1ajiee BBIBOJUTCS U3 OpraHU3Ma.

Eciu kinetkam HeT HeobxoamMoctH motpebnats HAJIOHH') ams
OMOCHMHTETUYECKUX TPOILIECCOB, a HYXXHa JHEPrusi, TO JaHHBIH KOPEpPMEHT
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MOXCT IICpCaaBaThb CBOU JJICKTPOHLBI Ha HA]I B IIPUCYTCTBUU (1)epMeHTa
TPaHCTUAPOICHA3HI, HaXOI[HHICfICH BO BHyTpeHHeﬁ MeM6paHe MI/ITOXOHIIpPIﬁi
HAJ®HH") + HAJ! ——  HAJ®" + HAJHH

+ )
HAJIH(H") B nmanpHeilemM mHoCTymaeT B ABIXaTEIbHYIO II€TMb, SBISACH
HMCTOYHUKOM dHepruu s oopazoBanus ATO.

Pezynayus oxucaumenvnoii éemeu I[I@II OCylIECTBISIETCS HAa YPOBHE
KJII0YEeBOro (hepMEHTA JaHHOI'O Ipoliecca — MII0K030-6-hochaTaernaporeHassl.
AKTUBHOCTh JITaHHOTO (hepMEHTa 3aBUCUT OT COOTHOIICHUS B ( KIETKe
HAJI®'/HAJI®GH(H"). Tlpu yBenudeHHMHM AaHHOTO IIOKA3aTess, T4e. JKOIia
oprauusm Hyxnaerca B HAJIJOH(H), akruaocts I'-6-®-J[I" HOBBALAETCS.

Heoxucnumenvnas semewv I1@I1 HaunHAETCS ¢ IPEBpalICHNS prOYI1030-5-
dbocdara (pucynok 2.4.1).

B npucyrctBun  pubynosodocharuzoMepassl NIAHHOE COEAUMHEHHE
npeBpamaercas B pubozo-5-pocpar  (P5-D)y, “a npu  ydactum
pubynodocharynumepassl — B KCUITYN030-5-Goedhan(Kc-5-0).

Ha cnenyromem stane P-5-@ pearipyer ¢Kc-5-®. JlaHHyro peakiuio
KaTaIM3UPYyeT TpaHCKeTona3a, kopepmeaToMkoTopoit spisietcs TIID (THD).
TpaHckeToNa3a OCYIIECTBISET MEPEHOC ABYXYTIIEPOIHOTO (PparMeHTa C KETO3bI
(xcumyno3o-5-hocdara) Ha anba3y (Pud630-5-pocdar). B pesynpraTe gaHHOTO
B3aUMOJIEHCTBUSL 00paszyroTcs cefaoremnynoso-7-gocdar (C-7-®) u I'A-3-D,
KOTOpBbIC B clienyrome peakuuu gatot O-6-O u sputposzo-4-pochar (3-4-D).
Peaknuio  karanusupyert . TpaHcainbjojiaza. ITOT (PEpPMEHT MEepPEeHOCHUT
TpexXyriepoiHblil pparMenT ¢ keto3sl (C-7-D) na anbnozy (I'A-3-D).

3aBepiiaetcd HeokucauTenbHas BeTBb [IDII B3aumoaeiicteuem Ke-5-@ u
D-4-® B npucyacTBun Tpanckeronasbl U TIID. Obpasyrorcsa O-6-O u ['A-3-O.
Jlanubie Mera@oauThl MOTYT BOBJIEKAThCS B IVIMKOJIM3 (KOT/a KIETKE HY>KHA
HHEPTUs )UK B INHOKOHEOreHe3 (eciii OpraHu3My HyXHa TII0K03a).

Bce peakuuu HeokucnutenbHor BeTBH [IDII oOpatumbl. [losTomy mpu
MOTPEOHOCTH KIIETOK, OPraHOB M TKaHel B prb030-5-pocdate, kak HEOOXOAUMOM
KOMIIQHEHTE  JUIsI  CHHTE3a  COCAWHEHMM  HYKJICOTHIHOW  IIPUPOJBIL,
HeokucnurenbHass BeTBb [IDII mporexkaer B 0OpaTHOM HalpaBi€HHUH, T. €.
HaunHaeTcsl ¢ B3auMojaehcTBud D-6-O u ['A-3-O, a B KOHEYHOM UTOTE
oopaszytorcsi Kc-5-& wu P-5-®@. Heob6xoaguMo Takke OTMETUTh, YTO
HEOKHCIIUTEIbHAS BETBb SIBJSICTCS. OCHOBHBIM TMOCTaBIIMKOM (okojio 80%)
nenrozodocharoB mns cuHtesa PHK u JIHK u wHTEHCHMBHO mpoTekaer
B DHJOKPUHHBIX KeJe3axX, CHHTE3UPYIOUIUX TOPMOHBI OCIKOBOW W MENTHIHOMN
MpUPObI (TUHOTaIaMycC, TUIO(U3, MapaluTOBUIHBIC KEJIe3bl, MOKETy10UHas
xKemesa).
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| H
H— IC_ OH
H—C—OH
lCHzOH eQ,bs’b | ?HZOH HZOH
=0 R =0 A
H— C— OH __ H—C— -
2 i pubo30-5-pocdar H—C—OH + H—C—OH OH . H—ﬁ:— ot
H— |C_ OH 911,%% H.OH TpaHCKeTONA%  [f—(C'—OH H,OPO3H, rpancamsionasa  H— I;(())]I:Io . H—(E— ol
2
CH,0PO;H, Ca | o H—C—OH TTALIEpanbACEHA=3 - 3pmp2030- 4? ? H,0PO;H,
pubyno3o0-3-dochar | H,OPO;H, bocdiar docdar ¢dpykT030-6-Phochar
HO— IC— H CCAOTCITY 1030~ /4
H— ?_ OH ¢docar
(H,0PO-H,
KCHmyno30-3-pocar
L0 ICHZOH ?HZOH
—H (=0 TIO 2h 0
—C— ! HO-C—H
H ﬁ: OH + HO—C—H - H—C— OH +
H-C— OH I TpaHCKeTO1a3a g H_?_OH
H - C—OH H20PO3H2 —
H,0PO;H, | H=C—OH
SpUTpO30-4- (H,0PO;H, CIIHALICPATbACTU -3 - H,0PO;H,
¢docar KCryIy1030-5-hocChar (ocdar (dpykTo30-6-hocdar

Pucynok 2.4.1 — XUMM3M peakuMi HeoKHucJIuTeJIbHON BeTBU I1PII
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B ToM ciyyae, ecnu opraHusMy HyxkeH Tonbko HAJIOH(H'), ®-6-®
nu ['A-3-® mnpespamatorcss B [-6-@ u I[IOIl npuobperaeT UMKIMYECKHI
xapakTtep (pucyHok 2.4.2).

6 TI'mioxo30-6-gochar
6 HAJI®"
Q 6 HAJIOHH
6 ['mroxononakroH-6-ocdar

6 H,0

6 6-®ocdorarokonar

6 HAJID"

6 HAJIOHIH
6 CO,
6 Pubynozo-5-dochar

2 Pubozo-5-dochar 2 Keunynoso-3-gocdar 2 Kémmynoso-3-gocdar

2 Ceporentynoso-7-ocdar 2 Inufiepansaerua-3-docdar

' |

2 OpykT030-6-hochat |\, 2 Dpurposo-4-gocdar

* 2 ®pyxkroso-6-docdar 2 Imuuepansaerun-3-docdar
2’ T 10K 030-6-pochar '

% 2 Opyxkro30-1,6-mudochar

2 T'mok030-6-gpochar
2 OpykT030-6-hochar

I'moxko30-6-pochar
Pucynok 2.4.2 — [lenTo3odochaTHbiil LUK

Takom nponecc MOXCET HMCTb MCCTO B )KPIpOBOfI TKaHH, B TICUCHHU H
HaAITIOYCYHHKAX.
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CymmapHO€ ypaBHEHHE OKHUCIMTEIBHOM M  HEOKHCIUTEIbHOM  BETBEU
NeHT030(pocPaTHOro IUKIA MOKHO MPEICTABUTH CIEAYIOMINM 00pa3oMm:
6 I'-6-® + 7 H,0 + 12 HAJIJ®"'——— 5T-6-® + 6 CO, + 12 HAJIT®H(H)
158105
I-6-® + 7 H,0 + 12 HAJI®" —— 6 CO, + 12 HAJI®H(H")

2.5. buocunTe3 yriieBoaos

2.5.1. I'nrokoneozenes

Hekoropble TkaHu (Hampumep, MO3r) HYXKIAIOTCS B MOCTOIHHOM
noctyrsieHuu rmoko3bl.  Korjma — copepkaHue — YriieBOJOB Bl | ‘palluoHE
HEJ0OCTaTOYHOE, TO YPOBEHb TIJIOKO3bl B KPOBH ONpPENEIEHHOE BpeMs
MOJJIEPKUBACTCS 32 CUET PACUICTUICHHS MEYEHOYHOTO TIMKOLEHANOIHAKO ero
3amacoB XBaTaeT Ha 6—12 4yacoB TOJOMAHUS U NMPAKTHUYECKU HCUEPIIBIBAIOTCS
yepe3 CyTKHM. B 3TOM cllyyae B TEUYEHU HAUMHACTCSCuUHME3 2NH0K03bl W3
BELIECTB HEY21€800HOU NPUPOOLL, T.€. 2IIOKOHEOEHES.

llepsuunvivmu cybcmpamamu Ons 2n0KoHeQenes3a” agnaomes L-nakmam,
2NIIOKO2EHHble AMUHOKUCIOMbL U 2auyepur. BKIIOUEHUE UX B TJIIOKOHEOT'€HE3
3aBUCUT OT (PU3MOJIOTMYECKOTO COCTQSHMS “opraHuzma. Tak, L-makrat
UCIIOJIb3YETCSl B TJIIOKOHEOreHe3e MOCTOSHHO, ‘@ aMUHOKHUCIOTHI M TJIUIEPUH
B [IEPHO/I TOJIOIaHUS U TP JUIUTETLHON (PU3NYECKON HAarpy3Ke.

[Ipy HOpMaNbHON XKU3ZHENEATEILHQCTH OpraHU3Ma B MBIIIEYHON TKAHU
B pe3yJbTaTe aHa’pOOHOr0 OKWCIEHWs YrieBoloB oOpasyercs L-makrar,
KOTOpBbI TEpPeHOCUTCS B TMEYeHb, € IpeBpalaeTcss B MUPYBaT, a 3aTeM
B TJIIOKO3y M Jlajee B TJHKOLeH. J[aHHble NpeBpallleHus, MPOUCXOISIINE
B MBIIIIAX U TMEYEHH, HA3BIBATOT LUKIOM Kopu, WM IIOKO30-ITaKTaTHBIM
UKJIOM (pucyHok 2.5.1¢1):

IMegenn KPOBb MbIms1
RIIOKO3a > DIIOKO3a
A TIFOKO3a
NIOKOHEO-
reres DIIMKOITH3
KpPOBb Y

2 L-naxrar - 2 L-maxrar

2 L-makrar

Pucynok 2.5.1.1 — HHuxa Kopu
XUMU3M peaKkiuil TIIOKOHEOTeHe3a M3 JIaKTaTa IPEICTABIEH Ha DPUCYHKE
2.5.1.3.
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COOH

CooH COOH +2 AT, | COOH COOH
5 HO \ +2HAJ \ +2CO, C=0 +2TT® \ + 2 H,0 |
—C—H ot C=0 » > ——
-« - ~ — C— e eee—
2 MHPYBaTKAPOOKCHIIA3A | dochoenomupyBat- 2 Cr OPOHy e = 2 H= C— OPO;H, ——=
\ JlaKTaT/IeTuApoTreHasa | CH
CH S HATH + HF - , | 2 kapbokcHKHHA3a I N | Jocdormuepat-
L 3 2 HA CHj, -2 HyPO, coon -2 CH, CH,OH MyTasa
-JIaKTar UPYyBAT -2CO 0C(hOCHOIUPYBAT
1wy OKCAI0aneTar ? ocdy ! 2-(pocormmmepar
? v Z CH,OH
COOH C— O~ PO;H, c+H | |
\ + 2ATD \ +2HAJIH + H \ e ~————> (=0
2 H— C— OH Tpro3odocdat-
=——>2H-C-O0H —/——» ) H-C-0OH = 2“H- CxoH | Homepas |
| docdormmepar- | rimtepaibaeru-3-hocdats | CH-OPO-H CH,OPO3H,
CH,OPO;H,  KuHaza CH,OPO;H, ACTHIpOTCHASA CH,OPO;H, 2 32
“2AND "2HAL -2 R rimnepairpaerua-3-gocdar I'A-3-© fla®
3-(ocormumepar 1,3-mudocorauuepar HepATbACHIA
z0 29
CH, OPO;H) CH,OH c=-n ?— H
\ | \
29 C=0 C=0 H— c—OH H— Cc—OH
CH,OH C—H | +H,0 | | + 1,0 |
| . Ho~St=H ——» HO—C—H =——> HO—C—H ——» HO—C—H
C=0 + H— C—OH <=— ‘ $pywrozo-1,6- | rioko3odocdar- \ LII0K030-6- |
| | abI0NIa3a WY on mudocdaraza H— C—OH H30Mepaza H— c—oyg  Pocharaa H— C— O
CH,0PO;H,  CH,OPO:H, | H5PO, | | ~ H;PO, |
TA® CAAD H— C—OH H— C—OH H— C— oH H— C—on
3- | [ \ |
CH,OPO;H, CH,OPO5H, CH,OPO3H, CH,OH
Ppyxro30-1,6-muocar (Ppyxr030-6-hocdar ITIF0OK030-6-(hocdaT ITIFOKO3a

PucyHok)2.5.1.3 — XMMH3M peakuuii riirokoHeorenesa us L-iakrara
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BonpmMHCTBO  peakiuil  TJIIOKOHEOTeHe3a  MPEJCTaBISIOT  co0oit
oOpaTUMBbIE peaKIMU TJIMKOJIM3a U OHU KATAIM3UPYIOTCA TEMU ke (pepMeHTaMHu.
OpHako Tpu TIJIMKOJIUTHUYECKHE pEaklIUH HeoOpaTUMbI: TI'e€KCOKMHa3Hasi,
dbochodpykTokMHazHAss U NHUpYBaTKUHA3HAs. B  IJIIOKOHEoreHe3se OHU
3aMEHSI0TCS 00XOTHBIMU JTaramu. Bwmecto MUPYBaTKMHA3HOU
MOCJIEIOBATENILHO OCYIIECTBISIOTCS 2 pPEaKUuu: a) MupyBaTKapOOKCHiIa3Has
u 0) hochoenonnmupyBaTkapOokcukrHazHas. PocHoPpyKTOKMHAZHYIO PEAKITUIO
3aMmeHsieT ¢QpykTo30-1,6-audocdarazHas, a TEeKCOKMHA3HYI0 — TJIIOK030:6-
dbocdarazHas.

Pecynayusa antokoneocenesa OCylmeCTBISIETCS HAa YPOBHE JIBYX4PCAKIMIA:
1) mupyBaTKapOOKCHIIa3HOM, aKTUBATOpPaMH KOTOPOU SBISIOTCA palieTHII-KOA
u AT® u 2) dppykrozo-1,6-nudocdaraznoit (aktuBaTopsl — dinipar u ATO,
uHruouropsl — AM® u AJ1D).

Jnst cunTe3a 1 MoOJEKydbl TJIIOKO3Bl M3 JABYXesMOJEKyn L-nmakraTa
UcroJib3yercst 6 Mmakpospruueckux ocharuoix csageit -4 monexynsl ATD u 2
['T® (Tabnuua 2.5.1.1).

Tabmuma 2.5.1.1 — DHepreTudeckue 3aTpaThiB MPOLIecCce TIIOKOHEOTeHE3a

Peakmus 3aTpaThl SHEPTHH
B pacueTe Ha | MOJICKYJTy TITFOKO3BI
2 nupyBaT —> 2 OKcajoarerar +2 ATO
2 okcanoamerar ——> 2 @EIT +21TO
2300 —> 2 13-J{@ +2 ATD
Hroro: 4 monekynbl AT® u 2 monexkynst ['TO

[Ipu/nnuTensHOM TOJIOJAaHUM HUCTOIIAETCS 3amac INIMKoreHa. B aTux
YCIOBUZX  TUABHBIM MCTOYHMKOM TMHUpyBaTa SBJISETCS TUAPOIUTHYECKOE
paciyenfiieHie  MbIIIeYHBIX O€NKOB, B XO€ KOoToporo ooOpasywTcs Bce 20
IPOTEMHOPCHHBIX ~ AMUHOKUCIOT, 14 W3  KOTOpBIX SBISIIOTCA  TaKXKe
2NIIQKO2EHHbIMU, T.€. TOTCHIIMAIIBHBIMU MCTOYHHKAMU IIIOKO3bl. Ha nomydenue
1 r raroko3sl pacxoayercs 2 T MbIIIEYHBIX OelKkoB. B pe3ynbrate katabonuzma
amuHokuciaotr u BkIoueHus ux B LITK oOpasyercs okcanoaneraTt, KOTOPBIH
yepe3 L-mamat nmpeBpamaercs B nupysaT. llocnenHuil B peakuuu
TpaHCAMUHUPOBAHUS TMpU ydyacTUW (¢epMeHTa allaHMHaMHHOTpaHchepasbl

u KodepMeHTa nupuaokcanbdocdara npeBpamiaeTcs B oi-aJlaHUH:
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(0]

z Z©
20 |C— OH A |c— OH
C— OH
C— OH e MTUPUAOKCAITb-
H,N— C—H pd)oc pat | =0
c=0 + I - H,N— C—H +
| ICH2 aJlaHMUH- | ICH2
CH aMuHOTpaHCcpepasza CH;
’ |CH2 0 O—aJIaHUH CH,
MTUPOBUHOTPATHAS pZ | = 0
KHCIIOTa C— OH CZ OH
[Ty TAMHHOBAsI

Ol—KETOorIyTapoBas
KHUCJIoTa

KHcjiora

Cuuraerca uyto okono 30% OT BceX aMHHOKHCIOT, MOCTYHAIOMUX
B II€UYCHb, NPUXOIUTCA Ha o-ajaHuH. JlaHHas aMUHOKHCIIOTa <O0pasyercs
B MBIIIIAX, a 3aT€M B TEYCHHU BKIIIOYAETCS B TJIFOKOHEOTEHE3 Hepe3 THUpyBaT
IO TJIFOK030-aJJaHHHOBOMY IUKITY (pUCYyHOK 2.5.1.2).

Ileyenn MBI
KpOBb
TJIFOKO3a ? LJIFOKO3a
“ TJIFOKO3a
TJIFOKOHEO- TJINKOJIN3
TCHE3
Y
MIAPYBAT MpyBaT
A
TpaHCaMU- TpaHCaMu-
HHUpOBaHUE HHAPOBAHHE
KpOBb y
aAJIaHUH, -« aJIaHH
aJIaHUH

Pucynok 2.5.1.2 — I J110K030-aJJaHUHOBBIM IMKJI

HekeTopble . aMMHOKHUCIIOTHl (acmapaparHoBasi KHCJIOTa, aclaparuH)
BOBJICKaIOTCS'B INIFOKOHEOTE€HE3 Yepe3 OKCAJI0ALeTar.

Eflie ogHUM MCTOYHHMKOM TJIIOKO3bI SIBJISIETCS TIUIEPUH, 00pa3yroIuics
pU THAPOIIK3E TPUALIWITIIMIEPUHOB B )KUPOBOM TKaHU B MEPUOJI TOJIOJIAHUS UITU
JUIdTesIbHON pusndeckoit Harpy3ku. /lanee ¢ TOKOM KpOBH IIMILIEPHH MOCTYIIAET B
NeYCHb U BOBJIEKAETCA B IVIIOKOHEeoreHe3. Takum o0Opa3zoMm, IpenoTBpaniaeTcs
M30bITOYHOE HAKOTUICHHUE TIMIIEPUHA B OPraHU3MeE.

CH,0OH CH,0OH CH,OH
| +2 AT® | |
_— _ 3
2 CHOH [JIMLEeLePOIT- 2 CHOH raunenepongocdar- 2C=0
| KHHas3a | JAeruaporeHasa |
CH,OH —) a0 CH,0PO;H, CH,0PO;H,
TIMLIEpHH riunenepo-3-docdar JIAD
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(0] (0]
Z Z
fHZOH C—H CH,OH C—H
| | |
_ D ——
€=0 TpHo3zodocdar- H— G- OH C-o0 + H- C—0H =———
| H30Mepasa | | | ajpoasa
CH,0OPO;zH, CH,OPO3H, CH,0OPOzH, CH,0OPOzH,
JAAD FA-3-® JIAD TA-3-®
CH, OPO;H, CH,0H
\ \
C=0 C=0
| + H,0 |
=——>» HO—C—H S I HO—C—H P E——
‘ R bocharasn ‘ rimokosodocdar-
H— C—0OH Audocatasa H— C—OH HsoMgznasgj
‘ — H,3PO, [
H— C—OH H— C—OH
\ \
CH,OPO;H, CH,OPO;H,
({pyxro30-1,6-mudocdar ({pyxT030-6-Pochar
20 29
C—H C=+H
\ \
H— Cc—OH H—¢—OH
‘ + H,O |
> HO—C—H s HO—C—H
‘ [JIFOK030<6- [
(ocddraza
H— C—OH H= C—OH
| = H;PO, |
H— C—oH H—C—oH
\ \
CH,0OPO;H, CH,OPO;H,

TJIFOK030-6-(hocar TIIHOKO03a

2.5.2. I'nukozenozenes

I'mukoReH CUHTE3upyeTcs B Iepuo1 nuiieBapeHus (uepe3 1-2 yaca nocie
npuéMa O60raTo, yriieBojjaMu MUIIK), U €ro 3armac MOXKET COCTaBISATh MPUMEPHO
5% ot Maccehliedenu. B mpimmnax 3amacaercs okoino 1-2% rimkoreHa. OmgHako
Macca MBIIICYHONW TKaHU 3HAYUTENIBHO OOJIbINIE, M TIO3TOMY 00IIee KOJIHMYECTBO
VIMKQIeHA B MBIIIIIAX TPUMEPHO B 2 pa3a BhHIIIE, YEeM B I[ICUCHH.

He3mauntenpHOE KOJIMYECTBO TIIMKOreHa 00pa3yeTcsl B HelipoHaX, Makpodarax,
KJIETKaX KUPOBON TKAHH.

['mukoreHorene3, kak J000H OWOCHHTETHUYECKUM TyTh, SBISETCS
HHAEPTOHUYECKUM IPOLECCOM, T. €. TPeOyeT 3aTpaThl YHEPTUH.
IlepBoli peakuwenn B TPOLECCE CUHTE3a TJIMKOT€HA  SIBIISIETCS

MpeBpallleHue TII0KO3bl B TIII0OK030-6-pochar npu yuactuu ATO (pucyHok
2.5.2.1). B ycnoBusix BBICOKOM KOHIEHTpALMU TIIOKO3bl JAHHYIO PEAKLHUIO
KaTaJu3upyeT TJIIOKOKMHAa3a (B TEYeHW), a NpU HHU3KUX KOHIEHTPALMIX
TIFOKO3bI — TEKCOKMHA3a (B MBIIIIIIAX).
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Jlanee I'-6-® MpEeBpaIIACTCA B I-1-& o JIeHCTBUEM
dbocdorarokoMmyTassl.

[-1-® na  TperbeM  JTame  BCTYNMaeT BO  B3aMMOJEHUCTBHE
¢ ypuauntpudochatom (YT®D). B pesynprare obpazyetrcs VY JID-riaroko3sa.
Hannyio peakuuto katamuzupyer depMmenT Y dD-rmokonupodochopunaza.
Oo6pazoBanue Y/ [D-rmoko3pl 00yCIOBIMBAET HEOOPATUMOCTh BCEX PEAKIIMA,
MPOUCXOISAIINUX IPU CUHTE3€ TJIUKOIeHa.

[TockonbKy TJIMKOTE€H B KJIETKE HUKOIZIa HE PACIIEIUIETCS IMOJHOCTHIO,
€ro CHHTE3 OCYUIECTBISIETCS MyTEM YUIMHEHHUS YK€ MMEIOLIECUCS MOJEKYJIbl,
HACUMTHIBAIOIIE He MeHee 4-X TIJIIOKO3HBIX OCTaTkoB. Takasg Mojekyiid
Ha3bIBAETCA «3aTpaBKOM» (WM «mpaiiMepom»). J[aHHas MojeKylia peapupyer
¢ Y®-rnoko30i B NMPUCYTCTBUU (pepMeHTa TIUKOreHCUHTa3bl. Bpesyjibrare
MOJIEKYJIa TJIMKOTeHa yBeIu4yMBaeTcs Ha | Tioko3HbIM ocTaTok: \Heabxomumo
TaK)K€ OTMETHUTh, YTO INIMKOT€HCUHTA3a, B OTIIMYME OT MIMKOLEH(ochopuiasspl,
aKTUBHA TOJILKO B JedocdopuninpoBaHHon Gopme.

['mukoreHcuHTaza oOecrneuynBaeT O00pa30BAaHUEAwTIONbKO JIMHEWHBIX
YY4aCTKOB MOJIEKYJIbl TJIMKOT€HAa, B KOTOPBIX MPUCYTCTBYIOT o-1,4-rimuKko3u-
TJIMKO3HBIE CBSI3U.

Hyxneornanas  vacte  Y/D-rimroko3bl S\ WrpacT  BaXHYK  pOJIb
B (YHKIIMOHMPOBAHUU TIMKOT€HCUHTA3bly BBHIMOHNHSAS POJIb «PYKOSTKH», MPH
MOMOIIM KOTOPOH (epMEHT pacmojaract MIIOKO3Y B IMOJHCAXapUIHOW LIETH
CTpOSILIIEHCS MOJIEKYJIbl TJIMKOTE€HA B HYJKHOM HampasieHuu. Ha BkitoueHue
OJIHOTO TJIOKO3HOIO OCTaTKa B, PAETYIUYIO TJIMKO3UJHYIO IIelb MOJEKYJbI
[JIMKOTEHAa 3aTpayuBaercs ofHa Monekyna AT (ans pereHepanuu HOBOM
Mouiekyibl YTD).

Pa3BeTBieHHAs CTPYKTYpa IriIuKoreHa odpasyercs Onarogaps amuio-o-
1,4—1,6-rnuko3mirpancdepase uinu hepMeHTy BeTBiIeHUs (0T aHri. branching
enzyme). Kak Tonbko( jiinHa JIMHEHHOrO yyacTKa Iend mocie JAeHCTBUs
[JIMKOTEHCUHTA3bl JIOCTUPHET 11 TJIIOKO3HBIX OCTaTKOB, (DEPMEHT BETBIICHMS
MEePEeHOCUT KOHMeBOW OJIOK, BKIIOYAIOMMK 6—7 TIIOKO3HBIX €IWHHI] Ha
BHYTPEHHUM OCTATOK TJIFOKO3bI JAHHOW WJIM COCEIHEU LECIIH.

B_ouke BETBNeHUs oOpasyercs o-1,6-rimuko3uaHas cBsi3b. [Ipu sTom
HOBas““TOYKa Pa3BETBJICHMS pacroyiaraercs He Onmxe yeM Ha 4 TIIIOKO3HBIX
octaTka ¥  yxe cymecTBytomed. [lo Mepe cuHTe3a TIJIMKOT€Ha YHUCIO
pasBeTBICHUI Bo3pacTaeT. KOHIIBI TIMKO3UIHBIX LIETIEH CIIy»aT TOYKaMHu pocTa
MOJEKYJIbI TJIMKOTE€HA TPU €€ CUHTE3€ U HayaJIbHBIM 3B€HOM IpU €€ pacrhaje.

['muKoreH XpaHUTCS B LUTO30JI€ KIETKH B (OpME TpaHyl TUaMETPOM
1040 wm. C rpaHynamMu cCBsi3aH M P (PEPMEHTOB, YYaCTBYIOIIHMX
B MeTab0JIM3Me JTAHHOTO MoJIKcaxapuaa.

[Tonumepu3anus TIIOKO3bl B MPOLIECCE CUHTE3a IIIMKOIeHa CHUXKAET €ro
pPacTBOPUMOCTb, @ CJIEIOBAaTEIbHO, W BIUSHHE HA OCMOTHUYECKOE JIaBJICHHE
B KJIETKE. DTUM OOCTOSATEIILCTBOM U OOBACHSAETCS TOT (haKT, MOYEMYy B KJIETKE
JIENOHUPYETCs He TIII0K03a, a TIIMKOTEH.
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PucyHok 2.5.2.1 — XHMH3M peakuuii INIHKOreHorene3a
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2.6. Peryasiuusi yrjieBOAHOro o0MeHa

KitoueBast posib B MOAJIEp)KaHUH TIOCTOSTHCTBA KOHIIEHTPAIIUU TITFOKO3BI
B KPOBH MPUHAJICKHUT IIEHTPATHLHOW HEPBHOW CHCTEME, SHIOKPUHHBIM JKejie3aM
(Tabnuna 2.6.1) u neyeHu.

Tabnuua 2.6.1 — T'OpMOHBI, y4acTBYIOIIME B PEryJSLHUU YPOBHS TJIIOKO3BI
B KPOBH

HaszBanue Mecto Binusnue na Mecro Xapakrep
ropMoHa CUHTE3a YPOBEHb NEeNCTBUA NENUCTBHS TOPMOHA
ropMoOHa TJTFOKO3bI ropMOHa
B KPOBH
TCunrés
TJIUKOTeHA
ITeuens, Mnpkomnus
MBI I rkorenomms
Nucynuu [Tomxenynounas IToumxkaer 1 Cunres Genka
KEJIC3a J TIpoteomns
[Teuenb J TioKOHeoreHe3
d Kerorenes
Kupopas T JTunorenes
TKaHb J Jlumonus
T I'muxorenomms
[Teuens JCunres
TJIMKOT€HA
I'mrokaron [Momxenynounas | “LloBeliiaer 1 ['ToKOHEeoreHe3
xKejesa T Kerorenes
[leuens, T [IpoTeommus
MBIIIIIbI d Cunres 6enka
Kuposas T Munomnus
TKaHb J Junorenes
Ileuensn, T I'mukorenonus
MBIIIIIBI { Cunres
AnpeHaus Mosrosoii ciiori | Ilosbrmaer TIIMKOT€Ha
HAAIIOYCYHUKOB Ileuenn T I'mokoHeorenes
T Kerorenes
Kuposas T Munomnus
TKaHb J Junorenes
KopkoBslii cnoit Ileuenp T Imiokoneorewes
I'mppoxoptuson | HaanmoyeyHnukoB | IloBeimaer MpImne T Iporeomus
Kuposas T Munomnus
TKaHb
[Teuenn T I'muxorenomms
I'opmon pocra Anenorunodus | Ilossimaer Mpimis T Cunres Genka
Kuposas 1 JTumonus
TKaHb

Tpumeuanue: T — yCKOpEHHE MPOLIECca; ¥ — MHIHOMPOBAHHE IPOIIecca.
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[ToBBIIIAIOT ypOBEHBb TJIOKO3BI B KPOBW TIIIOKaroH, aJpeHalvH,
COMAaTOTPOITHBII TOPMOH (TOPMOH POCTA) U TIIFOKOKOPTHKOMIBI.

['mokaroH, agpeHaqInH U TOPMOH POCTa CTUMYIUPYIOT pacmlaja TIUKOTeHa
(TTMKOTEHOU3) 10 TIIOKO3HI B MEUEHH, a TAKXKE aKTUBUPYIOT pacraj JIUMUIOB
(Tumonm3) B JKUPOBOM TKaHM, B pe3ysibTare 4Yero oOpa3yercs TIWIEPUH —
MOTEHIIMATBHBI MCTOYHUK TJIFOKO3BI B TMPOIECCE TIIIOKOHEOTeHe3a B TICYCHHU.
['MapOKOPTU30H KaK TMPEACTABUTENh  TIIOKOKOPTHKOHWIOB  CTUMYIUPYET
TJIIOKOHEOTEHE3 B TICYCHH U3 TITFOKOTEHHBIX aMUHOKHCIIOT U TIUICPUHA.

['OpMOHOM  THIOKIUKEMUYECKOTO  JCHCTBHSI  SIBISICTCS  MHQYIIMHY
On obecreynBaeT MOCTYIUICHUE TIIIOKO3bI B KIIETKH, aKTUBHPYS €€ TPaHCHOPT
yepe3 MeMOpaHy W CTHUMYJIHpPYS CHHTE3 TJIMKOT€HAa B TICUCHU 4 | JMIHIOB
(fTumoreHe3) B )KUPOBOW TKAHHU.

BaxxHoe perynsTopHOe 3HaUCHUE B YTIICBOJHOM OOMEHE NMPHHAJICKUT U
bpykTo30-2,6-mudochary (D-2,6-®). JlanHoe coenuHeHUE ~oOpazyercs u3
bpykTo30-6-pocdhara monm aeiictBueM OudyHKIIMOHATBHOrO ¢depMeHTa B
neyeHu. YpoBeHb @D-2,6-O mnossimaercs B a0cop@TUBHOM mnepuoje (mpuem
TIHIIIHN).

CH,OH
o +AT® C|H20H
OPOzH.
C|/ = AL ="
|
HO— C—H 0 HO—C—H
| On)y HKEMOHAIBHBIH | O
H— C— OH (epMeHT H— C— oH
| |
" C| W o C|
CH,OPO;H
2 3112 - H3PO4 CH20P03H2
dbpyxroso-6-docdar dpyxroszo-2,6-gudocdar

®-2,6<®,Ha ypoBHE AJUTIOCTEPUICCKON PETYIISIIMHU MTOBHIIIACT aKTUBHOCTD
bochoppyKEOKHMHA3EI, UYTO NPUBOAUT K YCKOPEHHMIO TJIMKOJIW3a B TIEYEHU
U CHW/KEHHIO COJIEp)KaHMS TJIIOKO3BI B KpOBH. B mocTabCOpOTHBHOM Ieproje
MPOUCXOIWT CHWXEHUE KOHIeHTpamun @-2,6-O, 3amemyieHHe TIIMKOJIU3a
A TIepEKITIOYCHIE €TO Ha TIIFOKOHEOTeHE3.

2.7. HapyuieHusi yrjieBOJIHOIro 00MeHa

[Tpy4MHBI HApYIICHUS COCTOSHHUS YTJIEBOJHOTO OOMEHa B OpraHU3ME
YeJIoBeKa MOXKHO pa3/IeliuTh Ha 3 Tpymmbl. [lepeas CBs3aHa C HapYIICHHEM
nutanus. [Ipu HecOanaHCMPOBAHHOCTH PAIlMOHOB IO YIJIEBOJAM, JIHIIHIAM
1 OeJIKaM HaOJII01AaeTCs TUIIOTJIMKEMHUS U KETO3hI.
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Bmopasa epynna mnpuuuH 0O0YyCOBIIEHa HapyIIEHHEM IepeBapUBaHUS
M BCACBhIBaHHS YIJIEBOJOB B JKEIYJOYHO-KMIIEYHOM TpakTe. B OCHOBe
MaTOJIOTUM TEePEeBAPUBAHUS M BCACBHIBAHUS YIJIEBOJIOB JIEXKAT JBE TIPYIIIbI
MIPUYUH:

1) nedbexkTsl (QepMEHTOB, YYACTBYIOUIMX B PACHICIUICHUH OJUTO-
Y TIOJICAXapHJIOB B TOHKOM KUILIEYHUKE;

2) HapyllleHHE MPOILIECCOB BCACHIBAHUS MOHOCAXapUAOB MPU KHUIIEUHBIX
3a00JIeBaHUSX.

W3BecTHBI HAcleICTBEHHbIE U MPUOOpEeTeHHbIE (POPMBI HEAOCTATQUHON
aKTUBHOCTU (DEPMEHTOB, Y4YaCTBYIOIIUX B TMepeBapuBaHuUU yrieBoios, [lpu
HACJIeJICTBEHHOW (opMe HEJOCTATOYHOCTH JIAaKTa3bl MOCIE MPUEMA MOJIOKA
y HOBOPOXJEHHBIX HAOIIOAaeTCsl pBOTA, AUAPES], METEOPHU3M.

Jeduuut naktassl y B3pOCHBIX JIOJEH MOKET UMETh M APYFYIO IPUUHHY.
B0O3MO0XHO CHWKEHHE OJKCIIPECCHMM T€Ha JIaKTa3bl ¢ BO3pacToM. CHUKEHHE
AKTHUBHOCTH JIAKTa3bl B 3TOM CJIy4a€ OTHOCHUTEIBHE, Y’KE MMEIOLIETOCS HU3KOIO
YPOBHSI MOXKET MPOSBISATHCS HEMEPEHOCUMOCTBIO (MHTQIECPAaHTHOCTHIO) MOJIOKA.

[IpuoOpeTeHHbIE MATOJIOTUUM MOTYT HAOIIOAATBCS MpPH  KEIYyAOYHO-
KHUILIEYHBIX 3a00JIeBaHUAX (TracTpuTax, /KOJIUTAX, SHTEPUTAX), B pE3yibTaTe
KOTOPBIX HAPYIIAETCS MPOLIECC PACIIETUIEHUS AU~ U MTOJIMCaXapuI0B.

Hapymenus BcachiBaHUs MOTYT OBITh CIEACTBUEM JieeKTa KaKoro-aiudo
dbepmenTa unu Oeka, Y4acTBYIOINEIO B CUCTEME TpaHCIOpPTa MOHOCAXapHJIOB
yepe3 MeMOpaHy KUIICYHHKA.

Tpemvs epynna npuyuf\HapyLIEeHUs! YIJI€BOJHOT0 0OMEHa OIOCPE0BaHA
HapyluieHueM MeTaboau3Mas YIJeBOJAOB B OpraHax M TKaHAX (SHIOKPUHHBIE
3a0osieBaHus, HapyllIeHIe AKTUBHOCTU (DEPMEHTOB U JIp.).

Haubonee, u3yuyeHHON maronorueid yriaeBOAHOTO OOMEHa SIBISETCS
caxapHblil anaber.., Hegocratok uWHCynHMHA, JdeXallud B OCHOBE JIaHHOTO
3a0oeBaHis, MOXKET  BO3HHMKaTh NpU  HAPYUIEHWHM  €ro  CHHTe3a
B MOKENTYJ09HON *Kene3e (MHCYIMH3aBUCUMBIN caxapHblil nquabetr — U3C/)
WIH npu HapyUICHUU MEXaHU3MOB ero (byHKUIMOHUPOBAHUS
(nAeysinHHe3aBucuMblid  caxapHbii auadet — MHC]]). OCHOBHBIM KJIWHHUKO-
OMOXMMHUYECKAUM CHUMIITOMOM CaxapHOro auabera SBISETCS eunepeiuKkemMus
(MOBBIIIIEHUE COJEPKaHUS TJIOKO3bl B KpPOBH), KOTOpas COINPOBOXKIAETCS
enoxko3ypuerl (MOSABIEHHE THIOKO3bl B Moue). Ha ¢done runeprioukemMun
U TJIIOKO3YpUHM HaOIoAaeTCsl MOBBIMICHHBIA pacnaj, JUMHIAOB M OTMEYaeTcs
anua03.  YBEIMYMBACTCS  COAEp)KaHWe  CBOOOIHBIX  JKUPHBIX  KHUCIOT
U KEeTOHOBBIX Ted. I[lpm caxapHoM auabeTe ycuiIMBaeTcs pacmnaj] OelKOB
(mpoTeou3), YTO NPUBOAUT K OTPUIATEILHOMY a30TUCTOMY OajaHcy.
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Kpome ypoBHS TIJIIOKO3bI, COCTOSIHME YIIEBOAHOTO OOMEHa TaKke
OLICHMBAETCs MO cojiepkaHuio B KpoBu nuposuHorpaanon (IIBK) u monounoi
kucnoT. I[loBeimienue conepxkanuss [IBK orMeuaercs mnpu 3abosieBaHHUAX
NeYeHu, HeJOoCTaTke BHUTaMUHA B;, TOkcuKO3aX, caxapHOM JuadeTe,
runepyHKIIMN TUITO(H3a U MO3TOBOTO CJI0S HAJIIOYSYHHUKOB.

VYpoBeHb MOJIOYHOM KHUCIIOTBI B KPOBU — PE3yJbTaT PABHOBECHS MEKIY
npoLeccaMy ee 00pa30BaHMs U UCTIONIL30BAHMSL. Y BEIMUEHHUE COJIEPKAHUS MOJIOUYHOM
KUCJIOTHI (cunepiakmamemust WIA J1aKkmoayudo3) HAOIIOMAETCS TPU THUIMOKCHSX,
CBSI3aHHBIX C HapylIeHHEM (YHKUIMOHUPOBAHUS CEPACYHO-COCYAUCTON CHETEMBI,
NPU OCTPBIX TeNaTUTAX, 3J0KAYECTBEHHBIX HOBOOOPA30BAHUSIX, AaHEMUSX, KET03aX,
TETaHUSX, TEMOPPATMYECKUX IIOKAX, OCTPHIX OTPABICHUSIX.

Hapywenus y2ne600no020 obmena 6 mKaAHAX OpeaHu3mMa Hen08exa mMocym
Obimb  cea3aHbl makdce ¢ Oeghekmamu epmenmos U “HApYUeHUuem ux
ouocunmesa. Tak, HalpuMep, HEIOCTATOK MUPYBATKHWHA3BL, KaTAIU3UPYIOLIEH
B INMKoiu3e peakuuro npespamenus PEII B vpyBaT, conpoBOXAaeTCs
aepururom AT®. DTO TNPUBOAUT K HAPYMICHWIO SHCPTETUKH JPUTPOIUTOB
(CpOK UX JKU3HM COKpalaercs B 2—3 pa3a) ¥ reMQIMTAYECKO aHEMHUH.

[Tpu HegocTaTOUHOM aKTUBHOCTH (HOChOopHUa3bl U TIIHOK030-6-hocdaTazbl
B [I€YEHU HapyliaeTcss Impouecc oOpa3oBaHMS TJIOKO3bl W3 TJIMKOIeHa.
HaGmronaetrcst moBBbILIEHHOE OTJIOKEHUE  PIMKOreHa B TE4YeHH (TJIUKOreHO3),
B KPOBH CHHXXACTCS YpPOBEHBb W ITIOKO3bl (THUMOTIMKEMHs), TOBBIIIACTCS
COJIep)KaHUE KETOHOBBIX TEJ, JIMIHOB, & B TOKENBIX CIydasX — U MOJOYHOU
KHCJIOTHI.

Henocrarok kimrodeBbIX (pepMeHTOB OKHCIUTENTBLHOM BeTBH [IDI] — rimoko30-6-
dochatnerumporerasbl 1 6-HochormoKoOHATACTHIPOTreHa3bl MPUBOIUT K CHUKEHUIO
obpasoparust HAJI®H(H'). D10 B CBOIO oOuepelh OTPAKACTCA HA HAPYIICHHH
ounocuHTe3a /BoccTaHoBieHHoro TorytatioHa (Gly-SH), sBnsromierocs omHuM U3
KOMITOHEHTOB, aHTMOKCHJAHTHOM CHCTEMBI OpraHM3Ma YeJloBeKa M HMBOTHbIX. [lpm
nedunpite Gly-SH nHabmonmaercs aHeMusi, IPOMCXOUT TpPEBpAIEHUE T'eMOrjoOoruHa
B METI@MOIJIOONH, 3PUTPOLIUTHI MOABEPratOTCs TEMOIU3Y.

Hapymienuss yrineBogHOTo oOOMEHa OTMEYAIOTCSl M TMPU  THIIOKCHUSAX,
BO3ZHHKAIOLIUX npu aHEMUSIX, OpOHXOITHEBMOHHUSX, UH(DCKITUIX,
WHTOKCHKAIMIX, TUIIOBUTAaMUHO3aX. [Ipn medummre Kuciopoga akTHBUPYETCS
aHa’POOHBIA TIUKOJIU3, YTO MPUBOAUT K 2unociuxemuu (CHWKEHHUE YpPOBHSA
[JIIOKO3bl B KPOBM) W HAKOIUICHUIO TNHUpYBaTa, JIAKTaTa M Kak CIEJICTBHE —
K Pa3BUTHIO alli103a.
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KonTposibHbIE BONPOCHI U 3a1aHUA 110 TeMe «O0MeH yrieBo10B»

1. OxapakTepu3yiiTe NpoOLECCHl IEPEBAPUBAHUSA KpaxMalla, MajbTO3bl,
caxapo3bl U JIAKTO3bl B OPraHU3ME YEJIOBEKA U HA30BUTE MUILEBAPUTEIbHBIE
(dbepMeHThI, MPUHUMAIOIIUE B HUX yYacTHE.

2. O0OpsAcHUTE, TIOYEMY KJIeTYaTKa HE TepeBApUBACTCS B OpraHU3Me
YeJIoBeKa, U YKaKUTE €€ OMOJOrnYecKoe 3HauYeHue.

3. B xakux opraHax u TKaHAX MPOUCXOAUT aHA3POOHBIN TJIMKOJIU3 U B UYEM
3aKio4aeTcss ero Ouonorudeckas poiab? OTBET apryMEeHTHPOBAHHO
MOSICHUTE.

4. Hanumwure XUMH3M peaklUUil MOJTOTOBUTENHHON CTaIuu aHA3PEOHOrO
MIPEBPALEHNUS [TIOKO3BI.

5. IlpuBenure XUMU3M peaxkuui aHa’pOOHOTO [JIMKOJIN3a
OT rmiepaibaerua-3-gocdara 10 MOIOUHON KUCTOTHI.

6. Paccuuraiite Beixogq AT® B xo/1€e aHAPpPOOHOTO pacmafia THOKO3HI.

7. OObgcHMTE, KaK OCYIIECTBISETCS pacrnaj TriIfkeréHa B MbIIIIAx
u neueHd. Paccuurtaiite  sHepreThueckuid ( OajaHC — aHA’YPOOHOTO
[JIMKOT€HOJIN3A.

8. llpuBenutre XUMHU3M pEaKIMU OKUCIUTEIHHOEPO IEKapOOKCUIMPOBAHUS
MAPOBUHOTPATHONU KUCIIOTBHI.

9. Paccuwnraiite Boixon AT® npu axpoOHEM “OKUCICHUH TIIOKO3bl. B Kakux
TKaHSX paclIeIVIEHUE TIIIOKO3bl OCYIIECTBISETCS a9POOHBIM ITyTeM ?

10. Hamnmure xumusm oxuciautenbHei BeTBu [IDII. B uem coctout ee
Ouonoruyeckas poJib?

11. [IpuBenure xumMu3M peaxkuuii HeokucautenpHold BeTBu [IDII. Ykaxkure
Ounonornyeckoe 3HaueHue pudo3o-S-pocdara.

12. Ha3oBUTE OCHOBHBIE™) HEYTJIEBOIHbIE TMPEAIIECTBEHHUKN TJIIOKO3BI.
KakoBo 3HaueHHne npo1eeca IIIOKOHEOreHe3a AJIsl OpraHu3Ma 4enoBeKa?

13. Oxapakrepu3yiiTe OCHOBHBIE 3TAallbl CHHTE3a TJINKOT€HA.

14. Ha30BUT€ FOPMOHBI, yHAaCTBYIOIINE B PETYJIALIMN YPOBHS TIFOKO3bI B KPOBU
1 OOBSICHUTe,MEXaHU3M UX JEHCTBUSL.

15. JlaiiTeé, MOACHEHUS TEPMHHAM «THUIEPTIUKEMUSA», TUIOTITUKEMUSY,

«raukoreHo3sl».  OxapakTepu3yWTe€  OCHOBHBIE IPUYMHBI  HApYILICHUA
YIIeBOAHOr0 OOMEHA B OPraHu3Me YeI0BEeKa.

IIpumepHbIe TECTOBBIE 3aJaHKs IO TeMe: «O0OMeH yriieBo10B)

?1. B pacuienyieHuM KpaxmMaJja y4acTBYIOT (pepMEHTHI:
a) caxapasa;

0) ai-amuiasa;

B) JlaKTas3a;

) a-1,6-rmuKo3uaasa;

1) TeJIII0I1a3a.
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?2. KoHeyHble MPOAYKTHI AHA3POOHOI0 ITMKOIM3a (B pacuere Ha 1 mMoJieKyay
IJIIOKO3bI):

a) 6 CO,, 6 H,O, 38 AT®;

0) 2 L-nakrart, 2 AT®;

B) 3 L-nakrar, 3 AT®;

r) 2 CO,, 2 H;0, 12 AT®;

n) 1 L-makrat, 2 AT®.

?3. KoHeuHble MPOAYKTHI a3PO00HOI0 INIMKO/AN3a (B pacyere HA 1 MoJIeRYTY
IJIIOKO3bI):

a) 2 L-makrara, 2 AT®;

6) 1 CO,, 1 H,O, 12 AT®D ;

B) 3 L-nakrara, 3 AT®,;

r) 6 CO,, 6 H;0, 38 AT®;

n) 1 L-makrara, 12 AT®.

?4. Boixon AT® npu oxkuciaenun 1 TJIIOKO3HOT0” OCTaTKa B Ipouecce
aHAIPOOHOI0 pacnajaa rJiuKoreHa:

a) 5 monekyn ATO;

0) 3monekynbl ATO;

B) 1 monekyna ATO;

r) 9 monekyn ATO;

n) 12 monexyn ATO.

?5. HAJIOH(H'), mnoectaBjisieMblii OKHCIAMTeNbHOHi BeTBbi0  I1DII
HCMOJIB3yeTCsl Jis CHHTe3A:

a) XOJIECTEPUHY

0) )KCTIHBIX/KUCIIOT;

B) CTEPOUAHBIX TOPMOHOB;

T') TIIIOKO3HI,

1) BOCCTAaHEBJICHHOT'O ITyTaTHOHA.

26. lIpn OTCYTCTBHH YIJIEBOJOB B PallHOHE YeJI0BeKa CHHTE3 IJTHOKO3bI B €ro
OpraHu3Me MOKeT MPONCXOANThH H3:

a) TIUIEPUHA;

0) acmaparuHOBOM KUCJIOTHI;

B) Ol-aJJaHWHA;

T') XOJIECTEPUHA;

n) L-makrara.
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?7. OcHOBHBIE 3TANbl CHHTE3a INIMKOreHa:

a) rmoko3a — ['-1-® — I'-6-O — V]ID-rimroko3a — TIIHKOTCH;
0) rmoko3za — ['-6-® — ®-6-O — L-makraT —> IIMKOTEH,;

B) ppykTo3a — ®-6-O — L-nakraT —> IJIUKOTeH;

r) raoko3a — ['-6-® — O-6-O — P-5-O — rimkores;

1) rioko3a — ['-6-O — I'-1-O — V][D-riaroko3a — TIIUKOTEH.

?8. YpoBeHbD IJII0K03bI B IJIa3Me KPOBH Y€JI0BEKA B HOPMeE COCTABJISIET:
a) 1,1-2,2 Mmmon/m;

0) 7,5-9,5 mmonn/m;

B) 3,5-6,5 MMoIIb/11;

r) 10,5-15,5 Mmmonb/m;

1) 3,5—6,5 MKMOJIB/I.

?9. I'opMOHBI, NOBBIIIAKIINE YPOBEHD I'TIOKO3bLKB KPOBH:
a) TUPOKCHH;

0) TUAPOKOPTU3OH;

B) UHCYJIUH;

T') TJIIOKAaroH;

1) aApCHAJIMH.

210. Caxapubiii nuader I THNA CBSI3aH ¢ HETOCTATKOM:
a) aJipCHAIINHA;

0) riIroKaroHa;

B) TUPOKCHHA;

I') UHCYJIMHA;

1) TUIPOKOPTH3OHA,

56



Tema 3
OBMEH JIMIIN10B

3.1. IlepeBapuBaHu€ U BcacblBaHHUE JUMUAOB B OPraHU3ME YEJIOBEKaA.
3.2. Ilytu merabonusma riviepuHa.
3.3. Karta®oau3M *KupHBIX KUCIOT.
3.4. MetaOonu3M KETOHOBBIX TEJL.
3.5. buocHHTE3 IUIHI0B.
3.5.1. OGpa3oBaHUE KUPHBIX KUCIIOT.
3.5.2. CuHTE3 TPUALUITIIMLIEPUHOB.
3.5.3. O6pazoBanue HocHoaUunuIOB.
3.6. OOMeH xoJlecTepHHa.
3.7. IlepekucHoe OKHUCIEHUE JUMUIOB, €r0 (PU3UOIOrHYEeCcKas M, JIATOIOTHIeCKast
POJIb. AHTHOKCHUJJAHTHAS CUCTEMA OpraHU3Ma.
3.8. Perynsauus u HapyIeHUs JUIMUIHOTO OOMEHa.

3.1. IlepeBapuBaHue U BcacbIBaHMeE JUIHMIAOB B'OPTaHU3MeE YeJI0BEKa

Huera >xuteneit Pecnyonmuku benapycs” Ha 40% KkanopuiiHOCTU
MOKpbIBaeTcss 3a cueT aunuaoB. OCHOBHYIS YacTh MHILEBBIX JHUIUAOB
COCTaBIIAIOT XUPHI (Tpuanunriuuepunbl —TAl’), cpennecyTouHas moTpeOHOCTh
B KoTopbix coctaBiser 70-80 1N, [as BcackiBanuss TAIT Heobxoammo
pacuieriende ux 10 B-moHoauwamiMiepuHoB (MAI) u cBOOGOIHBIX KUPHBIX
KHCIIOT.

B poToBO#i MOJIOCTH NUIIEBBIE KUPBHI HE MOABEPraioTCs paclICIICHUIO,
MOCKOJIBKY B CIIIOHE( “OTCYTCTBYIOT  (epMEHTBI, JEWUCTBYIOLIME  Ha
TPUALIWITITUIEPUHDBL. Y4, B3pOCIbIX JIIOAEH JKUpPbl MPOXOJAT dYepe3 KeTyA0K
Takke 6e3 0coObIX U3MEHEHUH, TaK KakK 3/1eChb HET ONTUMATbHBIX KPUTEPUEB IS
(GYHKUMOHUPOBAHYS, TUTIA3bl. DTO OOBACHAETCS, C OJHOU CTOPOHBI TeM, uTo pH
KEIyZA0UHETO CeKa coctaBiseT 1,5-2,5, a ¢ Apyroil — TeM, 4TO B >KEIyJKe
OTCYTCTBYIOTWYCIIOBUS JIJISl SMYJIBI UPOBAHUS )KHPOB.

OenoBHOI npouiecc nepeapuBanust TAI' MpOUCXOIUT B TOHKOM OTJENe
KUIIGUHMKE B 1iesiouHoi cpene (pH = 7,6—7,8) npu yyacTum maHKpeaTHYeCKOM
nurtasbl.” JlaHHBI (QepMEHT CHHTE3UpyeTcss B MOJDKEIYAOYHOM Kelese
B HEAaKTUBHON (opme, Ha3blBaeMOW Mponunazoil. Beiienenue mnponunasel
CTUMYJUPYETCSI TOPMOHOM XOJICLIMCTOKMHUHOM, CEKPETUPYEMbIM B KpOBb
KJIETKaMH CIIM3UCTON 000JI0YKH TOHKOI'O KUIIEUHHKA.

AxKTHBanusi MOpPOJNMUMNA3bl OCYIIECTBIAECTCS B TOHKOM  KHIICYHHUKE
B MIPUCYTCTBHUU JKETYHBIX KUCIOT U O€JIKa MaHKPEaTUYECKOro COKa — KOJIUIA3BI.

Tak kak >KUpbl HEPACTBOPUMBI B BOJI€, TO OHHU MOTYT IMOABEPraTbCs
JEHUCTBUIO JIMMA3bl TOJIBKO Ha TpaHulle pasnaena (a3 Boga/xup. ['uaponuzy TAI
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MPEAMIECTBYET HX 3BMYJIbIMPOBAHHUE, OCYIIECTBISIEMOE B TOHKOM OTJEIIE
KHILIEYHHUKA O] AEHCTBHEM COJIEM JKEITUYHBIX KHUCIOT, KOTOPbIE NEUCTBYIOT KaK
JETepreHThl, CHUXAasi MOBEPXHOCTHOE HATSHDKEHHME Ha TpaHMIle pasnena ¢as
Boja/kup. B pesynbraTe KpynHBIE Kallld >KApa pacnafaloTcs Ha MeENKHe
U NPOUCXOJIUT SMYJbrupoBaHue sxupa. Ilnomane noBepxHocTu pasnena ¢as
BOJA/5KUp YBEIMYMUBAETCS, UTO yckopsieT ruaponus TAT .

OMyJNBIUPOBAaHUIO  KMPOB  TaKKe  CIOCOOCTBYET  IEpUCTAIbTHUKA
KUIIEYHUKA M YIJIEKUCHBIA Ta3, KOTOPbIM oOpa3yercs NpuU HEeUTpaau3zaluu
IMJIpOKapOOHAaTaMU  KHUCJIOTO  COJEPKMMOIO  JKENyJKa, MOCTYHaruIero
B KUIIEYHUK:

HCl + NaHCO; ——> H,CO; —> H,0 + CO,T
— NaCl

Boigenenne ruapokapOOHATOB B COCTaBe NaHKPEATUYECKOTO COKa
aKTUBHPYET TOPMOH CEKPETHH, 00pa3yeMblil KieTKaMHu \WCAU3UCTON 000JI0UKU
TOHKOT'O OTJieJla KUIICYHHKA.

[lankpeatnueckas Jaumna3a pacuervisieT o= U o' —CII0KHOA(DUPHBIE CBSI3U
B Mosekynax TAI' ¢ oOpasoBanueM <MOHOAUMITIULIEPUHOB U SKHUPHBIX
KHCJIOT.

o
0
Y 7/
CH, -0~ C-R, CH, - OH //O
0 0] R,-C-OH
// +72 HQO // 1
CH-0-C-R, » CH-0-C-R, +

a o Iuaza Y,

* // R3 - C - OH
CH,-0-C—Ry4 CH, - OH JKMPHBIE KUCIIOThI
TPHAIMIIETAHEPUH B—MOHOALMIITTHIIEPUH

(Tpurnuep ) (B—moHorUIIEpH/T)

Pacwennenue ghocghonunuoos u cmepuoos
[lepeBapuBanue GocPoaunuaoB MPOTEKaET MpU ydacTuu Qocdomnunas,
CHUHTE3UPYEMBIX IMOKETYTOUYHON JKeIe30i B HEaKTUBHOU (opme. AKTHBAIIHS
po(epMEHTOB OCYIIECTBISIETCS MyTEM MX YaCTHYHOTO MPOTEOSM3a B TOHKOM
oTAene KumeYHuka. [IpoaykraMu TOJHOTO THAPOIU3a Tnuiepodochonunuaos
non gAeiictBueM (ocdonumnasz SBISIOTCA TIIMLEPHH, JKUPHBIE KHCIOTHI,
dbocdopHas KUCIOTa U a30TUCTOE OCHOBAHUE (XOJUH, STAHOJAMUH WU CEPHUH ).
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(’pl()(:(’ponnnasa Ay

i
CH,-0-C-R,

dochonmmasa A,

; P + 4 Hy0
CH -0-C-R,
¢docdonumnaza D

O: CH,

Iy |
(:H2—0—1|>!0—CH2—CH2—1|\I+—CH3

OH CH,

-

dochonumaser A, Ay, C, D

(1).00(1)0J'II/IHa3a C

KHEJI0Ta

dbocharuarmxonuH
CH, - OH
i //O CH
R, -C-OH | 3
——> (CH_-OH * //O + H;PQ, ¥ HO-CH,-CH,- I|\I+— CH;
‘ Ry-C-OH Ngbaprias xomma  CH3

CH, - OH SKUPHBIE KUCTOTHI

TJINLEPUH

HauGonpiielt akTUBHOCTHIO cpean (pepMeHTOB, AeilcTByroumx Ha DJI,
obOnanaer dbocdonumnaza, A, obOecrieurBaromast oOpaszoBaHue
muzopochomununoB. . JlaHwble — coeAMHEHHS — caykaT — 3(PQPEeKTUBHBIMU
AMYJIIATOPAMHU KHUPOB U YCKOPSIOT UX EPEBAPUBAHUE.

O
4

CH/~0-C+R,
CH -OH

1 T
CHZ—O—F—O—CHZ—CHZ—Il\I+—CH3

OH CH;4

nuzodochaTHIUIX0THH
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I'uaponmns 3QupoB  XojecTeprWHAa B TOHKOM OTJAENE KHIICYHUKA
OCYIICCTBISICT ~ AIlMIIXOJICCTEpUHACTEpPa3a (oOpasyeTrcs B  IOJKEITYIOYHOU
xKemese).

CH; CH — CH, - CH, — CH, — CH - CH;
. CH; CH;
’ + H,0
0 >
II ALUIIXOJIECTePUH-
R-C 3cTepasa
ALMJIXOJIECTePHH
CH; GH - CH, ~ CH, - CH, - CH - CHy
H, CH;, CHj (”)
+ R-C-OH
—_— JKUPHAast
KHCJIOTA
HO XOJIECTePHH

Bcacvisanue npooykmos pacwenienus ptunuodos. JlaHHBIA TIpoliecC
MIPOUCXOJIUT B TPOKCUMATBHOM YacTU TOHKOIQ KUIIEUHHKA. [ THlIepuH, a Takxke
KUPHBIE KHUCIOTHI C KOPOTKOW JIgHOM Henu (Menee 10 atoMoB yriepoja),
OyZyun XOpOIIO PaCTBOPUMBIMIB BOJE, CBOOOIHO BCACHIBAIOTCSA B KUILIEYHUKE,
MOCTYTAIOT B KPOBb BOPOTHOM BEHBI'M J{ajiee B MIE€UECHb.

bonee  cnoxHble — TpeBpallieHHs ~— MPOUCXOAST  TMPU  BCACBIBAHUH
[3-MOHOAIMITIMIIEPUHOB, JKMPHBIX KUCJIOT C JJIMHHOM YIJIEPOJHOM IIEmblo,
xoJyiecTeprHa ¥ (HOCHOIMITIAOB. DTH COeAUHEHHSI 00pa3yIOT C COMSIMHU JKEITYHBIX
KHCIIOT CMEIIaHHBIE MHIIEIUIBbI, pa3Mepbl KOTOpeiX B 100 pa3 MeHbIIe camMbixX
MEJIKUX SMYJIbIUPOBAHHBIX )KMUPOBBIX Karelsb. CTpyKTypa MULEIUT TAaKOBa, YTO UX
ruapodooHee Supo DopMUPYIOT KUPHBIE KUCIIOTHI, [3-MOHOAITMIMOHOTIIUIIEPUHBI,
XOJIECTEpIH, JKMPOPACTBOPUMbBIE BUTAMHHBI, @ B COCTaB THUIPOPHUIBLHON 000I0UKU
BXOJIAT “COJIM ~KETYHBIX KHCIOT u (ocomumuapl. Munemisl cOIMKaroTCs
CO INETOYHOM KaWMOM KJIETOK CIM3UCTOM OOOJOYKM TOHKOIO KHIIICYHHKA,
Y I THBIE KOMIIOHEHTHI TUQPYHAUPYIOT BHYTPh KJIETOK. JKEITUHbIE KUCTOTHI
MpOXOAT dYepe3 Oapbep CIU3UCTOM OOOJIOYKM B CBS3aHHOM C JIMIIHAAMH
cocTosiHUU. B nanpHeinieM OHM OTIICIUIAIOTCS M 10 BEHAM KHIICYHHKA
MOCTYMAIOT B MOPTAJIbHBIA KPOBOTOK, OTKY/la M3BJIEKAIOTCS IMEUYEHBIO U 3aTEM
CHOBA MOCTYMNAIOT C JKEJIYbI0 B JIBEHAILATUIIEPCTHYIO KUILKY. TakuMm oOpazom,
(YHKITMOHUPOBAHUE KETYHBIX KHUCJIOT HOCUT HIUKIMYECKUIN XapaKTep.

B kierkax ciOu3MCTOM  KUIIEYHHMKA U3  [3-MOHOALMITIIMLEPUHOB
u cBoOomubix kupHBIX KkucaOT (CXKK) o0pasyroTcs TpuUalMITIHIEPUHBI,
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a u3 xosiecrepuna u CXKK — a¢upnt xonecrepuna. HoBocunresupopanubie TAT
W Jpyrue TPyNIbl JIMIMHAOB YYacTBYIOT B (DOPMHUPOBAHUM JIUIIONPOTEUHOBBIX
qacTul, — xunomukponog (XM). Jlunugueiii xkomnoHeHT XM cocrtaBiser
98-99%, GenkoBblif — 1-2%, a nuametp — 0,1-1 Mxm. XM u3 KUIIICUHHUKA J1ajiee
MOCTYMAIOT B JIMM(QY U Yepe3 TPyAHON JTUM(paTHUECKUN MPOTOK B KPOBEHOCHOE
pycno. 3aecs XM mnojaBepraioTcs KaTta0oJlM3My Ha Hapy>XHOH IMOBEXHOCTH
HHAOTEIUANBHBIX KJIETOK TM0J JeWCTBUEM (EepMEeHTa JUNONPOTEHHIMUIIA3ZEI
¢ obpazoBanueM B-monoanunruiepuHoB 1 CXKK. BeicBoOOIUBIIINECS JKUPHBIS
KHCIIOTBHl CBSI3BIBAIOTCS € aJbOyMHHOM IUIa3Mbl KPOBM W B TaKOM\,BHjc
TPaHCHOPTUPYIOTCS K opraHaM U TkaHsAM. OcHOBHbIMU ToTpeOuTessimin, C/KK
ABJIAIOTCS JKUPOBask W MbIIIeYHas TKaHb (IJIs CUHTE3a JIMEMAOB MU Ha
HHEPreTUYECKUE HYXK/IbI).

Ocobennocmu nepesapueanus u 6CAcbl8AHUs TUNUOO0EYHOBOPOHCOECHHBIX

OCHOBHOI MHIIEH HOBOPOXKJICHHBIX SIBISICTES MOIOKO, XKUPBI KOTOPOTO
y)K€ HaXOISATCS B IMYJBIMPOBAHHOM COCTOSHHM M WIOCTYITHBI JJISI JEUCTBUS
muna3sbl. CnuzucTas 000J0YKa KOPHS S3bIKa U NMpUMBIKaroled K HeMy 001acTu
TOPTaHU B OTBET HA COCATENIbHBIC U IJI0TATRIBHBLIC ABMKEHUS (ITPU KOPMIICHHH )
CEKpEeTUPYET JIMHIBAJIbHYIO JIUIAa3y, OCHOBHBIM MECTOM JICHCTBUS KOTOPOM
SABISIETCS KenynoK. OnTuManbpHoe 3HaueHne pH 11s 3To Tunassl HAaXOUTCS B
npenenax 4,0-4,5, uyro Onu3Ke, | K BenuuuHe pH kenymodHoro coka
HOBOPOXKJICHHBIX. JIMHTBaNbHAs JuNa3a HamOosiee akTUBHO pacuieruisier TAT,
COZIEpIKalllie KUPHBIE KHCJIOTHI € KOPOTKOM M CpeOHEW JJIMHOW YTJIEPOIHOU
nemu (C4—Ci;). B xenyake, HOBOPOXKICHHBIX W JAeTel ACHCTBYET TakXkKe H
XKEMyJouHas Jiniasza, “.ONTUMyM KOTOpoil cocraBiuser 5,9-7,9. Omna
oOecrieunBaeT FTUAPOIN3 o' —ClI0KHOA(DUPHOH cBsi3u B Mosiekynax TAI™ moinoka.
JanpHelee “paciferieHue JTUAlWITIUIEPUHOB TMPOUCXOAUT B TOHKOM
KHUIIICUHHKE BJIPUCYTCTBUHU AHKPEATHYECKON JTUTIA3HI.

BeicroOonuBminecss B xone nmnepeBapuBanus TAIT Mojoka >XKUpHbBIE
KHUCJIQOTBL ¢ KOPOTKOM JJIMHOM YIJIEPOJHOM LIETIM BCACBIBAKOTCS YKE B JKEITYIKE,

a CpeliHe- U JNIMHHOIIENIOYEYHbIE KHCIIOThI — B KUIIEUHHUKE.
3.2. lIyrn MmeTa00/IM3Ma IIMIEPUHA

HpI/I HCIOCTATKC YIJICBOJAOB B PAIMOHC TJIMICPUH U3 )KPIpOBOﬁ TKaHH
C TOKOM KpOBH IIOCTYIACT B IICYCHb, T'IC BOBJICKACTCA B TJIFOKOHCOI'CHCI.
I[aHHBIﬁ IMponecC aKTUBUPYCTCA TOPpMOHAMHU T''TFOKOKOPTUKOUIAMU.
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CH,OH CH,0H | HATT CH,O0H
| +2 ATO . 5 é o
J— J— —_— pa— —_ - =
2H f OH [IIMLCPOJIKHHA3A H f OH rauueposnocdar- |
—2 ATl JCTHUAPOrcHa3a
CH,OH a CH,0PO;H, —HAJHMH')  CH,OPO;H,
TJTHLICPUH riaunepon-3-gocdar JUTHIPOKCHAIICTOH-
dochar
O
V4
CH,OH C—H
| |
— < = H—C—OH
€=0 TpHO30(ochar-
| n30Mepasa |
CH,OPO;H, CH,0PO3H,
JUTUAPOKCHALIETOH- TIHLEPATbICT U<
ocdar -3-pocdart,
CH,OPO3H,
|
O —
/ C=0
CH,OH c—H | + H0
| | < 4 HO——C|—H 5 >
o — aIba071a3a pyKT030-1.6-
C=0 T H (|: OH e H—C—OH  ~ubocharasa
| | —H;PO
3P0y
CH20PO3H2 CHZOPO3H2 H—C—OH
|
CH,0OPO3H,
bpykTO30-
1.6-nudocdar
OH OH
-~ -
fHZOH H—C H—C
0= - H c| OH é OH
= HO—C—H ~—————*HO—C—H O ———>HO—C—H 0
| O mmoxosodocdar- | LIIIOK030-6- |
H—C—OH n3oMepasa H—C—OH docdarasa H—C—OH
| | _H3PO4 |
H—C H—C H—C
| | |
CH,OPO;H, CH,0PO;H, CH,OH
($pykTo30-6-hocdar LTEOK030-6-pocdar [IFOK032

Ecmu IIMOCPUH HC BOBJICKACTCS B
HCIIOJIB3YCTCA KaK OHEPIrCTHYCCKOC
B T'JIMKOJIM3.

TOILJIMBO,
AHa3pOOHBIN MYyTh OKUCJICHHS TPU OTOM 3aKaHYUBACTCS

OMOCHHTETUYECKHE MPOLIECChl, OH
BKItoyasich uepes JIAD

oOpazoBanueM 1 MoJekysbl L—MOJIOUYHON KHUCIOTHI B pacdyeTe Ha 1 MOJeKyy

rmiepuna (pucyHok 3.2.1).
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0

4
CH,OH CH,OH ¢ HAT CH,OH c%n
| + AT® | . | - | =
— — - —C— - = < — (C— -~
H=C—OH TIIMLIEPONKHMHA3A HTZCTOH - Tuinepongocgar-  © =0 Tprosodocgats, H~ C—OH
| _ AJI® | NETUAPOTeHa3a 130Mepasa |
CH,OH CH,OPOsH, - HAJH(H") CH,OPO3H, CH,OPOsH,
CITULEPUH rauuepos-3-pocdar OUTAOPOKCHALETOH- CJIALEPaAIbIEr -
dochat -3-pocdar
OH
7° 29 7°
C—0~P=0 C =OH C—OH
+HA', H;PO, | Nog AlD N |
- = H—C—OH < — H—C—OH & H—C—OPO;H
runepanbaerun-3-gocpar- | dochormuuepar- @Oc@;;ﬁ;l;epm- | 3t
Alernnporenasa CH,0PO;H ATa GH,0PO;H. CH,0H
_ HA (H+) 2 32 ATq) 2 3412 2
AH 1,3-mudocdornuuepat 3-pocdornuuepat 2-pocdornuuepat
)
/ /O /O /O
S | / > A _— | - > |
enomazsa C—O~P=0  mupysaTkuHasa“\, C»OH C=0 JNaKTaT- HO—C—H
~H,0 ” N OH - AT || | IeruaporeHasa |
+
((Zsz(b CH, CH, —HAJ CH;
ocdoeHOT- MPyBaT Py BaT -
fpysar (eHosbHas hopma) (xeroHHas dpopma) L-naxrar

PucyHok 3.2.1 — BKiIlOYeHHE IIHIEPHUHA B AaHA3POOHBIH TIHKO0/IN3
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DHepreTUUYECKUi OaaHe aHA3POOHOTO OKHCIICHHS TIMIIEPUHA COCTaBIISIET | MOJICKYITy
AT (tabmura 3.2.1).

Tabmuua 3.2.1 — Boixon AT® mnpu OKUCICHUM TJIHMIEPUHA B aHAYPOOHBIX
YCIIOBUAX

Peakuus N3menenne konuyecta ATD
B pacyeTe Ha | MoyeKyIly INIMIEpUHa
['munepun —— rmwmrepon-3-gocdar -1 ATD
1,3-Audocdoraunepar —> + 1 ATD
—> 3-ochornunepar (cyocTpatHOe hochoprmpoBaHue)
®docpoeHoanrpyBaT —> NUPYyBAT + 1 AT®

(cybcerpatHoe hochopuinpoBaHue)

JHepreTuYecKuii 0aaanc: + 1 ATD

AdPpoOHOE OKHUCJIEHHE TJIMLEepUHAa <COBMANACT C aHa’pOOHBIM 10
o0pa3oBaHus MUPOBUHOTPAJTHON KUCIOTBL{KOTOPAs B AaJIbHEHILIEM B MaTpUKCE
MUTOXOHAPUM  TMOABEPraerca  OKUCHUTEABHOMY  JEKapOOKCHIMPOBAHUIO
c o0Opa3zoBaHuEM AKTUBHOMU YKCYE€HOMN KHUCJIOTBI. B COCTaB
IIAPYBATAETUAPOTE€HA3ZHOT O KOMILTEKCa, KaTaJIu3UpYIOLIEro JAHHOE
npeBpaileHue, BXxomaT 3 ¢gepmenta —  E,—mupyBatneruaporenasa,
E,—  murupposmnownTpaHeaneruinasa, — E3—Auruaposmnowiieruaporesasa
u 5 kopepmento — tnamuBRUdochar (TAD), nunoesas kucinota (JIK), KoA—
SH, HAJT', ®A]I.

Er FId X
ZOmN, Er sk THAL
| Fe ®Aﬂ+ KoA-SH _0
=g > CHy C~S-KoA * CO, + HAJIH(H")
TPy BATAETHAPOT€HAZHBIM
CH; KOMILIEKC aneTHn-KoA

PUpyBaT

KoHeunbIMM  MPOyKTaMU  a3pOOHOTO  OKHCIIEHHS TJIMLEPUHA  SIBIISTFOTCS
3 monekyibl CO,, 3 monekyasl HyO u 22 monekynsl ATD (pacuer sHepreTH4ecKoro
OastaHca puBe/IeH B Tabmuie 3.2.2).



Tabmuua 3.2.2 — Boeixon AT® npu
YCIOBHUAX

OKHUCJICHUH TJHICPpUHA B aBpO6HBIX

Peakius

N3menenune komnuectea ATD
B pacueTe Ha | MOJIEKyJy IJIMIEpUHa

I'munepun —— rwmnepo-3-gocdar

— 1 ATD

I'munepon-3-pocpar —>
—— nuruapokcuaietrondocdar

1 HAJJH (H) — + 3 AT®
(oxucauTenbHOE GpochopHUITUPOBAHIIE)

I'munepansaerua-3-pocpar —>
—> 1,3-nudocdornunepar

1 HAJJH (H) — + 3 AT®
(oxucnurenbHOe (pochopurpoBaHie)

1,3-Audocdoraunepar —> + 1 ATD
—> 3-ochornunepar (cyocTpatHOE hochopriipoBaHue)
docpoeHoanMpyBaT —> NUPYBAT + 1 AT®

(cyObcrpatHoe hocdhopunupoBaHue)

ITupyBar — anerun-KoA

1 HAJTH (H) — + 3 AT®
(oxucnureIsHOE hochopuIUpOBaHHE)

Oxkucnenue anetuia-KoA B LITK

FNLITD (=1 ATOD)
(cyoctpatHoe dhochopunupoBaHue)

OxucieHue B JIBIXaTEIBHON IIEMH
HAJIHH) u DAIH,,
obpazoBagsmuxcs B [ITK

3HAJH (H) —» + 9 AT®
1 ®PAIH, > +2 ATD
(oxucnurenapHOE (hochOopHIUPOBAHHE)

JHepreTuYecKuii 0ajaaHnc:

+ 22 AT®

3.3. KaTa001M3M KMPHBIX KHCJIOT

ﬂ—OKuCJleHue HACBIUWEHHBIX IHCUPHBLX KUCTION
C UEMHbBIM YUCIIOM AMOMO6 yezzepoda
B—OKI/ICJICHI/IC JKUPHBIX KHUCJIOT HPOUCXOIUT B MATPHUKCEC MUTOXOHIAPHUAX

TOJIBKO B 33p06HBIX YCIIOBHAX.

Liépen ‘teM, KaKk BCTYNUTh B Pa3INYHbIE XUMUYECKUE PEAKLUU, )KHUPHBIC
KUCIIOTBIWJIOJDKHBI ObITh aKTUBUPOBAHBL. JTO MPOMCXOAMUT MPHU YYACTUM alUJ-
KoA-cunteTras. JlanHble (epMEeHTHl JIOKAIW30BaHbl B IUTOIUIA3ME KIIETKH
1B MUTOXOHJIpUAX. OHU OTIMYAIOTCA CNEHU(PUIHOCTHIO K KUPHBIM KHUCIOTaM
C PpAa3IMYHOM JJIMHOM YriaepoJHOW ULenu. AKTHBaUus JKUPHBIX KHUCIOT,
uMeronmx or 4 1o 12 yriepogHeIX aTOMOB, NPOHUCXOAUT B MaTPHUKCE
MHUTOXOHJIPUM, a COJIEPHKALIUX CBBILIE 12 aTOMOB yriepoia — B IUTOILIA3ME.

/O + AT®

0

R— CH,—CH,— C—OH
JKUPHAasi KUCIIOTa

anm-KoA-cunrerasa
- AMCDJ H4P2 07

V4
> R_ CH2_ CH2_C ’\’S_KOA
armia-KoA



Ecnm akTuBanMs KUPHBIX KHCIOT MPOUCXOAWIA B IUTOIUIA3ME, TO
AKTUBUPOBAHHBIE  KHCIOTHl JOJDKHBI TPAaHCIOPTUPOBATBCA B  MaTPHUKC
MUTOXOHJIPUMA. DTO OCYHIECTBIIIETCS C MOMOUIBI0 KapHUTHHA. [Ipu ywyactum
KapHUTHHaUWITpaHcpepaspl [ ocymiecTBiseTcss B3aMMOJACHCTBUE KapHUTHHA
C aKTUBUPOBAHHOM >KUPHOU KUCIOTON ¢ 00pa3oBaHUEM alMJIKAPHUTHHA.

0 CH; 0
7 | 7
R— CH,—CH,—C ~S-KoA T H3C —Il\IL CH,— ICH_ CH,—C—OH ——>
ar-KoA CH; OH
KapHUTHH
CH 9)
[ 7
» H;C—N—CH;— CH— CH,— C—~0OH
KapHUTHHALIAJI- | |
TpaHchepasa | CH; (l)
—KoA-SH C=0
I
R
AIWIKAPHUTHH

AUMIKapHUTUH C MOMOIIBIO CHEUMAIBLHOTO  MEMOPAHHOTO MEPEHOCUHKA
TPaHCHIOPTUPYETCS B MUTOHOJAPHAIBHBIA MATPUKC, TA€ MO JeHCTBUEM
kapHutuHaumiaTpancepassl Il u B mpucyrcrsum KoA-SH pacnagaercs Ha
KApPHUTUH W AaKTUBUPOBAHHYIO KUPHYIO KuciaoTy. CBOOOIHBIN KapHUTHH
C TIOMOIIBIO  TPAHCIOKAa3bl  BO3BpallaeTcss B  LUTOIUIa3My  KJIIETKH.
AxTuBUpOBaHHas kupHas kuciota (anmi-KoA) Bximowaercss B mpoiiecc
—OKHCIICHHS, KaKIbIH ITUKII "KOTOPOTr0 COCTOMT M3 4 3TamnoB: 1) oKuciIeHue
c yuactueM OAJ[-3aBUCHUMBIX JErHIpPOTeHa3; 2) NPUCOEAUMHEHUE BOJbI
(rugparauus); 3).okuciesre ¢ nomoliblo HAJI—3aBUCHMBIX JeruAporeHas;
4) THONA3HOE paclIeieHue (PUCYHOK 2).

VYrneponHas Lemnb KUPHOW KUCIOTHl YKOPAUMBAETCA B KaXKJIOM IIUKJIE HA
IBYYTJICPOAHBIN W(parMeHT, BblACIAOMMIcS B BUae auetuia-KoA, KoTopwlii
noctyndet B faapHeiem B LITK. Kpome Toro, B kaxaoM nukie oopasyeTcs 1o
onHou mosiekyine ®AIH, u HAJZTH(H"), okucnsromuxcs fanee B JbIXaTEIbHOM
LeMnu.

B mnocnennuit mmka [B—okucieHuss BOBJIEKAeTCsl aKTUBHAs MacisiHas
kuciaota (Oytupun-KoA), namoiias B KOHEYHOM HTOre 2 MOJIEKYJbl aleTuI-
KoA.

KoHeuHbiMM TTPOJIyKTaMU pacIleTICHUs >KUPHBIX KUCTIOT ABIA0TCS COy,
H,O u ATO.

Jlnist TKaHe#l ¢ BBICOKOM CKOPOCThIO a3poOHOro Meradonusma (cepaeyHast
MBIIIIIA, KPACHBbIE CKEJIETHBIE MBIIIIbI, MMOYKH, MEYEHb U Jp.), a TaKkKe MpH

rOJOlaHUM U HWHTEHCUBHOM (DU3MYECKOM Harpy3ke [—OKHUCIEHUE KHUPHBIX



KHCJIOT CITYKUT BaXKHBIM HCTOYHUKOM 3HEPruu. B To)ke BpeMsi B HEpBHOU TKaHU
KUPHBIE KHUCIIOThl HE HCIOJIb3YIOTCS KaK 3HEpPreTMYecKuil cyOcTpaT, Tak Kak
B Ccuily cBoedl ruapodoOHOCTM OHM HE MOILYyT MPOUTH  4epes
remaTosHuedanuyeckuii  O6apbep. ODPUTPOLUTHI, JIMIIEHHbIE MUTOXOHIPHIA
U COOTBETCTBEHHO a’poOHOro MeTadoiu3Ma, TakKe HE MOTYT HCIOJIb30BaTh
KUPHBIE KUCIIOTHI B KAYECTBE YHEPTETUUECKOTO MAaTEpHAIA.

Paccunrtats Bbixog AT® npu OKMCIEHUN HACBIILICHHBIX XKUPHBIX KUCIOT
C YETHBIM YHCJIOM aTOMOB YTJIepoJia MOKHO IO CJEyIomIeil popmyre:

X=[12x02+5xm2-1)]-1,
IZI€ N — YUCJIO aTOMOB YIJIEpOAA B KUPHOM KHUCIIOTE;

n/2 — xoinumdecTBo MoJiekysn auetwi-KoA, oOpasyromuxcs B Mpolecce
f—oxucneHus;

(n/2 — 1) — KOJIMYECTBO LUKJIOB 3—OKUCIEHUS;

5 — xonmdecTBO MoJiekysl AT®, oOpa3yromuxcs B AbIXaTEIBHOU ILIEMHU
pu oxucnennu 1 monexynsl ®AJIH; u 1 monexynpHATH(H);

1 — konmuectBo Mosekyn AT®, 3arpayeHHBIX HA aKTHUBALUIO JKUPHON
KHUCJIOTBI B IUTOIUIA3ME KJIETKH.

Oxucnenue cTteapuHOBOM KUCIOTHI AacTe 147 monexkyn AT® (tabnuia
3.3.1).

Tabnuua 3.3.1 — Beixogq AT® npu WOJIHOM OKUCIEHUU CTEAPUHOBOM KUCIOTHI

Peaxnus (mporecc) N3menenune konuuecta ATD B pacuere
Ha | MoJIeKyJly CT€apuHOBOUM KUCIOTHI
CreapuHOBas KUCJIOTA “—> -1 ATD
—> creapoui-KoA
B-Oxucnenue,creapomn-KoA Oxkucnenue 9 monekyn auetmi-KoA
c oOpa3oBaHneM 9  MOJEKyI (x 12 AT®) — + 108 ATD

aretuii-KoA

8 | \IMKIOB B-okucnenus ¢ | Oxwucnenue 8§ PAJIH, x 2 ATO ——

ob6pasopanuem 8 DAJIH, wu — 4+ 16 ATD
8 HAJTH(H) (oxucnutensHoe hochopumupoBaHue)
Oxwucnenne 8 HAJJTH(H) x3 AT®
—> ——> +24 ATO®

(oxucnutensHoe hochopuaupoBaHue)
JHepreTHYeCKHH 0aJIaHC: + 147 AT®
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Pucynok 3.3.1 — Cxema B-oKHCJIEHUS )KHPHBIX KHCJIOT



Pecynayusa [—oxucaenus s'cuphvix Kuciom

[Tockonbky —okucienue KUPHBIX KHUCJIOT CBSI3aHO
¢ ¢yakuuonupoBanueM I[TK wu pgpixatenpHOW 1IN, TO €ro CKOPOCTH
peayaupyemcsi TOTPEOHOCTbIO KJIETOK B JHEPrud, T.€. COOTHOUICHUEM
AT®D/AJI® u HAJTH(H )/HAJT'. UeM HIDKe 5TH COOTHONIEHHUS (IIPH TOJIOIaHUH,
(dbuznyeckor Harpyske, crpeccax), TeM 0oJibiiie MoTpeOHOCTh KIeTOK B ATD u,
CJIEI0BATENIHHO, BBIIIE CKOPOCTh 3—OKHUCICHUS KUPHBIX KUCIIOT.

Bricokass axktuBHOCTH anetwi-KoA-kapOokcunasel, mpeBpaliaromen
anetnn-KoA B Manmonuin-KoA B xojie OMOCHHTE3a )KUPHBIX KUCIOT, HHTUOUPYET
MPOLIECC UX OKUCIICHHUS.

Ocobennocmu P—oKucnenuss MOHO- U HOTUHEHACHIUWEHHBIX HCUPHBIX KUCTOM
[pu pacmerviennn onenHoBoit (Cig.; A’) u mmuOfEBOH (Cigo; A”')
KHCJIOT B XOJi¢ B—OKHCIeHHUsT 00pa3ytorcs 1o 9 mosekynr atleTuia-KoA u no 8
MOJIEKYT BOCCTaHOBIEHHBIX KodepmentoB PAAH, “u MHAJIH(H'). Onnako
KaTa0OoJIM3M JaHHBIX )KUPHBIX KUCIOT UMEET Psii OCOOSHHOCTEH.
[lepBoie 3 mukna [—OKHUCIEHHS HpU PacHane OJIECMHOBOW KHUCIOTHI
TIPOTEKAIOT OOBIYHBIM MyTeM T10Ka He oQpasyercs muc—A —noneneHona-KoA.
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muc—A>—nonenenonn—KoA

Hanee ¢epment enomn-KoA-u3mepasza nepemeniaeT ABOMHYIO CBA3b U3
MOJIOKEHUsI 3 B TOJOKEHHWE 2 W MEHSAET UUC-KOH(PUTYpAIuI0 Ha TpaHC-,
HEOOXOIUMYIO JIJIsl JanbHEeHIIero B—oKucaeHus.
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I[aJIBHeﬁHIHe ITHKIIbI B—OKI/ICJIGHI/IH MMPOTCKAIOT OOBIYHBIM IIyTCM.
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[Ipu oxucCIEeHUU TUHOJIEBOM KUCIOTHI MEPBbIE 5 LUKIIOB B—OKUCIEHUS 110

CBOEMY MeEXaHu3My OJU3KM K pacnaay OJEMHOBOM KHCIOTHI, TIOKa He
2

obpasyercss nuc—A"—okreHomn-KoA. IlpucoenuHeHne MOJEKYJIbl  BOJBI



K JaHHoMy Metabonuty paet D—B-ruapokcuoktaHoun-KoA, KoOTopblil He
MO>KET BOBJIEKAThCS B JAJIbHEUIIINE PeaKUU [3—OKUCIICHHUS.

H H
S A0
H,C - (CH,); —C =C - C ~ S-KoA

mmc—A2—okrenomi—KoA

H,0
eHomn—KoA-ruaparaza
H
N 20
H3C - (CH2)4 - (E - CHZ - C~S-KoA

OH
D—B-ruapoxcroktanomi—KoA:

D—B-runpoxcuokranomsi-KoA He MoOXeh, BKIIOYAThCS B JalibHEHIINE
peakiuu f—oxucienus, MTO3TOMY pu y4acTHH bepmenTa
B—runpokcuanuIdNUMeEpPas3bl OH IpeBpaitaeTcad B L-u3omep.

H 0

N %
H3C — (CH2)4 — (lj — CH2 — C~S-KoA
OH

D—p-ruapokcuokranomn—KoA

D-+p-ruapokcuanun—KoA-

onuMepasa
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N 7°
H3C — (CH2)4 — (I‘/ — CH2 - C ~S-KoA
H

L—B-runpokcuokranomi—KoA

JanpHelmume 3 1ukiia f—OKUCISHHs TPOIOIKAIOTCA OOBIYHBIM ITYTEM.



3.4. MeTa00J13M KETOHOBBIX TeJI

K kemonoevim menam oTHOCAT allETOYKCYCHYIO KHCIIOTY (alleToAaleTar),
D—B-runpoxcumacisayro kucioty (D—B-ruapokcudyTtupar) u aneToH.

0
7 /°
C—O0OH C—OH
| | T
‘fH2 |CH2 C=0
C=0 —C— |
| H ? OH CH;
CH; CH, aLeToH
aleTOyKCyCHasl D—p-runpokcumacisinas
KHCJIOTA KHCJIOTA

CHHTE3 KETOHOBBIX TENl OCYIIECTBISETCA B, MUTOXOHIPUAX IEUCHU U3
AKTUBHOW YKCYCHOW KHUCJIOTBI.

CH;3
CH3 CH3 | CH3
p O J 0 THOJNA32 | | /o
C~S-KoA C~S-KoA ~KoA—=SH, ~CH, C ~S-KoA
A | 7°
auerun-Ko C - S-KoA
aueroaueTmi-KoA
% O
C—OH
' Lo
CH -
+ HOH | 2 | CH;
> HO— C—CH > CH, + | 0]
B-runpoxCu—f—metui- | 3 [B—ruapoxcu——meTui- 2 V4
riyTapuin-KoA-CrHTaza CH, riyrapuit-KoA-miasa ¢ = C ~S-KoA
= KoA—SH | 0 | anetnin-KoA
7 CH
C ~S-KoA 3
aleTOyKCyCHast
—runpokcu——merni- KHCJIOTA

nirytapuwi-KoA

AlleToykcycHas KHUCJI0Ta MOXET BOCCTaHAaBJIMBATHCS nanee
10 D—B—ruapoxkcumaciasiHON KUCIIOTHI.
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|C —OH |C —OH

‘sz +HAJH(H") ‘sz

C=0 D—f—runpokcu- H—C—OH

| Oytupar—/1I' ? O

CH; —HAIT CH;

aLeTOyKCYCHasl D—B—runpoxcumacisiaas

KHCJIOTa KHCJIOTa

B mnedyeHu MOXeT Takke OCYIIECTBISITRCS MpsIMOE JcalluMpOBaHUE
aneroanetuin-KoA ¢ oOpa3oBaHueM aIleTOYKCYCHOM KHUCIOTBL, | ©OaHaKo
neanuia3Hasi akKTUBHOCTh HEBEJNMKA U cocTaBisier nuilb 20%, 0T CKopocTH
KeToreHesa.

0 Q)

4 %

|C ~S-KoA |C —OH
+ HOH
CH, & O CH,
(|:: 0 Acaluiiasa (|:: 0
| — KoA=SH |
CH; CH;
aueroaueTui-KoA aLEeTOyKCyCHast
KHUCJIOTa
IIpu BBICOKOM KOHIIEHTpaLuU alleTOYKCYyCHas KHUCIIOTa

He(epMEHTAaTUBHBIM MTyTEM IIPEBPAIIAETCS B ALIETOH.

0
C—OH
| ‘fH3
‘fH2 > (=0
o CO, |
| CH,
CH3 alleTOH
aLeTOy KCyCHAst
KHCJIOTa

AI_[eTOH HC HCIOJIB3YCTCA TKaHAMH, A BbIACIICTCA C BBIIBIXdCMbIM
BO3YXOM U MOYOM.



Pecynayusa buocunmesa kemonogvix mei

B—T'uapokcu—f—merunrinyrapui-KoA—cuHraza  sSBISETCS  KIIOYEBBIM
dbepMeHTOM KeToreHe3a. Ero KOJWYecTBO TMOBBIMIACTCS TIPU  yBEIUYCHUU
MOCTYTUICHUS B TICYEHBb U3 KPOBU JKUPHBIX KUCJIOT, 00pPa30BaABIINXCS B )KUPOBOM
TKaHu Tpu pacmermiennn TAD mon aeiicTBUEM TIIOKaroHa, ajpeHalnHa, MpH
roJIofaHuu U (pU3nUecKoi HarpysKe.

[TocKONbKY JKHUPHBIE KHUCIOTHI B BBICOKMX KOHIICHTPAIMSAX TOKCHUYHHBI,
TO KETOHOBBIE Tejla SBISIOTCA YacThbl0  PEryJSTOPHOIO  MEXaHu3Ma
(Mo TMpUHIUITY 0OpaTHOM CBSI3U), MPEIOTBPAIIAIOIIETO MOOUIU3AIUIO SKIPHBIX
KHCJIOT U3 JKHPOBBIX JETIO.

buonoeuueckas ponv kemonoswix mein

[Ipy nIWMTENBHOM TOJIONAHWHA KETOHOBBIE TeJa SIBITKOTES OCHOBHBIM
DHEPreTUYECKUM MAaTEPUaIOM I MO3Ta, CKEJETHBIX 4Pk, CEPACYHON MBIIIII,
noyuek. //leuensv kemonogvie mena He UCHOAb3Yem.

UYepe3z 2-3 nHA roJIofaHus YPOBEHb KETOHOBBIX TEI B KPOBU YKE
JOCTaTOYEH JJIsl MPOXOKICHUS B KJIETKU MO3TazU CHIKEHUS €ro MOTPeOHOCTH
B IJTIOKO3€.

B nepudepuueckux  TkaHsax W D-B-ruapokcumacisHas ~— KHUCIOTa
OKHUCJISIETCS B ALIETOYKCYCHYIO KUCITOTY.

0
4 /°
C—OH C—OH
| +HAI |
‘fH2 > |CH2
A D—p-runpoxcu-
H—C—OH Oytupar—/1I° ? =0
CH, —HAJTH(H") CH;
D=B—-runpoxcumacisHas aLeTOyKCYCHasl
KHCJIOTa KHCJIOTA

HAJTH(H") BkmtoyaeTcs B ABIXaTENbHYIO IIEMb, a alleTOYKCYCHAs KHCIOTA
B3aUMOJIEUCTBYET C aKTHUBHOM sHTapHOM  kucioTol (cykuuHmi-KoA)
c oOpazoBanueM areroanetTuia-KoA u siHTapHOM KUCHOTHL. J[aHHYIO peakiuio
KaTAJIU3UPYET bepmeHT cyKuMHUI-KoA: aneroareTar-Tpancgepasa,
OTCYTCTBYIOLIMI B NedyeHH. [103TOMy meYeHb HE HUCMOJb3yEeT KETOHOBBIE TEINA,
a «OKCIOPTUPYET» UX IS IPYTUX OPTaHOB U TKAHEM.
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7 7 7 7°
|C—OH C—OH |C~S—K0A |C—OH
sz + sz - > sz + H,

cykuuHmi-KoA: aneroanerar-
C=0 CH, Tpancdepasza C=0 CH,
| | /O | | JO
CH; C~S-KoA CH; C—OH
aleTOyKCyCHas cykuuHmI-KoA aneroanetwi-KoA  aHtapHas kuciora

KHUCJI0Ta

Aneroanetii-KoA npu ydacTum THOJIa3bl pacnafaeTcss Ha 2 MOJIEKYIIbI
aKTHUBHOM YKCYCHOM KHMCIJIOTBI, KOTOpas 3arem noctymnaet B L[TK.

y (0]
|C ~S-KoA CH,
fHZ +KoA—SH 2 7 0
C=0 THOJIa3a C ~S-KoA
| aneruii-KoA
CH;

aneroauetuia-KoA

Ilpu  oxucnenuu  D—f—eudpoxcumacnanoi  Kuciomel  obpazyemcs
27 monexynr AT® (3 AT® 3a cuer‘oxucnerins HAJJH(H") u 24 AT® 3a cuer
OKHCIIEHUs 2-X MoJjekyn anesmn-KoA). Okucnenue 00HOU  MOneKyvl
ayemoyKCyCHOU KUCI0mMbl npusooum K oopasosanuio 24 monexyn AT®.

Buoxumuueexie mexanusmvl 603HUKHOBEHUS KEMO308

B Hopme conepkaHue KETOHOBBIX Tell B IUIa3Me KPOBU YeEJIOBEKa
coctaniser 0,220,6\MMoiIb/11, B Mo4e — 10 1 MMow/n. OgHako, MpyU HETOCTATKE
B paIlMoOHE/yIleBOJOB, U30BITKE JUIUIOB MW TMPOTEHHOB HAOIIOJAETCS
MOBBIIICHAOE COMEpkKaHWE KETOHOBBIX TelI B KPOBH (KETOHEMHUS) W MOYE
(xeTouYpusi), T.e. kemos. IIOCKOJIbKY WHTEHCHUBHOCTH OOpa3OBaHUS alleTHII-
KoA'mpuypacnane nunuaoB mnpessimaer crnocodHocts [ITK ero okucnsatsh
(ttowmputnne Henmoctatka II[YK, OCHOBHBIM HCTOYHMKOM KOTOPOH SIBISFOTCS
yIASBOJIbI), TO M30BITOK aKTUBHOM KHCJIOTHI BOBJIEKaeTCA B KeroreHes. llpwu
(hU3MOJIOTHYECKOM  KETO3€, HaOJIIoJalomeMcsl TMpU TOJOJaHUH, YPOBEHB
KETOHOBBIX TE€I B KPOBMU U ModYe cocTaBiasier 2-3 wmouw/n. llpu
MaTOJIOTHYECKOM  KETO03€, MMEIOIIeM MEeCTO TIpu caxapHoM jauadeTe,
KOHIICHTpAIUsI KETOHOBBIX TeJ AocTturaet 20—30 MMOIIb/I.



3.5. BuoCHUHTe3 JIUNHI0B
3.5.1. Oopazosanue HcupHvIX KUCI0M

buocuHTE3 KUPHBIX KUCIOT HMHTEHCHUBHO IIPOTEKAaET B IICYEHH,
B MCHBIIEW CTEIIEHU — B JKUPOBOM TKAHU U B MOJIOYHOHU >KE€JIe3€ B IIEPUOJ
nakrauuu. [Ipouecc o6pa3zoBaHust JKUPHBIX KUCIOT HE SIBISETCS OOPATHBIM MyTH
ux okucienus. OH mpescTaBiasieT co00i HOBYIO MOCIEAOBATENBHOCTh PEaKLUi
U UMEET Psii 0COOCHHOCTEH.

1. CuHTE3 KHUPHBIX KHCIOT NPOUCXOAUT B LMUTOILIA3ME KIETKHy & UX
pacraj — B MATPUKCE MUTOXOHJIPUH.

2. IlpomexxyTouHbIE TPOAYKTHI B XOJi€ OMOCHHTE3a >KHPHBIX KHCIOT
CBs3aHbl C CyJIb(QTUIPWIBHBIMU TpPYNIaMH anuianepedoesiiero Oenka
(AIIb-SH), Ttorma kak mOpu  [—OKUCIECHUU  SKUPHBIX  KHCJIOT —
¢ CyabGruApuiabHbIMU TpynnamMu kopepmenTa ammpoBaius (KoA—SH).

3. ®epMEHTBI, YYAaCTBYIOIIUE B CHHTE3€ )KUPHBIX KHCIOT aCCOLMUPOBAHBI
B MYJIbTU(EPMEHTHBIH KOMILUIEKC (CUHTA3a KUPHBIX\KUCIIOT).

4. YnnuHenue uenu (dJIOHTALUs) (CUHTE3UPYEMON KUPHOU KHUCIOTHI
MPOUCXOJUT TYTEM MOCIEA0BATENbHOIO “HPHUCOECIUHEHHS JBYYIJIEPOIHBIX
(dbparmMeHTos, MCTOYHUKOM KOTOPBIX ABJISIETCS anetui-KoA,
a HEMOCPEACTBEHHBIM TOHOPOM —MalloHu-Allb.

5.B KkauecTBe BOCCTAaHOBUTCISI, B PpEaKUUSIX CHHTE3a >KUPHBIX KHCJIOT
ucrnonszyercs HAJI®GH(H).  McroynukamMy maHHOTO KO(EpMEHTA  SIBISIOTC:
a) IETUJIPOTeHA3HbIE PEaKIK, \OKUCIUTEILHOM BETBU MEHT030(0c(haTHOrO IyTH
(ITIODIT) npespatuenus yrreBoaos; 6) HAJI®-3aBucrMas U30LUTPATIAETUAPOreHa3HAS
peakuust  LHTK; 4 B) HAJI®-3aBucumass ~ manaraeryporeHasHasi — peaxius
(mpeBparienne, “l=Manara B NUpyBaT B IMTOIUIA3ME KIETKU TP Y4acTUH
MaJlaTAeruporeHa3k).

6. B ‘uuroruiazMe KIETKH DJIOHTalMs MPOUCXOAUT 10 oOpa3oBaHUs
nanbMUTUHOBOU KuCHOTHI (Ci6). JanbHeilliee yIMHEHHE YIIIEPOAHOU LIETH
(mpu\ \HEOOXOAMMOCTH) W  BBEJIECHHE JBOMHBIX CBSI3ed  IPOUCXOIUT
B MUERQXOHIPUSIX U MUKPOCOMAX C Y4aCTHEM JAPYTUX (EPMEHTHBIX CUCTEM.

[Ipouiecc OmocuHTE3a KUPHBIX KUCIOT MOXHO YCJIOBHO pa3leiuTh Ha
2 cTaguy — NOJATOTOBUTEIBHYIO U COOCTBEHHO OMOCHHTE3 (JIOHTALUIO).

B Xome mNOArOTOBUTENBHOM CTAaIWM, BKIKOYAKOIMIEH 3  peaklud,
ocymiecTBisieTcs: oOpazoBanue anetwi-Allb u manonwn-Allb, ucTtounukom
KOTOPBIX SIBJISIETCS aKTUBHASI YKCYCHAsl KUCJIOTA.
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C~S$-Koa ~KoATSH 0"~ S-ATIB

maioHm-KoA maoHmi-Allb

Auernn-KoA-kapOokcuiasa “fipectaBisger co0oil OHMOTHUHCOAEp KA
dbepment. Ero xodepMeHTOM ~GBISCFCS OUOJIOTHYECKH aKTUBHasA (opma
Butamuna H — xapbokcubuomun.

Kaxaplii MUK SJI0HTAHUW B Tpollecce OMOCHHTE3a >KUPHBIX KHUCIOT
BKJIIOHaeT 4 ) konaeHcanus; 2) BOCCTaHOBIEGHHE (PEemyKIus);
3) neruapatanus; 4) BOCCTAHOBICHHUE (PEITYKIIHS).

B xozme »ralla KOHIEHCAlMM TEPBOrO IMKJIA AJIOHTALMHM TPU YYaCTUH

oTalia:

anetwi-Allb
nanee

B3aUMOJIEICTBUE
KOTOPBIN

B—xeroammin-Allb-crBTa3bl
nu Manonmi-Allb ¢ oOpa3oBannem
BOCCTaHaBIMBAETCS 10 P-Tua-pokcuOytupui-Allb B mpucyrcTBum [—keroarui-
Allb-penyxra3pl. Ha Tpersem stame ot B—rumpokcuOytupuia-Allb otimensiercs
MosieKya Boal M oOpasyercs kpotoHmi-Allb. [lanHyro peakiuio KaTaau3upyer

OCYIIECTBIISIETCA
aneroanetuia-Allb,

B-ruapokcuarmn-Allb-gernaparasa.

3aKIIFOUYHTENIbHBIN aTaI UK AJIOHTallUH 3aKJIF0YAETCS
B BoccTaHOBJIeHUH KpoTOoHUN-AIIb no O6yrtupun-Allb non nedictBueM eHOWII-
Allb-penykra3pl. Takum 00pa3oM, yriiepoaHasl LEelb HCXOAHOIO COEIUHEHUS
(aretun-AllB) Bo3pocina Ha 2 atoma yraepoaa (Oytupun-Allb).
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penykTasa y O JeruapaTasa | O
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B-runpoxcudytupmin-Allb KkpoToHni-Allb
H;
+HAJI®HH") CH,
eHoun-Allb- CH,
penykrasa | o)
— o+ /
HAZ® C ~S-Allb
Oytupun-Allh

Bo BropoMm numkie \‘9uaonranuu Oytupun-Allb  B3aumomencTByeT
¢ manoHmi-Allb ¢ oGpasopanuem P—ketokanpoHmi-Allb (Cg¢) u Bce a3rtambl
MOBTOPSIOTCS. TaK MPOMECXOIUT 0 TE€X MOp, MOKa B KOHIIE CEIbMOIO ITUKIIA
anonranuu He 0pasyercs nanbMuUToui-Allb (Cig). OT naHHOro coeauMHEHUS
B NPUCYTCTBUM, (hepMEeHTa Jleallnaa3bl OTUICIUISIETCS alUINEPeHOCAIIUNA OeloK
1 00pa3yeTcsi cBOGOHAS MTaTbMUTHHOBAS KUCIIOTA.

)
7 O +H,0 - y
H5C - (CH,)14 —C ~S-AIlb »  H;C-(CH,);4,—C- OH
neanunasa
nanemutons—Allb — AIIB-SH NaJIbMUTUHOBAS KUCJIOTA

CyMMapHOe ypaBHEHHME CHHTE3a MAJIBMUTUHOBOW KHMCIIOTBI M3 ALETHII-
KoA u manonun-KoA O6yaer uMeTh cienyomui BUI:



Va
C-OH
CH, | +14 HAJIOHH) 40
o + 7 CH2 — 14 HA cD* —8K A_SH > H3C - (CH2)14 -C—-OH
/ | /O D, oA~

C ~S-KoA C{ S-ATIE 7CO,, -6 H,0 NaJbMHUTHHOBAsA KUCIOTA

auetun-KoA  mamonun-KoA

C yuyeTom TOro, 4To Ha 0Opa3zoBaHUE OJHON MOJEKYJIbl MaTOHUI-KoA 13
anetwi-KoA 3arpaumBaetca no ogHoud Mmojekyine ATD u CO,, cymmaphHoe
ypaBHEHUE CUHTE3a MAJIbMUTHHOBON KUCJIOTHI MOXHO MPEeo0pa3oBaTh:

+ 7 AT
CH; + 14 HAJI®OH(H ) . O
> H;C - (CH»)yy —C— OH
8,0 -14 HAJI®", — 8 KoA-SH 3C - (CHy
C ~S-KoA -7 AJl®, —7 H;PO, [MaJIbMUTUHOBAST KUCJIOTA
anerun-KoA -6 H,0

[TanbMUTHHOBAS KUCIIOTA B TAJIbHEHUIEM B\3aBUCUMOCTH OT MOTPEOHOCTHU
KJIETKH MOXXET Y4YacTBOBaTh B OMOCHHTERC JMIMIOB WM HCIOJIB30BATHCS
B KaueCTBE SHEPIeTHUECKOro cyocTpara.

Pecynayus cunmesa s'cupnvix kuciom

NHTeHCUBHOCTh OMOCHHTE3a IKMPHBIX KHCJIOT 3aBHCUT OT aKTHUBHOCTHU
anetun-KoA-kapOokcuiassl, KOTopasi obOecrieunBaeTCs yTeM
KPaTKOBPEMEHHOM U JOJTOBPEMEHHOMN PETyIIAIIIH.

AKTHBaTOpOM JaHHOro ¢epMeHTa Ha YPOBHE KpAMKOBPEMEHHOU
pe2cyaayuu BRICTYHAIOT JIUMOHHAs KucioTa (nutpat) u AT®. Beicokuii ypoBeHb
JaHHBIX COEIUHEHMI CMOCOOCTBYET acCOlMaluy OTAENbHBIX CYObEeIUHMIL
B aKTHBHY1O” Mosekyny ¢epmenta. Maruduropom anetuin-KoA-kapOokcunasbl
M0 MIPUHLTYY 0OPATHOM CBSA3U BBICTYIACT KOHEUHBIN MPOAYKT CUHTE3a KUPHBIX
KUCIIOT, nanbMuTomn-KoA, BbICOKas KOHUEHTPALMS KOTOPOTO BbI3BIBAECT
auccouMraumio pepMeHTa Ha HEaKTUBHbBIE CYObETUHUIIBI.

[JHokaroH WM aJpeHaJMH Yepe3  aJCHWIALMKIA3HYI0 CUCTEMY
cTEMYIHUPYIOT (hochopunupoBanue anetuia-KoA-kapOokcuiasbl, YTO CHUKAET
aKTUBHOCTh (pepMEHTa M OCTaHABIMBAET MPOILIECC CHHTE3a KUPHBIX KHUCIOT.
Wucynun, HaobopoT, oOecneunBaer JnedocdopuwiupoBanue  QpepmMeHTa
U TIEPEXOJI €T0 B aKTUBHYIO (OpMY.

Jloneospemennas pezynayus ONpeNeNsieTcs HN3MEHEHUSIMH CKOPOCTU
CUHTe3a U pacrnaja (epMEeHTOB, YUYaCTBYIOIIUX B 00pa30BaAHUM >KHUPHBIX KUCIOT.
Takol TuN perynsiuu U3BECTEH KaK aJalTUBHBIM KOHTpoJb. Hampumep, npu
JUIMTETLHOM TOTpeOsieHnn OoraTod yrieBojgamMu U O€AHOW JHMMHUIAMH TMULIA



MOBBIMIACTCS CEKpPElUs HWHCYJIMHA, KOTOPBIH CTUMYJIHUPYET HWHIYKIIHIO
(buocuntes) anetui-KoA-kapOokcumassl.

Takum 00pa3oM, H30BITOYHOE TOTPEOJICHHWE YTIIEBOJOB CIOCOOCTBYET
MIPEBPAIICHUIO WX B KUPBL. ['ojomanne wiau OoraTas >KMpaMy THUINA CHIDKACT
MHTEHCHBHOCTD JIUIIOTCHE3A.

Yonunenue osrcupnvix kuciom
B MUTOXOHIpUSAX MPOUCXOIUT JIOHTANM (YIUIMHEHHUE) YIJIEPOIHOM 1Ienu
MaJbMUTHHOBOM KHUCIOTHL. J[aHHBIM MpoLecc TakkKe BKIOYaeT 4 STama\—
KOH/ICHCALIUIO, PEYKIHUIO (BOCCTAHOBIIEHUE), IETUAPATALIMIO U PEAYKLILIO € TO
JIVIIb pasHuLel, 4TO IIPOMEKYTOYHBIE IPOAYKTHI CBSI3aHbI
C CyIb(rUAPUIBHBIMY TpyNIamMu KohepMeHTa aluIMpOBaHUS.
B neuenun u3 nanbMUTHHOBOM KUCIOTHI 00pa3yeTcs cTeapiuoBas KUCIoTa

(Cis).

0 CH;
CH 7
| ; C-OH (CH2)14
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0 | 0 B-xeroarmn-KoA-— |
Vi V4 cuHTasa CH
C ~S-KoA C ~S-KoA _ CO4%,KoAsSH | 20
nanbmuTon-KoA  manonun-KoA Vi
C ~S-KoA
[—ketocTeapoun-KoA
?Hs CH;
(CHo)y CH
+ HAHq)H(H+) B | ( 2)14
B—keroanua-KoA- | B—runpokcuarun-KoA- 2| |
penykrasa CH, Jeruaparasa H—C
— + O - H,0
HAJI® | 7 2 | J 0
C ~5-KoA C ~S-KoA
B—runpokcucteapoun-KoA Tpanc—A’—okranenesonn-KoA
T
+HAIOH(H)
» (CHy)ig
eHomn-KoA- 0
penykrasa V4
J— HAI[CD+ C ~S-KoA

creapoun-KoA
B TkaHsx Mo3ra o0Opa3yrTcs KHCIOTBI ¢ 0ojiee IJIMHHOW YTIIEPOTHOMN
renbio (0T Cyo 10 Cyy), BXOAAIINE B COCTAB IIIUKOJIHMITHIOB.



Obpaszosanue HeHACLIWEHHBIX HCUPHBIX KUCTOM
B mukpocomax TiedeHM M3 CTEapUHOBOW KHCIOTHI IIyTEM BBEICHHS
JIBOMHOW CBA3M (HOecaTypaluud) B 9 TMOJOXKEHHE OCYLIECTBISETCS CHUHTE3
ONIEMHOBOM  KUCIOTHL.  JIaHHBIA  TIpoIlecC  MPOTEKaeT TMpH  y4acTHH
MoseKyIspHoro kuciopona, HAJTH(H"), nutoxpoma bs u hepMeHTa cTeapomi-
KoA-pecarypa3si.

//O

10 9

H;C - (CH,); — CH, — CH, — (CH,); — C ~ S—KoA
creapoui—KoA

0,, HAJTH(H")

creapoun-KoA-necarypasa

2 H,O, HAT"

H H
rod 2

H,C — (CHy); ©C =C - (CH,), — Cx S—KoA
oneoun—KoA

JlecaTypa3bl JKUPHBIX KHCIOT, “MMEIOIIMECS B OpraHu3Me 4elloBeKa
U OJKUBOTHBIX, HE MOTYT OOpa30BbIBAThY,JIBOMHBIE CBA3U Jlajie€ JEBATOrO
yriepoaHoro aroma. Ilostomyd muhonésas (Cigo; A”'?) u  nuHONEHOBas
(Cigs; A”'") kucmotel He MOIVI ‘CHHTE3MpoBaThCS B oprammsme. OHH
ABJIAIOTCS HE3aMEHHMMBIMM U JOJDKHBI TOCTyNaTh BMecTe ¢ numei. [lpu
HaJIMYUUA B OpraHu3Me JIMHOJICHOBOM KHUCJIOTHI U3 HEe MOXKET 00pa30BBIBATHCS
apaxungonoBas kuciota (Cig; A>*'"') — npemmecTBennnk 5iiKko3aHOMIOB
(mpocTarnaHANHOB JIGUKQTPUEHOB U TPOMOOKCAHOB).

3.5.2. Cunme3 mpuayuncnuyepumnos

CyulectByloT 3 nytd  OWOCHMHTE3a  TPUAIWITJIMLIEPUHOB  —
MOHOTJIMLICPUIHBIHN, TiHIepoadochaTHBIN U AUTHAPOKCHANeTOHGOCHATHBIM.

Monoenuyepuonslii nyms TPOTEKAaeT B CTEHKE TOHKOTO OTAeNa
KUII€YHnKa B xojae pecuHTe3a TAI. HMcxomgueiM cyOcTpaToM Il ATOTO
npouecca  sBIsAOTCA  P—MoHoaumnriuuepunsl  (MAI), oOpa3oaBiiuecs
B TOHKOM  KHUIIEYHHMKE B  pe3yJdbTare  pACIHICTUICHUS  IHIIEBBIX
TPUALIAIITIIUIIEPUHOB mnoj NeHCTBUEM MaHKpeaTH4eCKOon JIUTIA3bI.
B—MoHoanuATIMIEPUHBl TPU  YYaCTUHU aIliITpaHcepas B3aUMOACHCTBYIOT

C AKTUBHUPOBAHHBIMU KXUPHBIMU KHUCIIOTAMH, B PC3YJIbTATC YCTO 06p33y10TC$I
TAT.
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| amuTpaHcepasa | y 0

CH,— OH -2 KoA—SH CH,—0— C—R,
B—MOHOaIMITTUIIEPUH TPUALUITTIULEPUH

T uyeponghocghammuerii. - nymes  oOpa3oBaHUS  TPUALMITIIMIIEPUHOB
MPOTEKaeT B OOJBIIMHCTBE OpraHOB M TKaHel. [lepBoHayalbHO TIMIIEPUH B
npucyrctBun  AT® wu  depMeHTa  TIMIEPONKUHA3BI  [OABEPracTCs
dhochopunupoBaHuIo
¢ oOpazoBaHueM ruIEeposi-3-gocdara, KOTOPHINA NP B3aUMOIACHCTBUM C ABYyMS
MOJIEKYJIaMH aKTUBHPOBAHHBIX KHPHBIX KHUCIOT AaeT GocardaHyro KHCIOTY.
Or paHHoro coeauHeHuss npu ydactud (ocharniardochoruaposnassl
ormerigercss (GocdopHas kuciora u obpasyercs, avamunrauuepun (JAT).
Ha 3axmtountensHoM atane, karanuzupyemom ATl -amuntpancdepasoit, JAT
pearupyer ¢ akTUBUPOBAHHOM KUPHOU KUCTOTOW 1 96pazyercs TAT.
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dochatuanas kucmora AMALMITTHLIEPHH
/O
CHzo - C - R]
| 70
—  » H—C—0—C-— Rz
| /0
CHzo - C - R3
TPUALIMIITITUUEPUH
['muuepoisikuHaza OTCYTCTBYET B JKMPOBOW TKaHH, MMO3TOMY OCHOBHBIM
HMCTOYHUKOM riuuepoi-3-gocdara 371eCh SABIIACTCS OucUOpOoKCuU-

ayemonghoccham (JJAD), KoTOpbId 00pa3yeTcs TMpU pachaze TIHOKO3BI



M0 TIMKOJIUTUYECKOMY MyTH (pucyHok 3.5.2.1). Takum oOpa3om, U3 yriaeBoa0B
CUHTE3UPYIOTCS KUPbI. JJaHHBIN Tpolecc aKTUBUPYETCS MHCYIHHOM.

IJIIOKO03a
ATO

AJl®

TIIFOK030-0-ocdar

|

bpykro30-6-pocdar
ATD

AJl®

bpykro30-1,6-qudocdar

riuepanbaerua-3-hocdar,

CH,OH CH,OH
| +HAJTH(H) |
C=0 - = —Cc—
| rutepondochat- H f OH
neruaporeHasa
CH,0PO3H, ¥ CH,0PO;H,
IUTHAPOKCHALIETOH- —HAA 3
bocdar rimepon-3-pocdar

Pucynok 3.5.2.1 — CxeMa, nipeBpaleHusi IJII0KO03bI B rnnepos-3-gpocdar

HanpHetiee \ npeBpaienue raunepos-3-pochara B TAIT anamorudHo
riuepoidoeCharnomy mytu. JKUpHBIE  KUCIOTBHI, HCIOJIb3YyeMbIe IS
oOpazoBanus, TAT', noctynaioT B aAMMOUUTHI )KUPOBOM TKaHU U3 KPOBU IOCIIE
ruapofiiza KUpoB, Bxomaumx B coctaB XM u JIIIOHII (manubIil mporiecc
OCYIICETBISIETCS TIPU YYaCTUH (pepMEHTA JIMIONPOTEHHIIUIIA3bI HAa TOBEPXHOCTU
SHAeTEMS cocynoB). JKUpHbIE KUCIOTHI, HeoOXxomaumbie st cunte3a TAI,
MOTYT 00pa30oBbIBaTbCA B aaunouurax u3 aunetwi-KoA, sBistomierocs
MPOMEKYTOUYHBIM MPOAYKTOM a3pOOHOT0 TJIMKOIU3A.

Monekynsl TAI' B agunouurtax OOBEIUHSIOTCS B KpPYIHBIE XUPOBbBIE
Kaljld, HEe COJAep Kallue BOJbI, U NPEJCTaBISAIOT cOO0M KOMMAKTHYI0 (hopmy
XPaHEHMs SHEPreTUYECKOr0 TOIUIUBA.

HurunpoxcuaneronocdatHsoiii myTh o0pazoBanust TAIL', kpome kHUpOBOI
TKaHU AKTUBHO, IIPOTEKAET TAK)KE U B IICUYCHHU.



3.5.3. Oopazosanue gpocghorunuoos

O6pazoBanue Gpochonunua0B UHTCHCUBHO MPOTEKAET B MEUYCHHU, CTCHKE
KUIICYHNKA, CEMEHHHKAX, SUYHHKAX, MOJIOYHOW XKejle3e W JAPYTruX TKAHAX.
HaubGonee Baxubie (ochonunuabl CHUHTE3UPYIOTCS B HSHAOIIIA3MATHUECKOM
CETH KIICTKH.

Cunmes ¢pocchamuoos

Hauaneubie sTanmbl cuHTe3a (ocdaTuI0B COBHALAOT C OO0pa3OBaHUEM
KUPOB J10 CTaauM TMOJy4YeHUd AuanwiriuiepuHa. B pansHeimem4, JIAT
pearupyetr c¢ LJD-xomunoMm, [[JID-3tanomamunom wim [J[D.Cépurom,
o0pa3oBaHUE KOTOPBIX OCYIIECTBISICTCS CJICAYIOMUM myTeM. B HaGame XomuH
(oraHomamMuH WM cepuH) B npucyrctBun  AT®D mpespainaercs B
bochopunxonun (bochopundTanosamMud uinu GochopucepuH),” KOTOPhIA B
peakiuu ¢ nutuauaTpudocharom (LITD) naer I D-xomud (L JD->Tanonamun
i [ D-cepun).
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(bOC(bOpI/IJ'IXOJ'H/IH-'
OH OH OH uutuauITpanchepasa

~ H,P,0,

P (7

N CH2—0—1|>—0~|P—0—|CH2—CH2—1|\I+—CH3
OH OH OH CH;

OH OH
muTuauHA(ochHoXoNIH
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CH,0— C—R, CH,0—C—R,
| 20 > | -0
+ H—=C—O0—C—Ry o oo H—C—O0—C—R, -
| Tpanchepasa | i | 3
CH,OH _IM® CH,0 - P -0 - CH, — CH, - N*— CHj
I[I/IaL[I/IJ'IFJ'II/IL[epI/IH |OH (le3

docharuauTxoauH

AHaANOrMYHBIM ~ MyTeM  OCYIIECTBIAETCS  cuHTe3  (pochatumaudi-
3TaHOJIAMHHA U GochaTHINICEPHHA.

/° 4°
CH0—=C—R, CH,0—C—R,
| //O | P Q
8 N
|
CHO0— F — 0 = CH,— CH;— NH, CH,0% F —O0—CH,— ?H— COOH
OH OH NH,
bochatnaunsTanOAMUH dbocharununcepun

dochaTuanadTaHOJIAMUH MOXET MpeBpamaThesi B (HochaTuTUIUIXONIUH
B peakuuu ¢ 3 MoJieKyiaamit, S«aneHo3uametTuonnHa (SAM), sBistouierocs

AOHOPOM METUJILHOM I'PpYIIIBL.

o NH,
7 N N
CH,0— C+*=R; U
| 0
g
—>
H— C—=0— CR, + 3 N
| ﬁ’ HZ—?*—CHZ—CHZ—?H—COOH
CHzo— F —0— CH2 - CH2 - NH2 CH3 NI—I2
OH
docharumunTaHOAMUH

S—aneHo3IMETHOHHH
(SAM)
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CH,0— F — O— CH,— CH, —N*CH, NH,
OH (|3H3 H H
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S—aaeHO3HIATOMOIIHCTEHMH

B peakuuu ¢ cepuHom GochaTuanidTaHOAMUH AaeT GochaTHIUILCePUH.

0
7
CH,0—C—R; COOH
/0 |
7 | ]
CH,0— P — 0 — CHy— CH, NH, CIER,
OH L—ceprn
dbochaTraUIITAHOAMIUH
P O
CH,0—C—R;
|0
| h) ATaHOAMUH
CH,0— IP — O —CH,— ?H— COOH
OH NH,
dhoChaTumicepur

Cunmes cguneoghocghorunudos
O6pdzoBauue chuHrohocdoaunmuI0B OCYIIECTBIACTCS B HEPBHOM TKaHHU.
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+ IJIP—xommH

—_— H3C—(CH2)12 —CH:CH—CH—CH—CHon L
[ | xonuHpocho-

OH II\IH TpaHcdepasa
C=0 - IM®
I
CxHyy

nepamul (N—IHUrHOLepOrICHUHTO3HH)

o)
Il
OH Il\IH OH H;C - N'~CH;,
_ |
¢=0 CH,
Ca3Hyy
chUHTOMUETIH
3.6. O0MmeH xosecTepunia
XoectepuH (XO) CUHTE3UPYCTEs IIUTOILIA3ME KJICTKH

U SHJAOIUIa3MaTHYeCKoM peTukynyme. [ledenp — 0cHOBHOe MecTo cuHTe3a XC
(6onee 50%). B ToHkoMm otaene Kuiedhwuka oOpasyercs 15-20% XC,

OCTAJIBHOC €T0 KOJINMYCCTBO — B 4KOXKC, KOPC HAAINMOYUYCYHHUKOB H IIOJOBBLIX
KCIC3ax.

18 20 22 23 24 27
CH; CH- CH, - CH, —CH, >CH Z'CH,

21
CH, *CH,

HO XOJIECTEPHH

B, cyTku’'B opranusmMe 4esioBeKa CHUHTE3UPYETCsl OKOJIO 1 T' XojecTepuHa,
¢ mnmgueity nocrynaer 0,3-0,5r. OOmee coaepkanne XC B opraHusme
coeraBisieT ~ 140 r.

XC BXOJHUT B COCTaB KJIETOYHBIX MeMOpaH, WCIOIb3YyeTCs IS CHUHTE3a
xemanbix  kuciaotr (0,2-0,6 T B cyrku), crepouaHbix ropmoHoB (0,04 r),
ButamuHa D3 (0,01 r). C dexanusamu 3a cyTku BeiBoauTcs okojio 0,5—-0,7 r XC,
a ¢ Ko>kHbIM cajoM — 0,1 T.

o 90-93% Bcero XC coaepXuTCs B KIETKaX, OCTAILHOE €ro
konudectBO (7-10%) — B kpoBu. 13 Bcero XC kpoBu 70—75% npuxoautcs Ha
stepuduiporannyo popmy u 25-30% — Ha cBoOoanyro. [lockonbky onHa
u gpyras GopMmbl  SABISIIOTCS  TUAPOPOOHBIMH, B TUIa3M€ KPOBU OHH



TPAHCIIOPTUPYIOTCS B COCTaBE OEIKOB JIUMOMPOTEUHOB, KOTOPBIE 00ECIICUUBAIOT
nocTyrieHue sHAoreHHoro XC B TKaHU, OmpeAessioT moToku XC Mexay
opraHamMM M yJaJIeHHEe ero HM30bITKa W3 opraHusma. B Hopme coaepxkaHue
obmero XC B KpoBW uenoBeka coctaBiseT 3,35-5,2 mmounp/n. C Bo3pacToM
JAHHBIN TIOKa3aTelb, KaK MpaBuiio, yBeauunBaeTcs. [IpeBbilieHre HOpMalbHOM
KoHIeHTparuu XC B KpOBU HA3bIBACTCS 2unepxoiecmepunemuel.

Hapymenue o6mena XC 0OpuBOIUT K  TUNEPXOJIECTEPUHEMUU
U TIOCJICNYIOIIEMY amepocKiepo3y, TIPU KOTOPOM XOJIECTEPUHOBBIC OJISIIKH
OTKJIQJBIBAIOTCSI B CTEHKaX KPOBEHOCHBIX COCYJOB. JTO BileueT 3a coboi
paspylieHre KIETOK SHIOTEINS COCYAOB, M B TAKMX MECTaX 4acTO ObOpa3yIoLes
TpoMObl. OJHOM M3 OCHOBHBIX MPUYMH PAa3BUTHUSI ATEPOCKIIEPO3a (SIBIIETCS
HapylieHue Oananca Mexay noctymienneM XC XC c nuinei, ero“CUHTe30M U
BbIBeJICHHEM U3 opranu3Ma. Beigenenne XC U3 OpraHu3mMa «QrPaHUYCHO
(ae 6onee 1,2—1,5 1 3a CyTKH), a TOCTYIUICHUE €TI0 C MUIIEH NPUNHETIPaBUILHOM
U TUMNEPKAJOPUMHOM MHUTAHUU MOXKET MPEBLICUTH AaHHBINNOapbep. [lorTomy
C BO3pacToM, OCOOCHHO Ha (poHE TUMmoAMHAMUM, TTPOUCXOANT HakoruieHue XC
B opranu3Me. B pa3BuTHmM aTepockiepo3a BaKHBIM (AKTIPOM TaKKE SBIISIOTCS
reHeTuyeckue aedeKkThl 0eTKOB M (HEePMEHTOB, YHACTBYIOIIUX B METa0OIM3ME
XC.

Hakormienne XC B opranusMe/ WpPUBOAUT U K JPYrod MIHUPOKO
pPaclpoOCTpaHEHHON TMAaTOJOTUM — >KeM4HOKaMeHHOoW Oone3nu. [Ipu maHHOM
3a00JIEBaHUM B KEIYHOM ITY3BIpE, OOpABYIOTCS KaMHH, OCHOBY KOTOPBIX
COCTaBJISIET XOJIECTEPHH.

3.7. IleperucHoe OKUCJIeHHE JIUITHI0B
U AHTHOKCHIARTHASI CHCTEMA OPTraHN3Ma 4YejioBeKa

Peaknuy diepekucHOro (EpOKCUIAHOTO) OKUCICHUS JUIHIOB MOCTOSHHO
MIPOUCXO/ISIT, B\OpraHu3Me ueoBeka. B HOpMe OHM HaIlpaBJICHBI HA OOHOBJICHHE
KICTOYHBIX\ MEMOpaH, a JICWKOUUTH KPOBH C TOMOINBIO JaHHOTO IMpolecca
yYaCTBYIOT B 00€3BpPEKUBAHUN OaKTEPUATBHBIX KICTOK.

OcuoBHbIM cyOctparom [IOJI sBIArOTCS HEHACHIIICHHBIE >KUPHBIC
KHUCIIOTBE (OCHONUNUIOB KIETOUHbIX MeMOpaH. OHM TOJBEpPraloTcs aTake
aKTUBHBIMH GopMamu kuciopoaa (ADPK), kK KOTOPBIM OTHOCST THIPOKCHIBHBIH
paaukan (OH), runponepokcunubiii pagukan (HO,) cynepokcuaHblii aHUOH
(O;7), mepokcun Bomopona (H,O,), rumoxmnoput-annon (OCI), MoHOOKCH]
azora (NO).

B  00buHBIX yCIIOBUSAX (DYHKIIMOHMPOBAHHS  JBIXaTEIbHOW  IICTIH
B pe3yJbTaTe 4-3JE€KTPOHHOTO BOCCTAHOBIICHHUS KHCIOPO1a 00pa3yeTcst Bojia:

O,+4&+4H —> 2H0



B T0 x)e Bpems okoisio 5% O, BoccTaHaBIMBAeTCs HE MOJHOCTHIO. [lpu
OJIHORJIEKTPOHHOM BOCCTAaHOBJIEHMHM KHCJIOpOAa 00pa3yeTcss CyNepOKCHIHBIN
aHuoH O, , IBYXAJIEKTPOHHOM — mepokcul Bogopoaa H,O,, TpexdaeKTpOHHOM
— TUAPOKCUIBbHBIN panukan OH':

g g, 2H" e, H'

b

02 _—> 02_ _—> H202 _—> OH+H20

OCHOBHBIM MCTOYHHMKOM cyrnepokcua-anuona O, sasmsercs HAJID-
OKCH/JIa3-Hasi CUCTEMa MUKPOCOMAJIbHOM LIENH NEPEHOCA DJIEKTPOHOB:

HAJ®PHMH) +2 0, — HAJD +0,”

Monookcus azoTa oOpa3zyeTcss W3 aMHHOKHUCIOTHI L-apruHuH moj
nerictBueM epmerTa NO-CHHTA3BI.

INmmoxnoput-annon OCI™ oOpasyercs B JIeHKOLUTAX.

Haubonee peakunonHo-ciocooHsiM n3 ADK sSBISeTCH, THAPOKCUIIBHBIN
panukan OH', B3aumMoaeicTBYIOMMI ¢ OOJIBIIMHCTBOM, OPraHUuYECKUX MOJIEKYI.
OH OTHUMAET OT HUX BJEKTPOH U MHUIUUPYET LENHBIE GBOOOTHO-paUKaTbHBIC
pEaKIuu OKHUCIICHHUS.

[Ipouiecc MEPOKCUIHOTO OKHMCIEHUSL JIUMMIOB MPOTEKAET MO CBOOOJHO-
pajuKaIbHOMY MEXaHuW3My M BKIouaeT 4, craguu. Ha mnepBoit — cmaouu
uHUYuayuyu TPOUCXOIUT 3aPOXKIEHUE LEMH B PE3yJIbTaTE OTHATHS BOAOPOAA OT
rpynnsl —CH,— B HEHACHIIIEHHOM JKUPHOU KHUCIIOTE MOJEKylbl (ochonunuaa
(L—H). [Ipu oM 00pa3zyercs ATMNWIHBIN pagukan L

L-H + OH — L + H,O0.

Jlanee mpoTeKaeT cmdaodus pa3eumusi Yenu:
L' + 0, —> KOO\(niepokcuaHbli paguKai JUMUIA);
LOO + L-H ——> LOOH (runponepokcun nununaa) + L' u T. 1.

Taxkum 0Opasom, B mnporecc I[IOJI BoBinekaroTCs HOBBIE MOJICKYJIBI
muniuaoB.~ Ckopocts IIOJI Tem Bblle, 4YeMm OoOJbllIe JIBOMHBIX CBSI3EH
B HEHACBIICHHOM )KUPHOMW KHUCIIOTE.

Cmaous pazeemenenus yenu BKJIIOYAET B3aUMOJICHCTBUE
THAPOIICPOKCHIA JIMMUAA C MOHAMHU METAJUIOB NMEPEMEHHON BallEeHTHOCTH, YTO
MIPUBOIUT K 00OPa30BaHUIO HOBBIX PaJMKaIOB, BHOBb BKJIIOUAIOIIMXCS B CTAIUIO
pPa3BUTHS LIETIH:

LOOH + Fe*" —— LO' (ankokcuibHbIii pagukan) + OH™ + Fe’*

Cmaous obpviea yenu 3aKIIOYACTCI BO B3aWMOJCHUCTBUU PaJHUKAIIOB
C aHTHOKCHIaHTaMHM (HaIrpuMep, ¢ BATAaMUHOM E — Tokodepoaom):

LOO + Toc—OH (trokodepon) ——> LOOH + Toc—O (pagukan
Toko(depona).



B BoccranoBnenun pagukana Toc—O no Toc—OH mpuHumaror ydactue
ButaMuHbl C (ackopOuHOBast kuciota) u Q (yOUXHHOH).

HedepmentuBHoe 3BeHO aHTHOKCUAAHTHOU cucteMbl (AOC) cocTaBisioT
TaK)Ke TJIyTaTUOH (M Jpyrue THOJICOAEpIKallue COeAMHEHHUsI), TpaHC(hEeppHH,
MoOY€eBasi KUCJIOTA, JIMMOHHASI KUCJIOTa, OMIMPYOUH, B—KapOTUH, BUTAMUHBI A
(petunon), D (kaneuudepoi), P (6uodraBoHOUIH).

®epmentatuBHoe 3BeHO AQOC  BKIIOYAET CYyNEPOKCUAAUCMYTA3Y,
Karajnasy, IITyTaTHOHIIEPOKCUAA3y, IITyTaTUOHPEAYKTA3y, LIepYJIOIUIa3MHUH.

3.8. Peryasiuusi ¥ HapylIeHUs JJUNIMAHOTO 00MeHa

OOMeH NMHMHUIOB PETYIUPYETCS HEUPOTYMOPATBHBIM Iy TeMs=l TIOKaroH,
aJpCHAJINH, TUPOKCHUH, TJIIOKOKOPTUKOMJIBI CTUMYJIHPYIOT, pacHaa JIUIHJIOB.
WHCyNWH aKTUBUPYET CHHTE3 JIUITH]IOB.

[TaTomoruy JIUMUAHOTO OOMEHAa MOTYT OBITh/ BBI3BaHBI HAPYIICHUEM
NepeBaprBaHUs W BCAChIBAHUS JIMIHIOB TpHU 3a00MCBAHUSAX ITOKEITYI0THOM
&Kese3bl (MaHKPEeaTUThI), MeUYeHH (TeMaTUThI), KUIICUHIKA (SHTEPUTHI), a TaKXKe
HapylIeHUEM  BHYTPUKIETOYHOTO  Merabonu3Ma  JUNUAOB  (CHIDKCHHE
aKTUBHOCTH (hepPMEHTOB, TOPMOHAJILHBIIHCOATAHC).

CocTosiHMEe TUMUAHOTO OOMEHAa B OPFAaHU3ME YEJIOBEKa OIICHMBACTCS IO
colepkaHnio B IiazMe (ChBOpoTKe) KpoBu o6Ommux JunuaoB  (OJI),
tpuanuariuiepuHoB (TAD), dochonunuaos (PJI), obmero xonecrepuna (0X),
KETOHOBBIX TeJ (Tabnuia 3.8.1).

Tabnuua 3.8.1 — [lokazaTenu CHIBOPOTKU KPOBU, XapaKTEPU3YIOIIHE COCTOSTHUE
JUTIATHOTO OOMEHA, y YeJIOBEeKa

[Torazatenu Min — Max
OJI, r/i 3,50-8,00
TAT, MMOJIB/I 0,40-1,80
D J1, MMOIIL/IT 1,97—-4,68
OX, MMOJIB/1T 3,35-5,20
KetoHnoBrsle T€1a, MMOIB/II 0,20-0,60




KonTposibHbIE BONPOCHI U 3a1aHus 110 TeMe «O0MeH JTUINI0B»

1. Oxapakrtepu3yiiTe mnpoUecCchl NEPEBAPUBAHUSA TPUALMITIULIEPUHOB,
dbochonunuaoB W CTEPUIOB B  OpraHU3ME 4YeJIOBEKa M  HA30BUTE
NUIIeBapUTeNIbHbIE (PEPMEHTHI, NMPUHUMAaloIKMe B HUX yyactue. KakoBa pouib
KETYHBIX KUCIJIOT B JaHHBIX IIpoLieccax?

2. Hanumure cxeMy BKIIFOYEHUS TIULIEPUHA B TIIFOKOHEOTEHES.

3. [IpuBeguTe cxemy BKJIIOYEHHUS INIMIIEPUHA B aHA’POOHBIA TIIMKOIN3
u paccuntaite Boixoq ATO.

4. Paccuuraiite Bbixoq AT® npu a3poOHOM OKUCICHUH TIUIEPUHa

5. [lpuBeauTe XUMU3M peakUUd [-OKHUCIEHHUS O KUPHBIX| JKUCIOT
B MATPUKCE MUTOXOHAPHIA.

6. Paccuutaiite  Beixogq AT® n1npu  OKHUCIECHHH.. \, CTEApUHOBOM,
MaJbMUTUHOBOM M MAaCIIIHOW KUCJIOT.

7. Hanumure CTpYKTYpHBIE (OPMYJbl alleTOYKCYSHOM KUCIOTHI, [3-
TUIPOKCUMACIISIHOM KHUCIOThI M aneroHa. Kake@Bo ‘Guefiormueckoe 3HavYeHHE
JAHHBIX COCTUHEHUN ?

8. B ueM COCTOSIT OCHOBHBIE OTJINYUS IPOLIECCA CUHTE3A KUPHBIX KUCIIOT
B CPABHEHUU C UX OKUCJIEHUEM?

9. IlpuBenuTe XUMHU3M peakUWid eTaguW DBJOHTAllMM B  MPOIECCE
OMOCHHTE3a JKUPHBIX KUCIIOT.

10. HazoBute mnyTtu o00Opa3oBaHus TPUALMITIULUEPUHOB B OpraHU3ME
yesnoBeka. [IpuBenure cxemblZlaHHBIX ITyTEM.

11. Hannmure CTPYKTYpHBIE bopmyIbl dbocdartuaunxonrua,
dbocharuamirTanonaMuHa i hochaTuauicepuHa U yKakKuTe OHOJIOTHUYECKYIO
POJIb TaHHBIX COEAUHEHN.

12. Tloctpoiire cTpykTypHYI0 (QopMyly XosecTepuHa. B ueM cocTouT
3Ha4YECHHUE XOJIEeTepiiHa Il OpraHu3Ma 4ejaoBeKa?

13" B "weM 3akirouyaercs (QU3MONOTMYECKass M MaToJOTHYecKas pojb
MEPEKUCHOr0 "OKucieHnsa aunuaoB? KakoBO Ha3HAau€HHE AHTHOKCHUJIAHTHOU
CUCTOMBI?

14. HazoBuTE rOpMOHBI, YYacCTBYIOIIME B PErYyJSIUU JIMIUAHOIO OOMEHa
1 00BSICHUTE MEXaHU3M UX JCHCTBUSL.

15. OxapakTepu3yiiTe OCHOBHBIE MPUYUHBI HAPYLIEHUS JUIUIHOTO
oOMeHa B OpraHU3Me YeJIOBeKa.



IIpumepHbIe TECTOBBIE 3aJaHUA 110 TeMe: «OOMeH JTUNUI0B»

?1. B pacuienyieHuM TPHALWITJINIEPHUHOB Y4aCTBYeT (DePMEHT:
a) o-aMHIIa3a;

0) mercuH;

B) caxapasa;

T) JIMIasa;

1) TaKTasa.

?2. KoHeyHble MPOAYKTHI OKUCJICHHUS IVIMIEPHHA B AHAIPOOHBIX YCIOBHUAX
(B pacuere Ha 1 MOJIEKYJIy IVIMLIIEPUHA):

a) 2 CO,, 2 H,0, 9 ATO;

0) 2 L-nakrart, 3 AT®;

B) 3 CO,, 3 H,0, 22 AT®;

r) 1 L-nakrar, 1 AT®,;

1) 6 CO,, 6 H,O, 38 ATO.

?3. KoHeuHble NMPOAYKTHI OKHUCJICHUA KIHLEPUHA B a3POOHBIX YCJIOBHSAX
(B pacuere Ha 1 MOJIEKYJ1y IVIMLIIEPUHA):

a) 2 L-makrat, 6 ATO;

6) 3 CO,, 3 H,0, 22 AT®;

B) 1 L-nakrara, 1 AT®,;

r) 6 CO,, 6 H,0, 38 AT®;

n) 3 L-makrara, 3 ATO.

?4. Boixoag AT® nipu okucaeHnu 1 Mosiekyibl NAJIbMUATHHOBOM KHUCIOTBI:
a) 38 monexyn ALD;

0) 12 monery A T®;

B) 9 moiexy, AT®,;

r) 130'Mmonexyn AT®;

1) 60, monexyn ATO.

?5. K KeTOHOBBIM TeJIaM OTHOCSITCS:
a) alleTOyYKCyCHasl KUCJIO0Ta;

0) rioKo3a;

B) D-B-runpokcumacisiHasi KUCIIOTa;
I') XOJIECTEPHH;

1) alleTOH.



26. HedpepMeHTATHBHBIE  KOMIIOHEHTHI  AHTHOKCHJAAHTHOH  CHCTEMBbI
OpraHu3Ma 4ejioBeKa:

a) TokogepoI;

0) peTuHOT;

B) aCKOpOMHOBAs KUCJIOTA;

I') [JIyTaTHOH;

1) B-KapOoTuH.

27.B cocrtaB (epMEHTATHBHOIO0 3B€HA AHTHOKCHJIAHTHOM CHCTEMBI
OpraHu3Ma 4yejJ0BeKa BXOIAT:

a) TIyTaTHOHIIEPOKCH/1a3a;

0) karamasa;

B) LIEPYJIOILJIA3MUH;

T') CYIIEpOKCHIINCMYTA3a;

1) numasa.

?8. YpoBeHb 00miero xoJiecrepuHa B ILIasMe KPOBH 4el0BeKa B HOpMe
COCTABJISIET:

a) 3,5-5,5 MKMOJIB/ 11,

0) 7,5-10,5 Mmmob/m;

B) 11,0—-15,5 Mmmoun/m;

r) 16,5-20,5 MKMOIB/T;

1) 3,5-5,2 MMOJIB/I.

?9. Pacnajx TpHANMITAMIEPUHOB B )KMPOBOH TKAHU AKTHBHPYIOT:
a) TUIPOKOPTU3OH;

0) UHCYJIUH;

B) TUPOKCUH;

T') aJipeHaJINH}

1) TJIFOKAFOH.

?10. CunTe3 TPHALMITJINIEPUHOB B )KUPOBOI TKAHM aKTUBHPYET:
a) TJIFOKaroH,

0) anpeHanuH;

B) TUJIPOKOPTHU30H;

') THPOKCUHA;

1) MHCYJIMHA.



Tema 4

OBMEH BEJIKOB U HYKJIENHOBBIX KUCJIOT

4.1. A30THCTBII OanaHC U €ero pa3HOBUIHOCTH.

4.2. IlepeBapuBaHue OEJIKOB U BCACHIBAHHE AMUHOKHCIIOT B OpraHu3Me
yenoBeka. [Iporeonutnueckue GepMeHTHI.

4.3. IlyTu ncnonp30BaHusl AMUHOKHCIIOT B OPraHU3ME YEJIOBEKA.
[ToHsiTHE O MPOTEMHOT€HHBIX, ITTIOKOTEHHBIX U KETOT€HHBIX
AMHUHOKHCJIOTaX.

4.4. Karabonu3mM aMUHOKHUCIIOT.

4.4.1. le3aMrUHUpPOBAHHUE.
4.4.2. TpancaMUHUPOBAHUE.
4.4.3. JlexapOOKCUITUPOBAHUE.

4.5. TokcMYHOCTh aMMHUaKa U IIyTH €r0 HEUTpaIu3aluu.

4.6. buocunTes Genka.

4.7. O6MeH CIOXKHBIX OEJIKOB.

4.7.1. O6MeH XpOMOITPOTEHHOB.
4.7.2. O6MeH HYKJICONPOTCHHOB.
4.8. HapymieHnust o0OMeHa aMUHOKHUCIIOT U OEJIKOB.

4.1. A3oTHuCcTBIii §aJ1aHC B €ro PAa3HOBHIHOCTH

JIIss HOpMaJIbHOM JKM3HEACSTCIIBHOCTH B3POCHBIA  YEJIOBEK JOJIKCH
MOJIy4aTh C MUIIEH B CYTKU BycpemHeM 1,5 T Oenka B pacueTe Ha 1 Kr Macchl
Tena. B ornuwyme oT yIICBOAOB W JIMIHIOB, OCJIKH HE OTKIIAILIBAIOTCS B
opraHusMe Ipo 3amnac. YUuTeiBas TOT (HaKT, YTO CICHHPUICCKUM IIEMEHTOM
OCJIKOB SIBIISICTCS @30T, CPEIHEE COACpIKAHUE KOTOPOTO cocTaBiseT 16%, MOXKHO
MPOCICAUTh (32 COCTOSHUEM O€IKOBOro OOMEHa I10 pa3HHIEC MEKIY
KOJIMYECTBOM A30Ta; MOCTYMNAIOIIETO C MUIIeH (B BUJAE aMUHOKHUCIIOT U OEJIKOB)
U KOJUMCCTBOM ~ a30Ta, BBIICISAEMOIO IMOYKAMHU C KOHEYHBIMHU MPOTYKTAMH
oOMeHa (B (hopMe MOYEBHUHBI, MOUYECBOM KHCIOTHI U cojied aMMoHusi). Takas
pa3HHN@ MOJyYWJIa Ha3BaHUC azomucmslii Oananc. B opraHm3me dYelioBeka
MOTYIL, /OTMEYAThCH CIACAYIOIIME €r0  Pa3HOBHJIHOCTH:  ITOJOKUTEIbHBIH
a30TUCTBIA OajaHC, OTPHUIATEIBHBIA a30THCTBIH OaJaHC ®  a30THCTOC
paBHOBecHe. Y 3JIOPOBOTO B3pPOCIIOTO YEJIOBEKAa OTMEYACTCS d30MUCMOE
pasHogecue, KOTJa KOJUYECTBO IIOCTYMAIOMICTO C TIHMIIEH a30Ta paBHO
KOJIMYECTBY BBIICIIUBIIIETOCS a30Ta.

Y nmereli u OEpEMEHHBIX JKEHIIMH OTMEUACTCS NOJONCUMENbHbII
asomucmulti Oananc. Yactb a30oTa mpU ATOM, 3aJCPKHUBAsICh B OpraHU3ME,
WCITIOJIB3YETCSI 11T POCTA U PA3BUTHUS OPTAaHOB U TKAHCH.



[Ipu HekoTOpbIX 3a0o0JieBaHMSAX (FeNaTUThI, HEPPUTHI), a TaKkKe MpHU
CTapeHUU HaAOIIOJAeTCs ompuyamenvhslii azomucmsli Oanranc. KonudecTBo
BBIJICJIIEMOI0 U3 OPraHM3Ma a30Ta MPEBBIIIAET KOJIUYECTBO MOCTYIAIOIIETO
C IULIEH.

4.2. IlepeBapuBanue 0€JIKOB M BCACHIBAHNE AMHUHOKHCJIOT
B opranusme 4esoseka. IIporeonnTuyeckue pepmMeHTsI

HeoOxonumocTh paciuiemsieHds OeNKOB MUIINM  BbI3BAHO TeM, YTQ OHHU
ABIIAIOTCS JUIsl OpPraHM3Ma YY>KEPOJIHBIMU COCAMHEHHUSIMU U, KpOME{ TOrO,
BBICOKOMOJIEKYJISIPHBIMU BEIIECTBAMH, HECTIOCOOHBIMU BCACHIBATHCS:

B xenynouno-kumeynom Tpakte (PKKT) Oenku murium <moBepraroTcs
JNEUCTBUIO (PEPMEHTOB nenmuod3, B pe3ysibTaTe Yero YHUYTOMKACTCS BHIOBas
cnenu(UYHOCTh  MOCTYNUBIIUX  OEJTKOB W OHM  PACHICIUIIOTCS 0
HU3KOMOJIEKYJISIPHBIX ~ COCAMHEHUH —  aMHHOKHCIOT; *\ KOTOpblE  MOTYT
BCaChIBaThCA B TOHKOM kuleuHuke. Cxema pacnafa 6eikoB B )KKT ykazana Ha
pucyHke 4.2.1.

MUIIEBAPUTENbHBINA COK bepMEHTHI MPOAYKThI

ANANANNNNN BeIKH

HCl
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PucyHnok 4.2.1 — Cxema pacumenyieHusi 0eJIKOB
B KeJIyI0YHO-KHILIEYHOM TPaKTe



B sxenynke Ha Oenku JeWcTByeT coisisHas kuciiota. OHa crnocoOCTByeT
HaOyXaHUIO OCJIKOB, TEM CaMbIM Jiejiasi UX JOCTYIHBIMU JUIsl (PEPMEHTATUBHOTO
pacuierienus. CoJisiHasi KUCJIOTa TaKKe aKTUBUPYET METICUHOTEH, CTEPUIIN3YET
COJIEP)KUMOE JKEIIyAKa, MPEMSATCTBYS Pa3BUTHIO THWIOCTHBIX U OpOJMIBHBIX
MPOLIECCOB.

Haubonee BaXHBIM MPOTCONUTHUYECKUM (PEPMEHTOM KETYIOYHOTO COKa
SBJISIETCS TETICUH. [lencun CUHTE3UPYETCs TJIABHBIMHU KJIETKaMH (PyHIaIbHOM
YacTH >KeJyJlKa B BHUJIE CBOETO MPEIIECTBEHHUKA HEAKTUBHOTO HENnCUHO2EHd.
AKTHUBAIMS OCYIIECTBISACTCS MOJ ACHCTBUEM COJISTHON KUCIIOTHI U B PE3YJIBTATE
ayTokaranusa. B mpouecce aktuBaiuu ¢ N-KOHIA NENCHHOT€HA OTIIEIIIACTCS
42 aMUHOKHUCJIOTHBIX OCTaTKa B BHJIE monunentuaa. [Ipu sToM nonufientyaHas
1enb ykopaunuBaeTcs Ha 20 % 1 0CBOOOXKIaeTCs aKTUBHBIN 1IeHTp, PepMeHTa.

[Tennicunoren + HC1 (crenpl mencuHa) —> TENCUH ¢+ HOJUIEIITH]T
(M.m. 42000) (M.M. 35000)~. (M.m. 7000)

[lenicuH sBISETCS SHIONENTUAA30M M TEWECTBYST HA TICITHIHBIC CBS3H, B
(GOpPMHUPOBAHUU  KOTOPBIX  yYaCTBYIOT APOMATHYCCKUE aMHUHOKHCIIOTHI
(benunananun u TUpo3uH). llencuH nerko pacrmieriser OENKU >KUBOTHOTO
MIPOUCXOKICHHUS (Ka3eWH, MUOIIOOWH, MHOICH, MHO3MH) H HEKOTOPBIC
pacTUTENbHBIE OenKW (IIMAauH W TIIOTEINH 3J1aKOBBIX), TOCTPOCHHBIC B
OCHOBHOM M3 MOHOAMHHOINKapOQHOBBIX AMUHOKHCIIOT.

OOmas cxema IeHCTBUS TIETICHHA Ha OETTKM UMEET CISAYIOIUNA BU/:

benxu + nH,0 + nencun — 8blcokOMONEKYIAPHBIE HOAUNENMUObL +
+ cneovt c60OOOHBIX AMUHOKUCION.

benkn W TONMMIOENTHABI W3 JKEIyAKa IOCTYIMAIOT B TOHKHHA OTIEI
KHIICYHWKA, TJEAIMOx WICHCTBHEM (DEPMEHTOB TENTHIA3, CHHTE3UPYEMBIX
MO/KETYIOUHOMw, JKETe30 M JKEJNEe3UCTBIMU  KJIETKAMH TOHKOTO  OTHeja
KHIIICYHHUKA, TTQBEPIratoTcs 0osiee IyOOKOMY THIPOIU3Y. B TOHKMI KHUIICUHUK
MOCTyIaeT NAHKPEATUYECKUN COK, coepKaIInim HEAKTUBHBIC
MPEeIIIECTBEHHUKU MIENITHIA3: TPHUIICHHOTCH, XUMOTPHUIICHHOTCH,
npokapookennentuaasbl A u B u nposnacrasy.

Ipuncun THIPOIU3YET TPHUMEPHO 1/3 TENTUAHBIX CBS3€H B MOJIEKYIIC
O0enka. OH cHHTE3WpyeTCs B TOMKEIYJOYHOW JKelle3e B HEaKTUBHOU (opme
(B BUAC TPWUIICHHOTCHA). AKTHBAIUS OCYIICCTBISACTCS B TOHKOM OTJIEIIE
KHIICYHUKA TIPU y4acTHUU (EepMEHTA IHMeponenmuddsbl U WOHOB KaJIBIIHSI
B pe3yibTaTe OTHICIUICHUS TeKCAlenTHaIa ¢ OCBOOOXKICHIUEM aKTHBHOTO IICHTPA
TpUICMHA. B  mocimeayrmeM TPUIICMH — KaTadu3UpyeT  IPEBpaIlicHUC
TPUIICUHOTEHA B aKTUBHYIO (hOPMY.

Ca

Tpuncunoren + HOH ——— >  TpuncuH + TrekcanenTtuj



(M.m. 27040) DHIEPOEITIAER — (MLm. 26680)  (M.M. 360)

TpuncuH THAPOIUTHYCCKHA paCIICIUIICT KaK OCIKH, HE W3MCHHBIIHCCS
B JKCITYIKE TIOJ BIMSHUECM IICTICHHA, TaK M BBICOKOMOJICKYIISIPHBIC ITOIMIICIITHIBI,
00pa30BaBIIUECS B JKEIYIKE B pPE3ylIbTaTe pacIICIUICHUsS OCIKOB KOpMa IO
neiicTBreM nerncuHa. OntumaiibHoe 3Hauenue pH nmst neiictBust nencuna 7,8-8,2.

Tpuncun sBISIETCS SHIONENTHAA30H M PaCIICIUIICT MENTUIHBIC CBS3H,
oOpa3oBaHHbIC B OCHOBHOM  KapOOKCWJIBHBIMH  TpynmamMyd  JUAMHHO-
MOHOKapOOHOBBIX aMUHOKHCIIOT (JIM3WHA U apTUHUHA).

OO0mrast cxema JICMCTBHSI TPUTICHHA CIICTYIOIAS

Benku (svicokomonexynsapuvie nonunenmuowvt) + nHOH —
—> HU3BKOMOJIeKVIApHble Noaunenmuost + ounenmuovt + c60000HbIE
AMUHOKUCTOMUL.

Xumompuncun obOpaszyeTcsi U3 XUMOTpUIICHHOTeHa. Ero |aktuBupoBaHue
MPOUCXOAUT MPU MOMOIIM TPUIICUHA YU XUMOTPHUIICUHA.

XHUMOTPHIICHH, KaK u TPUIICHH; CHHAPOIN3YET OeJIKH
W BBICOKOMOJIEKJIIPHBIE TOJUMENTUIbI, TOCTYIAIOMUE U3 JKEeIyAKa, 10
HU3KOMOJICKYJISIPHBIX TIOJUIENTUIOB, TUMEITHAOB H'CBOOOIHBIX aMHUHOKHUCIIOT.
XUMOTPHUIICHH PaCIICIUIAET CBsI3U 00Jee MMyO00KO MO0 CPAaBHEHHUIO ¢ TPUIICUHOM
(rumposn3y  TOJBEpPraeTcsi  OKOJIO W IIOJOBUHBI  TENTHAHBIX  CBS3EH).
XUMOTPUIICUH TUJAPOIU3YET MNPEUMYIICCTBEHHO T€ TMENTUIHBIE CBSI3H,
B 00pa30BaHUM KOTOPHIX YYaCTBYIOT KapOOKCUJIbHBIC TPYIIbI (eHUIAIaHWHA,
TUPO3UHA U TPUINITO(aHA.

Kapbokcunenmuoaszwt A u B CUHTE3UPYIOTCSI B MOJKETYIOYHON Kele3e
B HEAKTHUBHOW (opMe, MX=aKTHUBAIMS OCYIIECCTBISETCS B TOHKOM OTJEIIE
KHUIIICYHUKA TpH ydaeTuw, TpuricuHa. KapOokcumentumasza A paciieriseT
nentujiHpie cBsi3u ¢ C-KOHIA 1enu (Ipy HAJIUYMKM KOHIIEBBIX apOMaTHUYECKUX
amuHokuciot). KapOokcunentunasa B neiictByeT Ha mentuapl, umeromniue C-
KOHIIEBBIC YHACTKU APTrMHUHA WIH JIM3UHA.

B CIU3UCTOM 000104KEe TOHKOI'O KHUIIICYHUKA UMEIOTCS
amMuHonenmuoassl, PacHeIUIIONINe TENTUIHbIE CBA3W ¢ N-KOHIA IIeMNH
(Hanprivep, Mg2+-BaBI/ICI/IMaH JeUITMHAMUHOIICTITH1a3a).

Junentuapl pacHISIUISIOTCS  KUIICYHBIMU  Ounenmuodasamu, KOTOPBIC
MIPOSIBIISIIOT ONPEICICHHYIO CIENU(PUIHOCTh K aMUHOKHUCIOTHBIM OCTaTKaM.

Takum o00pa3om, TMOJ JOEUCTBUEM TMPOTCOJUTHUYECCKUX (PEPMEHTOB
KeTyJIKa U TOHKOT'O KWIIEYHHKA THUIIEBbIe OCJIKM pachafaroTcs 10 CBOOOIHBIX
AMHUHOKHCJIOT.

buoxumuueckue npoyeccst, npomexkaruiue 6 moJjcniom omoene KuueyHuKka
3IICCB OCJIKH M aMHUHOKHUCIIOTBI MMOABCPIarOTCA THUCHUIO. cDepMeHTBI



MUKpPOOPraHU3MOB THAPOJIU3YIOT OCNKH 10 aMHHOKHUCIOT. YacTh CBOOOIHBIX
AMUHOKHUCJIOT MOXET HCIONb30BaThCad I CUHTe3a OEIKOoB COOCTBEHHOIO
opraHu3ma, 0COOCHHO B MEPHUOABI pa3MHOXKEHUS, a Ipyrasi 4acTh — pacrajgaercs
a0 Oonee MPOCTHIX coeauHeHUd. JlekapOOKCUIMPOBaHME AMUHOKHCIOT
MPUBOJUT K OOpa30BaHHI0 aMUHOB, KOTOPHIE B OYEHb MAaJIbIX KOHIIEHTPALMIX
o0namaroT MOIIHBIM  (papMakogWHAMUYECKUM jeiicTtBueM. B Oonbiimx
KOHIEHTPALUSIX OHU MPEACTABIAIOT CEpPbE3HYI0 YIrpo3y Uil HOPMAaJIbHOU
KUZHEIESATENbHOCTH OPraHu3Ma.

C xonuuecTBEHHOW CTOPOHBI OaKTepuaIbHOE paclIeIyIeHne aMUHOKUCIOT
B TOJICTOM OTJIeJI€ KUIIIEYHUKA 3aHUMAeT HEOOIbIION yIeIbHbIN Bec, OXBaTblBas
HE3HAYUTENbHYIO YaThb AMUHOKHUCIOT, T. K. MOCIEAHHE OBICTPO BCACKIBAIOTCS
B KpOBb. B CcTeHKe KHIIEYHUKAa U JIPYTUX OpraHax aMHHbI 00€3BpEHHBAIOTCS
C IOMOIIbIO (hepMEHTAa MOHOAMHUHOOKCUAA3bI:

0]
I
R-CH,-NH, + O, > R-<C=~Hy+ NH; + H,0,.
aMUH MOHOAMHHOOKCHAa3a AJIBACTU N,

B Toncrom otraene kuiieyHWKa M8, (eHUNaTaHWHA W THUPO3WHA TIOA
neiictBueM OakTtepuii oOpa3yrorcst peHON U Kpe3ol, a u3 Tpunrtodana WHIOM U
ckaton. JlaHHBIC COCITMHEHHMS SIBISIOTCS SPIOBUTHIMHU IS opranm3ma. llocie
BCAaChIBAaHHUS OHHU TOCTYMAIOT B AICYCHB, TI€ TOIBEPTalOTCS 00E3BPEKHBAHUIO
MyTEM CBS3bIBAHUS C aKTHBHBIMH (POpMaMU CEPHOU W TIIFOKYPOHOBOW KHCIIOT.
OO0e3BpexknBanue OEH30HHOM KHUCIOTHI, KOTOpas oOpa3yercs B TOJICTOM
KHIICYHUKE TPU W30BITKE, \B~ panuvoHe ¢eHWIalaHuHa, OCYIIECTBIACTCS
C TIOMOIIBIO TIMIIMHA B fic4eHu. [Ipu 3ToM 00pa3yeTcs TUITypoBasi KUCIIOTA.

[Tpy THUIIOETHOM Pa3JIOKEHUH ITUCTEHMHA B TOJICTOM OTJCIC KHICYHHKA
obpazyrocs meTar.(CHy), cepoBomopon (H,S), yrmekucnsiii ra3z (CO;), 3TaHTHO
(@atunmepkanTas) CH; — CH, — SH.

Beacviganue amunokuciom. MexaHU3M BCAaChIBaHHS aMUHOKHCIIOT
U HUZKOMOIICKYJISIPHBIX MENTHAOB — CIIOXKHBIA OHOJOTMYECKU TMpoliecc,
KOTOPbIN BKIIOYAET B3aUMOACHCTBUE AMUHOKHUCIIOT U MENTHIOB C MEMOpaHaMu
KJIETOK, (DOPMHUPYIOIIUX BOPCHUHKH CIM3UCTOM OOOJIOUKH, UX TPAHCIOKAIUIO
yepe3 MeMOpaHbl M BbICBOOOXKJE€HHE B KpoBb. CUMTAETCS, YTO 3TOT IPOLECC
oOecrieuynBaeTcss  cHelU(PUUYECKUMH  IEepeHOCUYMKaMHu. TpaHcMeMmOpaHHas
TPAHCIOKALHUsI ~ aMUHOKHCIOT  IMPOUCXOAUT  MPEUMYILIECTBEHHO  IPOTHUB
rpaMeHTa MX KOHUEHTPAMM M SBISIETCA SHEPrO3aBUCHMBIM IPOLIECCOM.
B nporiecce BcacbiBaHUS Ba)KHAsA POJIb PUHAUIEKUT HATPUEBOMY HACOCY.

OgHuM W3 MEXaHU3MOB TPAHCIOPTa AMUHOKHCIIOT SBISETCS Y-IIIyTa-
MuIbHBI nuKia. KiroueBoi ¢depmeHT mpouecca — y-mmyramuiTpaHcdepasa.



OTOT (DEepMEHT KaTalM3UPYeT MEPEHOC IITyTaMUJIBHOTO OCTarka ITyTaTHOHa Ha
TPAHCIIOPTUPYEMYIO KHUCIIOTY:
amuHoxucioma +  2IymamuoH  (2IYMAMUTYUCMEUHUTTUYUH) —>

2NYMAMULAMUHOKUCTIOMA + YUCMEUHULTUYUH.

CBoOomHasi aMUHOKHCIJIOTA, Y4acTBYIOIIas B ATOM peakluu, MOCTyIaeT
C HaApYXHOM TOBEPXHOCTH KJETKH, DIYTaTUOH HaxoauTcs BHyTpu. [locre
peakiuyu  TIIyTaMUIAMUHOKHCJIOTa  OKa3bIBA€TCA B KIETKE  BMECTE
C NUCTEMHWINMUMHOM. Jlamee »3Ta Kkuciora pacuiersiercss (epMeHTOM
UTO30JI1  [IyTaMHJIAMHUHOTpaHC(hepa3on:  IIyTaMHIAMHUHOKHUCIOTA =+
AMUHOKHUCJIOTA + 5-OKCOMPOJIUH.

B urore Monekyna aMMHOKHUCIIOTBI OKa3bIBAE€TCS B IIUTO30J1€.

bnarogapss ~ BBICOKOM  MPOHUIIAEMOCTH  CIM3UCTOM | KHMICYHUKA
HOBOPOXJEHHBIX M HHU3KOM KOHIIEHTpPAllUM Y HUX TPOTCOIUTHICCKUX
(epMEHTOB MOXET BCAaChIBAaThCS HEKOTOPOE KOJUUYECTBO (HATMBHBIX OCJIKOB,
00yCTIOBIMBAIOIINX CEHCUOUTU3AIINIO OPraHUu3Ma.

BcackiBaeMble B TOHKOM OTJeJie KUIICYHUKA, aMUBOKHUCIIOTHI MOMAa al0T
B MOPTajJbHBIA KPOBOTOK M, CJIEAOBATENILHO, BWIICYeHb, a 3areM B OOIIUii
KpoBOTOK. KpoBb 0CBOOOXKIAETCSI OT aMUHOKUCHOT OHEHb OBICTPO — yXKE uepes
5 wmunyr 85-100% wux oxa3piBaeTcs,/ By, TKaHIX. (OCOOCHHO WHTEHCUBHO
MOTJIONIAI0T AMUHOKHCIJIOTHI TICUEHB U TTOYKH.

4.3. IlyTn Hcnoib30BaHUs AMMHOKHUCIOT B OPraHu3Me 4e/I0BeKa.
IlonsiTHe 0 NPOTEMHOTeHHBIX, IMIIOKOT€HHBIX M KETOreHHBIX
AMHUHOKHCJI0TAX

Hcnonb3zoBanue -AMAHOKHUCIOT B OPraHU3ME YEJIOBEKa OCYIIECTBISETCS
0 CJICAYIOIIMM HApaBiICHUsIM (pucyHok 4.3.1):

1) nns ciHTe3a OeIKOB M MENTUI0B (IPOTEMHOTEHHBIE aMUHOKHUCIIOTHI);

2) nsi  ‘e@Opd3oBaHUs APYTUX aMHUHOKHCIOT M a30TCOAEpKaIIux
COCIUHCHNM

3N CMHTE3a YIIeBOJAOB (TJIFOKOTEHHBIE aMUHOKUCIOTBHI) W JIMIHUIOB
(KeTOT@HHbBIE aMUHOKHUCIIOTHI);

4) KaK UCTOYHUK DHEPTHUHU.



Yrnesogbl

Jlnnuabl

XonvH

HpeaTtuH

MenTuabl (rNyTaTNoH, BHCEPHH, KAPHO3MH 1 ap.)

Apyrne AMH
MopgupuHbl (rem, Hb, uMTOXpPOMbI ¥ 4p.)

Amunuo-

HHCAO T > | Benuun (hepmMeHTHl, rOpMOHLI, aHTUTEeNau ap.)

HukoTtunamng, HAZL
MponsBoaHbIE aMUHOKUCNOT C FOPMOHANBHOM

(byHKLMei (kaTexonamuHbl, TUPOKCUH U 4p.)

Buorernnbie amuHbl

MenaHuHb

o -HeTOKUCNOTbI (0t~ OKCHHUCNOTh) +CQo+H,0
[MypHUHBI, NUPUMUAMHBI
Ammuar

MoyeBuHa

Pucynok 4.3.1 — IlyTu ucno/ib30BaHnsi aMHHOKHMCJIOT B TKAHAX
OpraHu3mMaue;IoBeKa

B 3-M 1 4-M nyTAX UCTI0JIB30BAHUS @MUHOKHUCIIOTHI TEPSAIOT aMUHOTPYIIILY,
a ux 0e3a30TUCTBIN YITIEPOJHBIN CKeIeT MpeBpallaeTcs B OAUH U3 CIETYIOINUX
MPOMEXKYTOUHBIX MPOAYKTOB, MeTaboiIuM3Ma — TMHpyBaT, OKCaJoaleTar, o-
kerornyrapar, cykuuHwi‘KeA, dymapar, anetun-KoA, aneroanetun-KoA
(1 KaXk 10 aMUHOKHEIOThI CBOM MPOMEXKYTOUHBIN MPOIAYKT).

Te aMHHOKHCIOTHI, ©€3a30TUCTBHIE OCTAaTKH KOTOPBIX MPEBPAIIAOTCS
B OIWUH W3, MEPBBIX TMATH TMPOMEKYTOUHBIX META00JUTOB, HA3BIBAIOTCS
2NIOKO2EHHBIMU, TIOTOMY YTO 3TH COeIuHEeHUs depe3 pocdoeHonmupyBar nanee
BOBJICKAIOTCA B  NIIOKOHeoreHe3 (pucyHok 4.3.2). K  TDJIIOKOT€HHBIM
aMHHAQKUCIIOTAM OTHOCSITCS DIMIMH, CEpPUH, O-aJlJaHUH, IMCTEUH, BaJIWH,
METUOHUH, TPEOHUH, AaclaparuHoOBas KHCJIOTA, achaparuH, DNIyTaMUHOBas
KUCJOTA, TIIyTaMHWH, apTUHUH, IPOJIUH, TUCTUIVH.

K kemocennvim OTHOCSATCS aMUHOKHCIIOTHI, 0€3a30THCTBIC YIJIEPOIHbBIC
OCTAaTKU KOTOpBIX IpeBpamaroTcs B auetwi-KoA wunm aneroanerun-KoA,
KOTOpBIE J1aJIe€ BKJIIOYAIOTCSI B KETOTCHE3.

KeToreHHOl aMUHOKHUCIIOTOM SIBJISIETCS JICHIIHH.
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Cep. Tre, | NBH Auetun-HoA Tpn
Lnc 1 '
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Pucynok 4.3.2 — Cxema BriIwdeHusi amuHoxucjaor B IITK
U B IIIOKOHEOTreHe3

W3oneiiuun, nusuH, Tpuntodad, (QeHWIANaHUH W THUPO3UH OTHOCSTCS
OTHOBPEMEHHO U K KETOT€HHBIM W/ Ky, IHOKOTCHHBIM aMHHOKUCIIOTAaM.
HekoTtopble 13 UX ymIepoaHBIX aTOMOB QOHapyuBatoTcs B aneTwi-KoA wnu
aneroarietuin-KoA, Torma kak Aipyrue  MOSBIAIOTCA B  TMOTEHIUAIBHBIX
MIPEAIIECTBEHHUKAX TITFOKO3HI.

N30bITOK aMUHOKHUCIIOT OTHOEMTEIBHO TOTO HMX KOJUYECTBA, KOTOPOE
TpedyeTcs JJIsi CHHTEe3a OCIKQB M APYTUX OMOMOJIEKYII, B OTJIMYHE OT TJIFOKO3bI U
KUPHBIX KHUCJIOT HE MOJKET\ 3amacaTbCsi M HE BBIACISIETCS U3 OpraHu3Mma.
N306bITOUHBIE aMUHOKHCHOTBI MCTOJB3YIOTCS KaK METa0OJWYECKOE TOTUIMBO
(KOHEUYHBIE TMPOAYKTHI \pacmajga aMUHOKUCIOT — NHj, Bblgensomuiics
u3 opranusma Baujie MmoueBuHbl, CO,, H,O u ATD).

4.4. Karadonu3m aMHMHOKHCJIOT
4.4.1. /lIezamunuposanue

JlezaMUHUpOBaHWE AMHUHOKHCIIOT SIBJSIETCS OJHMM M3 Hambojee oOuumx
npoueccoB oOMeHa amMuHOKuCIOT. Haumbonee pacnpoCTpaHEHHBIM BHJIOM
J€3aMUHUPOBAHUS SIBISIETCS OKUCUMENbHOE, TIPU KOTOPOM 00pa3yroTcs aMMHaK
U KETOKHUCJIOTHI. B peakuusx OKUCIMTEIBHOTO JA€3aMUHUPOBAHUS NPUHUMAIOT
yuyactue (hepMEeHThI OKCHUA3bl U AETUIPOreHa3bl aMUHOKHUCIIOT.

Oxcupasbl L-aMUHOKHCIIOT B KadecTBe KodepmeHta conepxkar OMH,
a oxcugassl D-amunokucior — ®DAJ[. OnHako aKTUBHOCTh OKCHAA3
AMUHOKHUCJIOT B (DU3MOJIOTUYECKUX YCIOBHSIX HEBEIIMKA.



BaxxkHas pomp B mpolecce  OKHCIHUTEIBHOTO  JIe3aMHUHHUPOBAHMS
MIPUHAJICKUT anymamamoe2uopocenase (Tn D). Ona y4acTBYET
B OKHCJUTEIHLHOM JIe3aMUHHUPOBAHWM TIYTAMHHOBOH KHCIIOTBI, B PE3YJBTaTe
4yero 00pasyroTcs aMMHAaK B O-KETOTITyTapoBasi KUCIIOTA.

COOH COOH COOH
| | |
(CH2)2 + HAI[ (CH2)2 + H,O (CHz)z
> ‘ —_—>

(‘3HNH2 — HAJIHH) C=NH —NH; C=0

| |
COOH COOH COOH

TJIIyTaMHUHOBAas HMMMHOTJIyTapOBasi Ol-KETOTJIyTapOBask

KHCJI0Ta KHcCjioTa KHucjaora

FJII[F NPpUCYTCTBYCT TOJBKO B MHUTOXOHAPHUAJIBHOM' MATPHKCEC H
OTBCTCTBCHHA 34 6OJIBI_HYIO qaCTb aMMMHUaAKa, 06pa3y}01uer0051 B TKaHAX
ZKHUBOTHBIX.

OxucnuTeapHOe AC3aMUHHUPOBAHUC AMHWHOKHCIOT OCYIICCTBIIACTCA B
OpraHU3MCEC JXKMBOTHBIX HCIIPAMBIM IIYTEM, TaK KaK OHO COIIPAKCHO C IMPOLIECCOM
mpaHCaAMUHUpoOBaHu-l.

4.4.2. Tpancamunuposanue

Peakrum TpaHCaMHHHpPOBAaHHS, B XOJIE KOTOPBIX OCYIICCTBIISCTCS
MEPEHOC aMHHOTPYIIIBI C  AMBHOKUCIOTHI Ha KETOKHCIOTY, KaTaJIU3HPYIOTCS
dbepmeHTaMu aMHUHOTpaHEdepa3amMu, coaepkKallluMH B KadecTBe KodepMeHTa
nupugokcanbdochar (I1D).

AMuHOTpaHCc(pepa3bl MIMPOKO PACIPOCTPAHEHBI BO MHOTHX OpraHax
Y TKaHSX (TICHEHb, CEPIIE, TTOYKH, MBIIIIBI U Ap.)

HaunGonpiice 3HaueHWe WMEIOT alaHWHaMUHOTpaHcdepaza (AnT)
u acnaptaramuHoTpancdepasa (AcT).

C‘ZOOH COOH COOH COOH
| | |
(CH2)2 + (‘:HNHZ 11D (CHz)z + C=0
— |
C=0 CH3 AnT CHNH2 CH3
‘ Ol-aJITaHUH ‘ IMUPOBHUHOI'paaHAasA
COOH COOH KHCJI0Ta
Ol-KCTOTIyTapoBasd TiIyrTaMUuHOBasd

KHCJIOTa KHCJI0Ta



COOH COOH COOH COOH

ﬁCHz)z + C‘HNHz 5o (CHa), + ? =0
>
(‘j =0 ‘(sz AcT (‘jHNHz (‘sz
COOH COOH COOH COOH
Ol-KCTOTIyTapoBasd acriaparuHoBas riryraMmMHOBas ITaBCJICBO-YKCYyCHaA
KHCJIOTa KHCJIOTa KHCJIOTa KHCJIoTa

Omnpenenenne axtuBHocth AcT wum  AnT mmpoko wucnonb3yercs
B J1a0OpaTOPHOM MpaKTUKE ISl TUarHOCTUKHU NaTOJOTUN NEYeHH.

['myramuHOBas KUCII0Ta, 00pa30BaHHAs B pPEaKLUIX TpaHCAMUHUPOBAHUS,
Janee TOJIBepraeTcsi OKUCIUTEIbHOMY JI€3aMUHHUPOBAHUIO MOA eHCTBUEM
IIIyTaMaTAeTUIPOreHassl, B pe3yibTaTe 4ero o0pa3zyeTcsl QEKETOIIyTapoBast
KHCIIOTa, KoTopast MoxeT nononHsaTh Goua LTK u cinyxuss CyGcTpaToM s
peakuuii TpaHCAMUHUPOBAHMS.

Takum  o6pasoM, B pe3ynbTare MOCIECHOBATENbHBIX  PEAKIUH,
KaTalu3upyeMblX  aMHUHOTpaHcdepazaMu M, EIyTaMmaTaeruaporeHasoi,
MPOUCXOJUT JI€3aMUHUPOBAHUE HMCXOAHOM A\, aMHHOKUCIOTHL.. OmHAKO OHO
MPOUCXOIUT HE TNpsIMbIM myTeM (pucyHok 4.4.2.1), a uepe3 peakuHuio
TpaHCAMUHUPOBAHUS C YYacCTHEM O-KETOIJyTapOBOW KHUCIIOTHI, SIBISIOLIEHCS
aKLENTOPOM aMUHOTPYIIIIBL.

pasHble OL-KEFOrIyTapoBasi
AMHUHOKHNCJIOTHI KHCJIOTa
NH;
PasHbIC Ty TAMUHOBAs
KCTOKHUCJIOThI KUCJIIOTa

Pucynox 4.4.2.1 — CBsI3b IPOLIECCOB TPAHCAMHHHUPOBAHUA
H J1e3aMUHHPOBAHNA Yepe3 O-KETOIJIYTaAapOBYIO M I'TYyTAMHHOBYIO KHCJIOTBI

TpchaMI/IHI/IpOBaHI/Ie ABIIACTCA TAKXKC OJHHM U3 HYTCIZ CHHTC3a
3dMCHUMBIX aMHHOKHCJIOT B OPraHnu3Me 4€JI0BCKaA.

4.4.3. /lekapookcuauposanue

Jlexapbokcunupoganue aMUHOKUCIOT COMPOBOXKIACTCS 0O0pa3oBaHHEM
CO; ¥ buozenHbIx aMUHOS.

JlekapOokcuiiasbl aMHUHOKHCIOT B KadecTBe KodepMeHTa coaepxkar
nupuokcanbdocdar.



AWHHHJ,O6P33YKHHHGCH Ipu HeKap6OKCHHHp0BaHHH COOTBCTCTBYHOIIUX
AMHWHOKHUCIIOT, BJIMUAKOT HaA IIPOHUCCChI oOMeHa BCIICCTB U (1)YHK]_II/II/I
OHpCHCHCHHBD(OpFaHOBIITKaHeﬁ.

'TaK, nmpu HeKap6OKCHHHpOBaHHHﬁ THCTUANHA 06p33yeTCH T'nCTaMuH,
paCHII/IpHIOH_II/Iﬁ KallWJUIPbI U CHI/I}KaIOH_[I/Iﬁ KpPOBAHOC TaBJICHUC. On Ttakxe
YCHIINBACT CCKPCIUTO COJISTHOM KMCJIOTBI B JKCITYAKEC!

N CH,— ?H— COOH N CH,— ?HZ
NH, TUCTUIVH- - NH,
NH JekapOoKcHiaza NH
THCTHIUH - CO, THCTAMHH

IIpu  nexkapOOKCWIMPOBAaHMM  IUIyTAaMHUHOBOM  KHUCIIOTHE =.00pa3yercs
v-amuHoMacisgHasa kuciota (TAMK), koropass TOpMO3UT AESITENBHOCTh HEPBHBIX

KIJICTOK:

(‘IOOH (‘JHZNHZ
CHNH, CH3

| o |

CH2 > CH2

‘ rIyTamaTAeKapOoKcuiIa3a ‘

CH, - CO, COOH

| TAMK
COOH

riIryraMyMHOBas KUCJI0Ta

JlekapOOKCWIIMPOBAHNE = IUCTEHMHA  MPUBOJUT K  OOPa30BAHUIO
-aMHMHOATAaHTHOJIA, KOTOPHIH SIBISETCS COCTABHBIM KOMITOHEHTOM KOo(epMeHTa
anumupoBanus (KoA-SH).

COOH

| Mo
CHNH2 > CH2NH2

| [IMCTEeNHIEKapOOKCcHIa3a |

CHsSH - CO; CH,SH
[UCTEUH [3-aMHHOATaHTHOJT

4.5. TokCMYHOCTH aAMMHAKA M IIYTH €r0 HEHTPAJIU3ALNHU

B mpouecce ne3aMHMHUPOBaHUS aMUHOKHUCIOT, AMUHOB M HEKOTOPBIX
JIPYTUX a30TCOJEpKAIINX COCTMHEHU 00pa3yeTcs aMMHUAK, KOTOPBIN SBISETCS
BBICOKOAKTUBHBIM, a OTCIOJIa M TOKCUYHBIM JUIsl OpraHu3Ma, OCOOEHHO IS
Mo3ra. [Io3ToMy KOHILIEHTpalusl €ro B OpraHu3Me MOAAEPKUBAETCA HA HU3KOM



ypoBHE. B HOpMe ypoBeHb aMMuaka B KpoBU He mpeBbimaer 1-2 mr/m (60—-120
MkMoJib/1).  Konnentpauuss 50 wr/nm  gBiseTcss TOKCHYHOW. Bricokyio
TOKCUYHOCTh aMMHaKa MOXHO OOBSICHUTBH €ro cBoiicTBaMU. OH MOXET JIETKO
MIPOHUKATh 4Yepe3 MeMOpaHbl, B T. 4. MUTOXOHJApHUaibHbIe. B pe3ynbrare oH
u3MeHsser pH B OTAENBHBIX CTPYKTypax KIETKHA, 3HA4Y€HUE 3apsna Ha
MeMOpaHax, a TakKe B3aUMOAEHCTBYET C OL-KETOTIYyTapOBOM KHUCIOTOM, cMelas
paBHOBECHE TIUIyTAMATIETUIPOr€HA3HOW pEakIUu B CTOPOHY OOpa3oBaHUs
[IyTaMHUHOBOM KHUCIIOTHI.

COOH COOH

CH, + HAJIH(H") , NH; CH,

CH; rJIyTamMaTAeTuIporeHasa CH;

| — HAT, - H,0 |

CcC=0 CHNH

COOH COOH

O-KETOTIIyTapoBas TIIyTaMHAHOBAs

KHUCJIOTa KHNCJIOTa

a-Kerornyraposas kmcimota\seixogur mu3 I1[TK, a HAJJH(H') He
MOCTYMAeT B JaXaTelIbHYIO 1Mk, UTO HPUBOIUT K HapymieHuto cuHre3a ATO.
Opranel W TKaHu (B TIEPBYIO O4Yepelb TOJOBHOM MO3T) HCIBITHIBAIOT
SHEPTETUUYECKUM OO/,

HecmoTpss Ha T1QCTOsiHHOE 00pa3oBaHME aMMHaka B OpraHU3ME,
KOHIICHTpAIMsl ero ~“He3WauuTelbHas. OTO OOBICHACTCS MEXaHU3MaMH
CBOEBPEMEHHOT O 00E3BPEKUBAHUS aMMHUAKa.

B oprasusMe HenoBeka CyIIECTBYIOT CIECAYIOUIUE Nymu Heumpaiu3ayuu
ammuaka A, — W CUHTE3 aMMOHUWHBIX  coJied, oOpa3oBaHHWE  aMHUJOB
MOHOAMUHOIUKApPOOHOBBIX AMUHOKHUCIIOT U CHHTE3 MOYEBUHBI.

CvHTe3 aMMOHUHHBIX COJied TMPOUCXOAUT B TOYKAX U 3aHUMAaET
HeOO0NBIION YIETbHBIN BEC B IIPOIIecCe JETOKCUKAIIMM aMMHaKa (Ha J0JI0 a30Ta
aMMOHUMHBIX COJIEH MpUXOAUTCA 10 6% a30Ta MOUN).

OO6e3BpexkMBaHKE aMMHUaKa Ha MecTe ero oopa3oBaHus (II€UYEHb, MO3T,
MOYKH, MBIIIIBI W JIp.) TPOUCXOIUT 3a CUET aMHUJAUPOBAHUS acmaparuHOBOM
U TJIYyTaMHUHOBOM KHCJIOT ¢ 0O0pa3oBaHHUEM COOTBETCTBEHHO aclaparvHa
U TUIyTaMUHA.



] |
C-OH C - NH,

CH, + ATO CH,
CHNH, acnaparuacuHTeTa3a CHNH,;
COOH - AM®, H4P,0; COOH
acTmiaparmHoOBasi KUCJIOTa acrmaparui

O O

| |
C-OH C—-NH;
CH, +ATOD CH,
CH2 > CH2

| TIyTAMHHCHUHTETA3a |
CHNH, CHNH;,
COOH — AJI®, H3PO4 COOH
TJIyTAMHHOBAS KMCJIOTA TITYIaMWH

AcnaparuH ¥ TJIyTamMUH NOETYNMarT B TI€U€Hb, TJe MPEeBpAIIAOTCS
COOTBETCTBEHHO B  acmapalWHOBY}0 U  TJIYTAMHHOBYIO  KHCJIOTEHI
C BBICBOOOXKIIEHHEM aMMHaKa, KOTOPBIM HWCIONB3YyeTCsl Il OWOCHHTE3a
MOYEBHHBI.

Obpaszosanue mMoueubl = OCHOBHOU NYMb 00€38PeNCUBAHUA AMMUAKA 8
Op2aHu3me 4enosexa.

[TocnenoBare€IBbHOCTS pEaKIUi STOTO MPOIECCa, HA3BIBAEMOTO TaKXKe
OPHUTUHOBBIM 4w liMiKiIOM, chopmymupoBain B 1932 romy I'. Kpebc
u K. I'en3ensaiiz.

Ha.fiepsomraTane storo 1mukia ammuak BMecte ¢ CO,, oOpasyronmmcs B
MUTOXOHIPHUSAX” B TpOIEecce JbIXaHWSA, HCIONB3YeTCs [UIsl  CUHTE3a
kapOoamomidochara. Ora  ATD-3aBucHMas  peakuus  KaTalU3UpYyeTCs
kapoamounrgpocchamcunmemasou. Jlanee xkapbamowmndocdar mnepegaeT CBOIO
KapOAMOWIBHYIO TPYIITy Ha OPHUTHH C OOpa30oBaHHWEM IUTPYIUIMHA. Peakmus
IpOTEeKaeT MpU ydacTUd (GepMEeHTa  OPHUMUHKAPOAMOUIMPAHCHEPA3bl.
BrlmeykazaHHble peakIMHM TMPOWCXOMAT B MHUTOXOHAPUATBHOM MaTpHUKCE.
B ornuume oT HUX TOCIEAYIONIME TPH PEAKIUH OPHUTHHOBOTO IUKIIA,
NPUBOASAIINE B KOHEYHOM HTOT€ K OOpa30BAaHHIO MOYEBHHBI, IMPOTEKAIOT
B 1muro3osie. lluTpymiamH BCTymaer B peaknuio KOoHAeHcanmud ¢ L-
acrmaparvHOBOM KHUCJIOTOW. B pe3ynbTare peakuuu, KaTaTu3upyeMon apeuruHo-
cykyunamcunmemasot, B tnpucytctBun AT, obpa3dyercss apruHAHOSHTapHAsS
KUCJIOTa, KOTOpasi Ha CIEAYIOIIEM 3Tane MoJ ASUCTBUEM apeUHUHOCYKYUHAMIUAZbL



paciierisiercs Ha (yMapoBYIO KHUCIOTY M apruHuH. DymapoBasi KHUCIIOTa MOXKET
BoBJiekathcs B LITK, cBsi3biBast Takum 00pazom opHUTHHOBBIN 1K v LITK (pucyHok
4.5.1). ApruHuH mOABEpraercs JIEUCTBUIO apeuHasbl, B PE3YIbTATE YETO
o0pa3yloTcs MOYEBHMHA W OPHUTHH. MoueBHHa BBIACNSETCS W3 OpraHu3Ma
B cocraBe MOYd. OpHHUTHH MOXET CHOBA BKJIIOYAThCS B HOBBIM LHKI
00€3BpeKMBAHUSI aMMHUAaKa.

I\‘IHZ (‘IHZ—NHZ
NH; + CO, + H,O +2 AT®O — C=0 + (CH2)2 _—
oAl | | — H;RO,
— H;PO, O ~PO3H, CH-NH,
kapOamowusdocdar
COOH
OPHUTHH
I‘\IHZ (‘300H I\‘IHZ (‘JOOH
Cc=0 H,N-C-H +ATD CsN=C-H
o + | — | | _—
NH CH, - AM® NH CH,
| | AP0, o | |
(CH,)s3 COOH (CHy), COOH
L-acnaparnzeBas
?ILJQP& KHCIIoTa ?ILJQP&
COOH COOH
HUTPYJIINH APTUHUHOSIHTApHAA KHUCJIOTa
(aprUHUHOCYKIIMHAT)
CQOH NH; CH,—NH;
| | NH, |
C 2H C=N-H +H,0 | (CH,)
— [ + ———>» Cc=0 +
H-C NH | CH-NH,
| | NH, |
COOH (CHy); MOYEBHHA COOH
dbymapoBas OPHHUTHH
KHCJIOTa CH-NH;

|
COOH

apruHUH



MouyeBunHa

ApruHuHo-
CyKumHar

Okcano-
auerar

Kap6amoun-

My docoar

a-KIr

Pucynok 4.5.1 — B3aumocBsizb OpHUTHHOBOIO nukja ¢ TK

OnuH 13 aTOMOB a30Ta MOYEBUHBI MPOUCXOINUT U3 AMMHUAKA,<APYTON — U3
acraparuHOBOM KHUCIIOTHI, yriiepoaHbiii atoM — u3 CO,. Ileperocunkom 3THX
aTOMOB YTJIEPOJIa U a30Ta CIYKUT OPHUTHH.

CrexnomMeTtpus nmpouecca CUHTE3a MOYEBHUHBI CIICAYFoIas:

CO; + NH; + 3 AT® + acnaparunosas xkucunorar+ 2 H, O ——
—— MoueBuHa + 2 AJI® + 2 H;PO,, + AM® A+ H4P,0; + dymaposas
KHCJIOTA.

[Tupodocdar ObicTpo TUAPOAUIYETCH, U TaKUM OOpa3oM, ISl CUHTE3a
OJTHOW MOJIEKYJIBI MOYEBHHBLA, HCTIQIB3YIOTCSI 4  BBICOKODPHEPTETHYECKHE
dbocdaTHbIC CBA3MU.

B kpoBH 310pOBOro 4enoBEeKa YpOBEHb MOYEBHHBI cocTaBiseT 2,5-8,3
MMOJIB/T. C MOuO# B CyTKUBBLIEINACTCS 25—30 T MOUYECBUHBI.

4.6. buocunres 0eJIKa

benku  BY opraHu3mMe HaxoAsaTCi B JUHAMHYECKOM  COCTOSIHUH,
[IOBEPILasch HIOCTOSIHHBIM —IIpoLleccaM CHHTe3a M pacrnaga. B xoxe
KU3HEACITEIBbHOCTU OC€JNKH MOCTENEHHO «HM3HAINBAIOTCA» — pa3pylIatoTcs UX
YETBEPTUYHAsA,  TpPETUYHAs, BTOPUYHAsIT W  NEPBUYHAA  CTPYKTYpHI,
MHaKTUBUPYIOTCS (YHKIMOHAIBHBIE TPYIMIIbI, pa3pylIalOTCs CBSI3U B OEJIKOBOM
MoJieKyne. Bo3HukaeT HEoOXOOUMOCTh B 3aMEHE «U3HOLIEHHBIX» OEJIKOB
HOBBIMU.

B 3aBucuMOCTM OT CTENEHU TOBPEKICHUSA OCIKOBOW MOJEKYJIbI
IPOUCXOANT €€ YAaCTUYHOE WIM IOJHOE OOHOBIEHHE. B mepBoM ciiydae mop
BJIUSIHUEM CIEIMANIbHBIX (EPMEHTOB OOHOBISIOTCS HEOOJBIINE YUYaCTKH
MOJIMIENTUIHBIX LETEN WM OTIEJIbHbIE aMUHOKHUCIIOTHBIE OCTaTKU. Bo BTOpoM
cllydyae IPOUCXOAMT IOJIHAS 3aMEHA «M3HOLUEHHOW» MOJIEKYJIbl Oelka HOBOML.



benku pacmamarorcs moa  JAEWCTBHEM TKAaHEBBIX TIpoTea3 (KaTEICHHOB),
JIOKAJIN30BaHHBIX B JTU30COMaX.

benku opranum3ma B LeOM OOHOBISIIOTCA B TeueHue 135-155 nueit.
CkopocTh OOHOBJICHHUSI OEIKOB Pa3IUYHBIX OPraHOB M TKAaHEW HEOJMHAKOBA.
benku medyeHu, MoKENyAOUYHON KeJe3bl, TIa3Mbl KPOBU, CTCHKH KHIIICUHHKA
o6HoBasAr0TCS B Teuenue 10 gueit, My — 30, konnarena — 300 qHeid.

benoxcunmesupyrowas cucmema éxnouaem ciedyroujue KOMIOHEHMbL!

1. TlpoTenHOTE€HHBIE aMUHOKHUCIIOTHI.

2. ®epMEeHTHI amuHoami-T-PHK-cuaTeTa3m1. Onu 00J1a1a10T
crenuGpUIHOCTHIO K onpeiesieHHon amuHokucioTe u T-PHK.

3. 17-PHK (ux nomxHO ObITh He MeHee 20). OHM Takke 00Nagaror ABOMHOM
CHEM(PUIHOCTBIO (K ONPEIeIIEHHON aMHUHOKHCIIOTE U K OMpe/IeNIcHHOMY hepMEHTY).

4. u-PHK.

5. Pubocombl. OHM TO XUMHUYECKOW MpUPOJE MNPEACTaBIHAIOT COo0O0it
pubonykieonporennsl, coctosinue u3 PHK (50-65%) u 6erikoB|(35-50%).

6. ATOul'To.

7. benkoBeie  (haKTOpBI, PAI U3 KOTOPBIX“400maideT (pepMeHTaTUBHOM
AKTHBHOCTBIO.

8. Monsr K™ n Mg™".

[Ipouecc oOpa3zoBaHusi OENKOBW B OpraHU3ME OCYIIECTBIISIETCS IIO
MPUHIUITY MAaTPUYHOTO CUHTE3a C YYACTUEM,HYKIEMHOBBIX KUCTIOT.

B coBpeMeHHOI MaTpUYHOH WK aflanTOpHON Teopuu OMOCHHTE3a Oenka
Pa3INYaOT CIEAYIOIINE ITANBI — MPAHCKPUNYUIO, DEKOSHUYUIO N MPAHCTAYUIO.

B xozxe Tpanckpunuuu (ot nat. transcriptio — nepenucbiBanue) Ha JTHK-
Marpunie ocymiectisercs, ¢untes PHK (B T.4. w-PHK) mo npunnuny
koMIiemeHnTapHoctu. Jsyxiienoynas JIHK packpyduBaeTcs Ha onpeneieHHOM
yyacTke W npu ydacthu ~depmenta PHK-monumepassl HaunHaeTcs cuHTe3
u-PHK. [Ins eeccunTe3a ucnonb3ytorcsi pudbonykieosuarpudocdarsr — AT,
[TO, UTO uYTO.

PexotHuitus (0T naT. recognition — y3HaBaHUE) — CTaaus IMOJATOTOBKU
AMUHOKHCIOTK IIPOLIECCY TPAHCIISALIMH.

O6pazoBaHue MENTUIHON CBSI3UM MEXAY AaMUHOTPYMIOW  OJHOMU
AMUHOKKCIAOTBI M KapOOKCHJIBHOM Trpynmod  Apyrod  aMHUHOKUCIOTHI
TEPMOIMHAMUYECKH  HEBBITOJIHO.  OJTOT  TEPMOJMHAMUYECKHH  Oapbep
npeoioyieBaeTcsl MyTeM AaKTUBAallMU KapOOKCHIBHOM TpyHIbl aMHUHOKHUCIOT-
MPEAIIECTBEHHUKOB. AKTUBUPOBAaHHBIMU  IPOMEXYTOYHBIMH  MPOJYKTaMHU
CUHTe3a Oeyka clyXaT 3(HUpbl aMHUHOKHUCIOT, B KOTOPBIX KapOOKCUIIbHAs
rpyIna aMUHOKHUCIOTH cBsizaHa ¢ 2'- wiu 3'-OH rpynmo#t pubGo3Horo ocratka
Ha 3'-xonHue T-PHK. DOTOT aKTMBHpPOBAaHHBIA TNPOMEKYTOUYHBIM MPOIYKT
Ha3zbIBaeTcst amunoayun-m-PHK.

[Ipucoenunenue amuHokucnoTsl Kk T-PHK uMmeer 3HaueHue He TOJIBKO
MOTOMY, YTO IIPU 3TOM AaKTHUBUPYETCS €€ KapOOKCHUIIbHAS TPYINa U OHA MOXKET



o0pa3oBaTh MNENTUAHYIO CBSA3b, HO U MOTOMY, YTO aMMHOKHCIIOTHI caMu 10 cebe
HecrocoOHbl  y3HaBaTh KoAoHbI H-PHK. AMUHOKHCIOTBI TEepeHOCATCS
Kk pubocomam crnenudpuiyeckumu T-PHK, kotopeie m y3nawot xomonsl u-PHK.
Taxum 06pa3zom, 3tu T-PHK BBITIOIHAIOT pOJIb a1anTOPHBIX MOJIEKYJI.
AKTHBalMsl aMUHOKHUCIIOT U UX moclienyroulee npucoeauHenne k T-PHK
KaranuzupyeTcs cnenupuyeckumu amuHoauun-T-PHK-cunrerazamu:

0] 0]
I + AT®, t-PHK I
R-CH -C-0OH R-CH -C-0-1-PHK
| amuHoanniI-T-PHK-cunrerasa ‘
NH, — AM®, H4P,04 NH,
AMHUHOKHCIIOTA amuHoanmia-T-PHK

v

OTOT mpouecc NpoTeKaeT yepe3 cTaauio oopazoBaHuMaMuHoauiI-AM®
(aMuHOALIMTIAACHUIIATA).

Avunoammi-1-PHK nanee mocrymaer Ha puOOCOMBI, T MPOUCXOIUT
nporecc mpancaayuu (0T naT. translatio — mepeHeceHue), BKIHOYAIOIIUM
3 craguu (pucyHok 4.6.1) — unuyuayuro (HAYaNO”'CUHTE3a TOJUTICIITHIHOM
1eMHn), 910Heayuro (yIJIMHEHUE) U mepmurayuro (OKOHYaHUE CUHTE3A).

[Ipouecc unuyuayuu HavYMHAETCH,C ACCOLMALMH MaJOW CyObeIMHMIIBI
pubocombl, u-PHK u wmernonmn-r-PHKY,-O6pa3oBanuto 3TOro Komiuiekca
crocoOCTBYIOT OeKkoBbie (pakTophl MAKIHAaIMK U [ T® B NpUCYTCTBUU HOHOB
Mg2+. Ha crnenyromem srane MHAMUUPYIOIIMNA KOMIUIEKC B3aUMOJIEUCTBYET
¢ OounbIIOi cyObenuHuLed pudocoMbl U 00pasyercs (HYHKIIMOHAIBHO aKTHUBHAsS
pubocoma. ITOT mpoliecc conpeBokaaeTcs rugpon3om ['TD.

Metunonun-t-PHK4 cBsizana antukogonom T1-PHK ¢ wuHuImupyromum
kogoHoM U-PHK AVI"mBaaumaer Ha pubocome P-yuacmok (nenmuounivHulii).
A-yuacmox (amuHoayuIbHblll) OCTACTCSI CBOOOTHBIM.

Kaxxnpii UK 910Heayuu BKIO4aeT 3 3Tamna: 1) cBsI3bIBaHUE aMHUHOAIIHII-
1-PHK  (y3HaBanue  kojoHa); 2)oOpa3oBaHue  MEONTHUAHON  CBSI3W;
3) TpaHeTOKAIHMSI.

[{ukn »noHranmuu Ha4YMHACTCA C BBEIACHUS HOBOM amuHoarui-T-PHK
(8 3aBucumoctu ot komoHa u-PHK) B cBoOOmHBIN A-y4acTok pHOOCOMBI.
Kemmiiementapnas amunoaumi-T-PHK nocraBmsiercs B A-ydacTok Oenkom,
KOTOpBIM HasbiBaeTcs (¢akTtopoM snoHranuu. Korma amwuHoammi-t-PHK
3aHMMaeT Ha pubocoMe MPaBUIIBLHOE MOJI0KEHUE, TPoUcXoauT ruaponus 'TO.

OOpa3oBaHue NENTUIHOM CBSA3M MPOUCXOAMUT CIEAYIOUIUM 00pa3oM.
MetuoHuH (a B MOCHEAYIONIEM ITUICNTHMA, TPUIENTU, TETpanenTua U T. 1.)
nepenocutcsa ¢ T-PHK, 3anumaromeii P-yqacTok Ha aMUHOKHUCIIOTY, CBS3aHHYIO
¢ 1-PHK, nHaxopsmeiics B A-ydacTke. DTOT HpoUecC KaTaausupyer (hepMeHT
nentuauiaTpancepasa, BXOAAMMUA B  COCTaB  OOJIBIIONW  CYyObEIMHUIIBI
pubocomel. Ilocne oOpasoBaHusi menTUIHOM cCBsizu HeHarpyxkeHHas T-PHK



3anumaer  P-ywactox, a  gunentuawia-t-PHK  (tpunentumaun-t-PHK,
terpanentuauwi-T-PHK u T.71.) 3aHuMaeT A-ydacTok.

A} 4 Putocoma Anwrioaunn-TPHK

I T

/ E Wrnumnpyioumia

KoMmnexc

5'-kolel 0 B 1 Y Y

LI 1L 11 WPHK

OGpasoBaiue nenTUaHoR
CBA3M

¥ 11 -

Népemeiierne_prubocomsl
[loeTOpEnKe npouecca

5'-koHew,

pamas SETERIN WPHK

Pucyiiok 4.6.1 — Cxema cuHTe3a Oesika

Crnenyrommii'\pTan MUKJIa 3JOHTALUN — MPAHCIo0Kayusl. 31€Ch TPOUCXOIAT
3 nepemenienus: HeHarpyxenHas T-PHK nokuaaer P-yuactok, netuani-t-PHK
nepexoaurd u3 ZWA-yyactka B P-ywactok u u-PHK mnepememaercs Bnosb
puboOCOMBbl Ha_OJMH KOJOH. B pe3ynbrare B OCBOOOXKIEHHOM A-ydacTke
nosipiisActcss HoBbI koaoH M-PHK. Bo Bpems TpaHcnokanuy NpPOUCXOIHUT
ruaposus I'TO.

CUrHasioM /Ui 3aBEpUIEHUS CHUHTE3a MOJHUIENTUIHOW LENH Ha CTaauu
TEpPMUHALIMU SABJISIOTCS TepMUHMpYyomKe KoaoHel YAA, VAL, YI'A. Otu
KOJIOHBl Y3HAIOTCS CHEIUaNbHBIM O€NKOBbIM (hakTopoM TepmuHanuu. OH
B3aMMOJIEUCTBYET C pUOOCOMON W HHAYLUPYET THAPOJIU3 CIOKHOIPUPHOM
ceszu Mexay T-PHK wu nomunentuaom, T-PHK wu mnonunenTtuaHas nenb
MOKUJAIOT pUOOCOMY, KOTOpas JUCCOIMUPYET Ha Mallylo M OOJbIIYIO
CyOBEAMHUIIBI W TOTOBUTCA K CHHTE€3y HOBOM MOJUNENTUAHOW LIETH.
O¢ddexTuBHOCTD MpolIecca TPAHCISIMK MOBBIIIAETCS, KOTJa OJJHA MOJIEKyJa H-



PHK Tpancnupyercst 6oibliuM KoJinuecTBoM pubocom. ObOpasyromniuecs mpu
3TOM CTPYKTYPBI IOJTYUUIIA HA3BAHUE HOJUCOM.

MHorue nonunentuabl, odopasyromuecs npu TpaHcisinuu u-PHK — eme
HE OKOHYaTelbHbIe MNPOAYKTHL. OHHM  MOTyT OBITH  BIIOCIEICTBUU
MOJU(DUITMPOBAHBI PA3IMYHBIMUA CTIOCOOAMH.

l. ITox nelicTBUEM AaMHUHOINENTHIa3bl MOKET MPOU30HUTH OTUICIICHUE
OJIHOT'O MJH HECKOJBKMX N-KOHIIEBHIX OCTaTKOB. KOHIIEBOIT METHOHMH MHOTAA
OTLICIUISIETCS B TO BPEMS, KOT/Ia CUHTE3 OCTAJIIbHOW IMOJIMIICNTUIHON LEMIH €IIIe
MPOJIOJIKACTCA.

2. 1lpy oKHCIEHUM JBYX CYJIb(TUAPWIBHBIX TPYII  00pa3yroTes
TUCyNb(UTHBIE CBSI3U.

3. BokoBBIE€ 1LIETTM HEKOTOPHIX AMHUHOKHUCIOT MOTYT OBITh CIEHH(DHUECKU
MoauduIpoBansl. Hampumep, HEKOTOpPhIE OCTATKU TMPOJIWHA, W JIM3HUHA
B TMPOKOJIJIAr€HE TUIPOKCUIUPYIOTCS. [ JIMKOMpPOTEeUHBI O0PA3YyIOTCS IyTeM
MIPUCOEAMHEHUS YTJIEBOJHOTO KOMIIOHEHTa K OOKOBBIM MEmfiM acmaparusa,
cepuHa u TpeoHnHa. Hekotopsie 6enku pochopunupyrorcs."K mpocTeiM Oesikam
MIPUCOEIUHSAIOTCS TPOCTETUUECKNE TPYIIIIHI.

4. llonunenTuaHble 1€ MOTYT TMOJABEPrarbcs  CrenupuuecKoMy
pacuierieHuo. Hampumep, 1mipu mpeBpallieHUn, NpekosuiareHa B KOJUIareH |
MIPOUHCYJIMHA B UHCYJIUH.

Takum  00pa3oM, TMOCTPAaHCHSHHOHHBIE pEaKIMH  OOECIEeUYHBAIOT
(YHKIIMOHAIBHYIO aKTUBHOCTh 00Pa3yIomMXcs OCIKOB.

buocunTe3 Oenka MOXKET HNPOUCXOAUTh U B MUTOXOHIPHUSX, TJI€ UMEETCS
MoJIHAasl cucTeMa TmepeHoca reHeTuwdecko wHbopmanuu ot JJHK k Oenky.
Pazmep JHK wmutoxoHApuid HE TMO3BOJSIET MM KOAUPOBATH CHHTE3 BCEX
HEOOXOIUMBIX 3TUM OpraneijiaM 6enkoB, MOITOMY YacTh U3 HUX CHHTE3UPYETCS
Ha pubOcoMax ¢ MOCIeAYIOITUM BCTpauBaHUEM BHYTPh MUTOXOHIPUH.

4.7. OOMeH CJI0)KHBIX 0€JIKOB
4.7.1. Obmen xpomonpomeunos

Xpomonpomeunvl — 3TO CIOXHbIE O€JIKH, MPOCTETHUYECKOW TpYIION
KOTOpLIX SIBJISIETCSl OKpallleHHbIM KOMIOHEHT. Hambomnee pacmpocTpaHeHHBIM
MpEeJCTaBUTENIEM XPOMONPOTEUHOB SIBISIETCA 2eMo2nobuH, HaXOASIIHACS
B OPUTPOIUTAX.

CpenHuii CpoK KHU3HHU HSpUTpoIUTOB cocTtaBisier 100-120 nueit.
JlecTpykuuu mnojBepraeTcss M coaepkauuiics B HHMX reMmoriioous. Ilpouecc
pacnaza HauMHAETCA YK€ B COCYAMCTOM pyclie, a 3aBepliaeTcsl B KJIETOUYHBIX
AJIIEMEHTaX CUCTEMbl MOHOHYKJIeapHbIX (arouutoB (CM®) — kyndepoBckux
KJIETKaX TI€YeHHU, CEJIE3€HKH, THCTHOLMTAaX COEJWHUTEIBHOM  TKaHH,
MIa3MaTUYeCKUX KIeTKax KocTHoro mosra. I[locne Beixoma reMoriioonHa u3



CTPYKTYPBI 3PUTPOIIUTOB TaK Ha3bIBa€MBI BHEIPUTPOLUTAPHBINA T'e€MOTIIOOWH
CBSI3bIBAETCSl C TaNTOIIOOMHOM IUIa3Mbl, 00pa3ys KOMIUIEKC «TeMOTTIOOMH —
rantoryiobun». braromapst 3ToMy reMoriioOuH 3aIep>KUBAeTCs B COCYIUCTOM
pycie, He IPOXOAs Yepe3 MOYSUHbIN QUIbTP.

B mnpouecce pacmaga remorio0uHa B KJIETOYHBIX 3neMeHTax CMO®
BHAYaJle IPOUCXOANT pa3pblB METHHOBOTO MocTHKa MexAy | u Il muppoibHbIME
AapaMH  TOPPUPUHOBOTO  KOJBIIA C  OJHOBPEMEHHBIM  OKHCICHUEM
JABYXBaJICHTHOTO jKejie3a B TpexBajeHTHoe. OOpasyromuiics TakuM o0pazom
BBICOKOMOJICKYJISIPHBI TUTMEHT 3€JICHOTO IIBeTa 6ep002io6un TPEACTABISCT
coOOl  KOMIUIEKC, COCTOSIIMA M3 TJI0OMHA, pa3opBaHHOM  CHETEMbI
nopGUpPUHOBOTO  KOJNbLIa M  TPEeXBaJIEHTHOTO  kene3a. Jlambmeumiue
NpeBpaIleHus TPUBOAIT K TMOTepe BEpAOINIOOMHOM IKeneza _w, \THOoOuHa,
B pe3yiabTaTe 4Yero (GopMupyeTrcs HH3KOMOJEKYISPHBIA KEITYHBIA THUTMEHT
3eJIEHOTO 1LBeTa — Ounusepour. OH TOYTH BeCh (PEPMEHTATUBHBIM MyTEM
BOCCTaHABJIMBACTCSI B KPACHO-KENTHIM IHUICMEHT SKeNYd |— OunupyouH,
SIBIISFOLTUICS OOBIYHBIM KOMITOHEHTOM TIJIa3Mbl KPOBH.
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[Ipu pacnane 1 i rémorinoOuHa obpasyercs 34 mr OunupyouHa. bynyuu
HEPacCTBOPUMBIM B| BOJIE, )¢BOOOAHBIA OUIUPYOUH COEIUHSAETCA C albOyMHUHOM
1a3Mbl  KpOBHA(B \(pu3nonornyeckux yciaoBusix | T anpOymMHHa CBSI3bIBAaET
17 mr Ounupybuna). Kommnekc «anbOymMuH — OWIMpPYyOMH», OCTaBICHHBIM
C TOKOM. KpOBH) B IME€YEHb, HAa TOBEPXHOCTH IUIA3MATUYECKOH MeMOpaHbl
renaToiuTa MeABEpraercs auccolManuu. B kieTkax NedYeHu Npu y4acTHH
dbepmenta, V] D-rmokypoHunTpancepasbl  OCYIIECTBISETCA  MEPEHOC
LIIOKYPOHOBOM KHCJIOTBI € MOJIEKYJbl Y D-raoKypOHOBOKW KHUCJIOTHI Ha
CBOOOJHBIM OunupyOuH, B pe3yabTare Yero oOpa3zyrorcs
ounupyounouentokyporuoor  (75-80%) u  OunupyOUHMOHO2IOKYPOHUObL
25-30%). DTOT mpoliecC Ha3bIBACTCS KOHbIO2AYUELL.
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Ceazdnusii “(KOHBIO2UPOBAHHBIU)  OUIUPYOUH  TOCTATOYHO  XOPOIIO
pacTBOpPHM By, BOJIE, HO JIUIICH CIIOCOOHOCTH TepeMenIaThCsl Yepe3 JUMUIHBIN
CJI0i ME@MOpaHbI. 3a cUeT CBA3bIBaHUS OMIHPYOHHA C TIIOKYPOHOBOUM KHUCIOTOM
PUCYIAast)” CBOOOJHOMY OWINPYOMHY TOKCHUYHOCTh B 3HAUMTENBHOH Mepe
Teépsictcsd. Jlump  He3HauWTenbHAas ~ 4YacTh  CBSI3aHHOTO  OmimpyOWHa
pPEedKCKpEeTUpyeTCss B KpOBb, IJI€ COCTaBiseT He Oomee 25% ot oOmiero
KonuuecTBa Omnnpyouna. ConepikaHue B IJIa3Me€ KpOBU oOuIero OwinpyOuHa
y B3pOCIIOTO 30POBOT'0 YeJIOBEKa HAaXOAUTCs B mpeaenax 8,5—-20,5 MKMOIb/,
cBOOOHOTO — 6,4—15,4 MKMOIIB/11, a cBI3aHHOTO — 0—5,1 MKMOJIB/II.

bunnpyOuHrroKypoHuabl 6marogaps (GpepMeHTHBIM cUCTeMaM MeMOpaH
aKTUBHO TIEpEMENIAIOTCS Yepe3 HUX (MPOTHUB TpaJueHTa KOHIICHTPAIIHH)
B JKETTYHBIC XOJIbI, BBIICTSSICH BMECTE C JKETYhI0 B MIPOCBET KUIICUYHUKA. B HeM
nmoJl JeWcTBUEM (PEPMEHTOB, MPOAYLHUPYEMbIX KHIIEUYHOW MHUKPOQIOPOH,



MPOUCXOUT  OTUICIUIEHWE TIJIIOKYPOHOBOM  KUCIOTHL.  BBICBOOOXKIEHHBIIH
CBOOOJIHBIA OWIMPYOUH uepe3 psJ peakluil MpeBpallacTcss B YPOOULUHOSEH.
B Hopme ompejneneHHas €ro 4acTthb, BCAachiBasiCh B TOHKOM KHILIEYHUKE
U B BEpPXHEM OTJAENI€ TOJICTOTO, Yepe3 CHUCTEMY BOPOTHOM BEHBI MOMAAAET
B I€YEeHb, IJ€ MNPAKTHUECKH TOJTHOCTBIO pazpyliaeTcs (IMyTeM OKHCICHHS),
MpeBpallasch B MPOU3BOAHBIE MUPpOia. YPOOUIUHOTEH MPHU 3TOM B OOIIMIA
KPOBOTOK He MocTymnaer. YacTh ero BMecTe ¢ MPOJYyKTaMU pa3pylICHHUs] BHOBb
HampaBisieTcsi B NIpocBeT KuieyHuka. OCHOBHasE Macca YpOOMJIMHOTEHa
HaIpaBisieTcsl W3 TOHKOIO KHUIIEYHHKA B TOJCTBIA, TA€ TOJ BIHUSHHUEM
aHa’poOHON MUKpO(IOpHl MpeBpalaeTcss B cmepkooununozen. OH JIOUTH
MOJIHOCTBIO BBIJICNISIETCSI C KaJOM, OKHUCISIICh Ha BO3JyXE B CmMepreOURUH,
ABJISAIOIIMICS OTHUM M3 MUTMEHTOB Kajia. HeGomnbias yacTe cTepKOOMIMHOTeHa
MyTEM BCAChIBaHUS Yepe3 CIU3UCTYIO 000JI0UKY TOJCTOr0 KUIIEYHUKA HOMA1aeT
B CHUCTEMY HIDKHEW TIOJOW BEHBI, JIOCTaBISETCS C KPOBbK) B IMOYKH
Y BBIAEIAETCA C MOYOU.

Takum 00pazoM, B MOY€ 3A0POBOr0O YeIOBEKA MPAKEUHECKH OTCYTCTBYET
ypoounuHored (B cyrtku Bbiaensercs 0,5-3,4 wmr),(HO,B Heill colepKurcs
HEOOJIBIIIOE  KOJUYECTBO CTEPKOOMIMHOTEHA.4, Y\ HOBOPOXKICHHBIX U3-3a
CTEepUJILHOCTH KHILIEYHUKA OMITMPYOUH He IpeBpalllaercsi B €ro NepeyucieHHbIe
MIPOU3BOJIHbIE (METa0OINUTHI), HO aKTUBHO BCACHIBAETCSI B KPOBb, O0YCIIOBIUBAS
rUNepOnINpyOMHEMHUIO.

Cxema OCHOBHBIX JTamoOB MpEBpallicHUs TeMorjioOMHa W MeTaboiau3ma
OwnupyOuHa rpejcTaBiieHa Ha pucyHke 4.7:1.1.

[laTomorust oOmeHa OWIUPYOUHA TPOSBISIETCS HAJTUYUEM HCETMYXU.
Paznuuaior 3 OCHOBHBIE munsl JHCeAmyx: napeHxumamosuvie (neueHouHwvle),
MmexaHnudeckue (06mypayuonHple) 1 ceMoaumuyecKue.

Ilapenxumamosnvie “deeimyxy BO3HHUKAIOT B pe3ynbrate AuQEy3HOTro
MOPAXKEHUsI  MAPEHXUMbh, “TIEUeHH  pa3IMYHbIMU  areHTamu  (BUPYCHI,
OakTepualibHble HOpaXKCHUS TI€UYEeHH, IMapa3uTapHOoe OOCEeMEHEHUE Oprasa,
OTpaBJICHUS TUXIIOPITAHOM, YETHIPEXXJIOPUCTHIM YIJIEPOAOM, CBUHIIOM M JIp.,
JUTUTETbHOCATPUMEHEHHE CUIIbHOICUCTBYIOIINX JIEKAPCTBEHHBIX BEILIECTB).

B matorenese mapeHXMMATO3HBIX JKEJITYX BEAYIIMM MOMEHTOM SIBIISETCS
Hapyli€Hue ©OOMEHHBIX M TpOQHUUECKHMX TPOLECCOB B  MOPAKEHHBIX
renatoundtax. YBEJIUUYMBAasICh B pa3Mepax, OHU IMEpekKUMAIOT MeJbyailiine
JKEJTUHbIE  XOJIbl, BBI3bIBAsl 3aCTOM JKEMYM — TaK HA3bIBAEMBIM MEPBUYHBIMI
xonecTa3. B pesynbpTaTe 3ajepKuBaeTCsd W BBIBEJACHHE MKEIYHBIX MUTMEHTOB,
HAKaIJIMBasCh, OHU MOJBEPTaroTCcsi 0OpaTHOMY BCAChIBAaHUIO B KPOBb. B KpoBH
YBEJIMUMBACTCS  COJEP)KaHUE CBSI3aHHOTO OWIMpYyOMHA, YTO MPUBOAUT
K MOSIBJICHUIO €r0 B Moue (MOYa NpUOOPETAET TEMHYIO OKPACKY C TIEHOM JKeNTo-
kopuyHeBoro 1Beta). CojepskaHue CBOOOJHOrO OWJIMPYOMHA B KPOBH TOXKE
Bo3pacTaeT (MOCKOJIbKY TOpa)K€HHasi MEYEHOYHAsl KIJIETKa HE B COCTOSHUM
MPEBPATUTh BCE KOJMYECTBO JIOMIEANIEr0 J0 Hee CBOOOIHOTrO OunupyOuHa,
HO B MEHBIIIEH CTETEeHN).
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Toncran kuuk:

1 — xaTtaboym3M rémoriodnHa B kieTkax POC KOCTHOTO Mo3ra, CeNne3eHKH, JIMM(PATHISCKUX
y370B; 2 — /00pa3oBaHHM€ TPAHCIOPTHONW (OpMBI KOMIUIEKCa OMIHPYOHH-aIbOyMUH;
3- moctymi€Hue OGunupyouHa B medyeHb; 4 — oOpa3oBaHue OWIMPYOUH-TIIFOKYPOHHU[IOB;
5 — cekpeliiss OWIMPYOHHA B COCTaBE JKEIUM B KHIICYHHK; 6 — KaTa0OJIU3M OMITMPYyOHHA 10T
NeUCTBUEM, KHUIIEYHbIX OakTepuil; 7 — yJalleHHe CTEepKOOMIMHOreHa ¢ (heKaTusiMu;
8 — BCacblBaHWE YPOOWJIMHOTCHOB B KPOBb; 9 — YCBOCHHE YpPOOWIMHOTEHOB MEUYEHBIO;
10, =wmocTyrieHre yacTd ypOOMJIIMHOT€HOB B KPOBb U BBIAEJICHHE 4Yepe3 MOYKU C MOYOIi;
11 —uebonpias yacTh YpOOMJIMHOT€HOB CEKPETUPYETCS B KEIYb.

Pucynok 4.7.1.1 — BuiinpyOuH-ypoOMJINHOTr € HOBBIN HINKJI

Hambonee TOHKMM TMPU3HAKOM TIOPKEHUS TICYCHW TPH TemaTuTax
ABIIAETCS MOsIBJIEHUE ypoOunuHoreHa B moue (tabnuua 4.7.1). Kan obecupeuen
Ha BBICOTE KENTYXH (OTCYTCTBYET CTEPKOOWIINH).



Tabnuua 4.7.1 — Knuauko-Ouoxumuueckas quddepeHunanbHas JuarHocTuka
Pa3TUYHBIX TUIOB KEJATYXHU MO JIaHHBIM UCCJIEAOBAHMS MTUTMEHTHOIO 0OMeHa

B kpoBu B moue B kane
Tun OuTUpyOuH CTEPKO- | ypOOHIH- OnupyOouH CTepKO- | OMIMpPyOuH
KENTYXH OWIIMH HOTCH OWIIMH
CBOO | cBsI3. CBOO | CBSI3. CBOO | CBs3.
(-oremn) (-oren)
Hopma + &) + — + — — —
Iapenxu- oM + ™M - + + | -
MaTo3Hast
O6typa- oM - () - + - - A
IIMOHHAas
Fewonn- | 141 | (0 | 11 - - | 7 QAN
THYECKas

VYcnoBHbIE 0003HAYEHUS:

(-), (+) — coxep:kaHHe MUTMEHTA MPAKTUYECKH HE ONPEEIIAETCS NCIOJIB3YeMbIMU
METOJaMHU

-1 + — OTCYTCTBHUE WJIM HAaJIUYUE MUTMEHTa

T — yBenuuenHoe conepkanme

™ u T — pesko u ouenb pe3ko yBenuueHHOE ConepKaHue THEMCHTA

OTHoNIOruueckuM (HaKTOpOM MexaHuueckux dcenmyx SIBISIOTCS KaKue-
aM00 TPENSTCTBUS OTTOKY KEN4H, JAQKAIM3YIOIIHecs BHE CaMOW IE€YeHH.
OOBIYHO OHM BO3HHMKAIOT HAa YPOBHE WKEIYHOTO IIY3bIpsl WM KPYITHBIX
KETYCBBIBOASAIINX MPOTOKOB. TAKHUMH MPENATCTBUSAMU MOTYT OBITh KaMHH
KETYHOTO  MY3bIpA HW  JKETYEBBIBOASIINX  MyTeH,  3JI0OKAYeCTBEHHBIC
HOBOOOPA30BaHUS >KETUYEBBIBOAIIMX MyTel MO0 OMyXoiu Onu3iexalux K
NIEYCHN OpraHoB. B pe3ynbTarte 3aKyMmOpKH KPYIMHBIX JKETUYEBBIBOAAIINX ITyTEH
pa3BHUBAETCsl TUNEPOUTMPYOUHEMHUS (3a CUET CBsSI3aHHOU (hopmbl OMITUPYOUHA).
B Mmoue, mnpomnopuumOHAIBHO CTENEHH OOTypallud BO3pacTaeT ypOBEHb
cBs3aHHOTO OMyMpyiorHa. Kan oGeciiBedeH.

l'emonumuyuéerue owcenmyxu pPa3BUBAIOTCA B pPE3yJbTaTe€ YCUJICHHOIO
pacnaza JPUTPOLIUTOB C OCBOOOXKIEHHUEM W3 HUX 3HAYUTENIbHBIX KOJIMYECTB
remoryiobnHay, B 3aBHCUMOCTH OT MPHYMHBI BOSHHUKHOBEHHS T€MOJMTHYECCKHUE
KEITYXW, [IOJIPa3eNAI0TC Ha BpOXKACHHbIE U MpuodpeTeHHble. K BpokKIeHHBIM
MOXXHOWOTHECT TEMOJIMTUYECKYIO JKENTYyXYy HOBOPOXIEHHBIX. K mproOpereHHbIM
OTHOGSIT 'CITy4yau, CBS3aHHbIE C OTPABJICHUSIMHU TE€MOJIMTUYECKUMH siAaMH (KpacHast
KpOBsiHasl COJIb, CHHWJIbHASI KHCJIOTa W €€ CONIM, HUTPaThl M Ap.), JMOO yKycamu
STIOBUTBHIX KUBOTHBIX C TEMOJMTHUYECKUM JCHCTBHEM S/I0B. B KpoBH OTMeuaeTcs
eunepounupybunemusi, HoO B OTIHWYUE OT TMEPBBIX ABYX THUIOB JKEITYX OHa
oOycCJIOBJIeHA MPEUMYIIECTBEHHO CBOOOIHBIM OMIMPYOMHOM (T. K. MEYeHb HE
yCIeBaeT ero nepepadborars). B Mode OmnpyouH He onpeaessieTcs: (CBOOOTHBIMN
OwMpyOuH, CBSI3aHHBIA C aJbOyMHHOM, dYepe3 IOoYeuHble MeMOpaHbl He
¢unbTpyercsi). Okpacka MOYM M Kajla B 3TOM cly4ae TeMHas (BBICOKOE
CoJiep>KaHKe CTEPKOOWINHA).



Buocunmes 2emomonpomeunog
Jns  cuHTe3a remMma, SBISIONIETOCS  MPOCTETUYECKOM  IpyIIon
2eMOnpomeuro8, WCTONB3YIOTCs TeTtparuapodonueBas kuciora (TTDK),
ABJIAIONIAsICS OMOJOTMYECKU aKTHUBHOM ¢opmoi ButammuHa By (B.), a Taxxke
BUTaMUH B, (koGanamuH), Meb, Kee30, INIMIHMH, aKTUBHASL YKCYCHas KUCIOTa
(auetun-KoA), akTrBHas MPONUOHOBAas kKucyioTa (mponuoHui-KoA) u akTuBHas
aHTapHas kucinora (cykumHui-KoA). benkoBas dYacTb Te€MOINPOTEHHOB
oOpa3yeTcsi U3 aMUHOKHUCIOT OOBIYHBIM MYTEM B XOJI€ TPaHCISALMH, TOCIe
3aBepIIEHUs] KOTOPOU K KaxJ0W U3 cyObeAUHUI] MpucoeauHseTcs reM. B xone
CHUHTE3a TeMOrjo0uMHa W JAPYIHX OJUTOMEPHBIX TEMONPOTEUHOB MPOUEXOAUT

TaK)Ke acconuanus cyObeIMHULL B OJIMTOMEPHBINA OEJIOK.

4.7.2. Obmen HyK1€0NPOMEUHOB

Hyxkneonpomeunsvi — 3TO CHOXHbIE O€IKH, MPOCTETUMUECKOM TpYMHION
KOTOpbIX siBisieTcs HykienHoBas kuciora (PHK win “AHK). Pasnuuator
PUOOHYKJICONPOTEMHBl M J1€30KCUPUOOHYKIICONPOTeHHbY OHM TMOCTYNaroT B
OpraHu3M B COCTaBe€ IMPOJYKTOB XMBOTHOTO HPOMCXOKIeHUs (Msico, pbiba) U
JTPOAKIKEM.

B xenyake oT HyKJIEONPOTEUHOB [IOJ, BO3/ISHCTBUEM METICHHA U COISHOM
KHCJIOTHI OTHICTUISIETCSI 4acTh O€lika, ‘A, B TOHKOM KHIICUYHHKE IMPU YYACTUH
TPUIICMHA — OCTaBIIUKCA O€JOK ¢ @CBOOOYMACHHUEM HYKJIEHHOBOM KHUCIOTHI. B
nanbHeueM OellOK B TOHKOM(KHUINEUHUKE THUAPOIU3YETCS 10 CBOOOJHBIX
AMUHOKHCJIOT (TOJ ACHCTBUEM TPHUICHHA, XUMOTPHUIICHHA, KapOOKCUIICTITUIA3,
aMUHOIICTITU/Ia3 U JUTICTITH]IA3).

HyxkiienHOBBIE KHUCIOTBINDACIICIUIAIOTCS B TOHKOM OT/AEJC KUIICYHUKA
noa paerctBuem pubonykieassl (PHK-a3pl) u neszoxcupubonykiieassr (JIHK-
a3bl) TOJDKEIYJOMHOM N JKeJIe3bl M KHUIIEYHOTO COoKa. OTH  (EepMEHTHI
TUAPOIU3YIOT HyKJIEHHOBBIE KUCIOTHI MPEUMYIIIECTBEHHO O MOHOHYKJICOTH]IOB
U HEOOJBIIEro KOJMYECTBA OJUTOHYKIEOTHIIOB. HykneoTuasl MOryr
TUIPOJIN30BAaTHCs KuIIeuHbIMU (ocdarazamu ¢ o0pa3oBaHUEM HYKJICO3UIOB
1 opTOPOCHOPHON KUCTOTHI.

BirkaHsix HYKJICO3UIbl 1 MOHOHYKJICOTHIbI UCIIONB3YIOTCS NJI CHHTE3a
HYKJIEUHOBBIX KHUCJOT WJIM MOTYT paclajaThCs A0 KOHEYHBIX MPOIYKTOB
OoOMeHa.

Pubo- u oOesoxcupubonykneomuost 1OA ~ IEUCTBUEM  (PEPMEHTOB
HykieoTuaas (dhocdaras) KIETOK pacnafaroTcs € 00pa30BaHUEM HYKA€03UOO8
1 opTOPOCHOPHOIN KUCTOTHI IO CXEME:

AM® (ITM®, IIM®D, YM®) + HOH — aneHo3uH (ryaHO3WH, ITUTUIVH,
ypuaun) + H;PO4

IAM® (aI'M®, alIM®, nTM®) + HOH — ne3okcuaaeHO3UH
(1€30KCUTyaHO3HH, I€30KCULIUTUANH, 1e30KCUTUMUIUH) + H3POy



3atem mon gedcTtBueM Qocdopunazbl  OT  KaXAOTO HYKIeo3uod
OTIIEIUIAETCS MOHOCaxapua B Buae puboso-1-dochara (wm ne3oxkcuprn6030-1-
dbochara) m 00pa3yeTcsi COOTBETCTBYIOIIEEC A30TUCTOE OCHOBAHUE (AOCHUH,
2YAHUH, YUMO3UH, YPAYUL UTU TMUMUH).

[IpeBpareHne aaeHWHA B MOYEBYIO KHCJIOTY OCYIIECTBISIETCS depes
cTaauu o0pa30BaHMs TUTIOKCAHTHHA U KCAaHTUHA.

NH, OH
+0
N N 2
+H0 N +H,0
—_—
_—
aJCHUH/C3aMIHa3a
KCaHTUHOKCHIasa
—NH;4
-H40,
N NH N NH
AICHUH THIIOKCAHTHUH
OH OH
+0,
N + HZO N N
—_—
U KCaHTHUHOKCHJa3a
HO - HZOZ OH
N N NH
KCAHTHH MOYCBAsA KHUCIOTa

(eHospHAs (hopMma)

FyaHI/IH npeBpamacTcsa B MOYCBYIO KHUCJIOTY HCHIOCPCACTBCHHO YCPE3
KCaHTHH.

OH OH
+ 0O,

N N +HO N N +Ho0
—_— T
ryaHWHAC3aMHHAa3a KCaHTHHOKCHIa3a

HN - NH; oo -H,0,
N NH N NH
Ty aHHAH KCAHTUH
—_—
HO OH
N NH

MOYCBast KHCJIOTA
(enompHas opma)
Mouesas kucnoma s61s1emcs. KOHEUHbLIM NPOOYKMOM pacnadd nypuHoBblxX
azomucmasilx ocnoeaHuﬁy yejoeekd.
Hapymenue merabonr3ma MOUEBOM KUCIOTHI IPUBOJIUT K nooazpe.



Pacnao nupumuounoswix

A30MUCMbIX OCHOBAHUU NPOUCXO0UM  NO
credyowell cxeme:

NH,
N +H,0 + HAI[(DH(H+)
B ——
OUTO3HH- paLII/I.]'I-
Ho JAc3aMHHasza peayKrasa
X ~NH; HO — HAJIO"
IIUTO3HUH ypa]_u/[ 71 ypauuin
(enonbHas popma) (xeToHHAs opma)
o COOH
- CH, COOH
+H,0 | +H,0
— — 3 CH = CRE
JUTUApOYparuii- | B-ypeunonponuonats |
o rujparasa NH TUAposasa |CH2
NH |C . _NH, -
JUTHAPOY PaLMII | < CO, :
NHZ —aJIAHUH
B-ypennonponroBoBast
KHCJI0Ta

Pacnag TUMHMHA HPOUCXOAUT MOWTAaKOH e cXemMe ¢ 00pa3oBaHHEM
-aMHMHOU30MACIITHON KUCIOTBHI.

CH; HAI[(I)H(H*)
TI/IMI/IH-
peyKTasa

- HAJD"
THMUH TUMUH
(eHospHas Qopma) (xeTonHast (hopma)
0 COOH
COOH
CH - CH,
HN CH +H,O + H,0
3 | 2 CH- CH,
- —>» (H, > |
JUTAIPOTAMUAH- | B—ypennonzoGytupat- CH
O rujiparasa NH TUIpOIIasa | 2
NH | - NI NH,
JUATHAPOTUMUH €=0 -CO,
p | B—amuHOM3OMAaCTSIHAS
NH, KHCJI0Ta
B—ypennonsomaciasHas
KHCIIOTa

buocunmes azomucmuix ocnosanuii

[lypuHOBBIE OCHOBaHUsA, OOpa3ylolIMecs B Tpollecce NepeBapUBaHUS

HYKIICUHOBBIX KHCJIOT B KHIIICYHUKC, B I[aJ]BHeﬁ]lIeM MPaKTUICCKHU



HE  HCHONB3YIOTCSA,  IMOITOMY  HMX  CHHTE3  OCYLIECTBISIETCS U3
HU3KOMOJIEKYJISIPHBIX ~MPEAIIECTBEHHUKOB, MPOJAYKTOB OOMeHa YrieBOJOB
u 6enkoB. M3 cxembl Ha pucyHke 6.4.1 BUnHO, 4TO 4-i U 5-U aTOMBI yrieponaa
U 7-11 aTOM a30Ta B ypUHOBOM sIJIpe 00pa3yroTCs U3 INIMIUHA.

aCAparuHOBAS

KHCIIOTA \

TJIMIUH

N'-opaa-TT K \/ NN = CH - 1T @K

AMHIHBIH a30T
Ty TAMHHA

Pucynok 6.4.1 — IIpoucxo:kaenne aToMoB YIJ1€p0aa U a30Ta
B IyPHHOBBIX OCHOBAHUSX

JIBa aroma azora (N-3 u N-9) mpouexondar U3 aMHAHOW TPYIIIbI
riiyTamMmuHa, oauH atoM a3oTa (N-1) 13 aGmaparMHOBOW KHUCIOTHI; YTIEPOIHBIHI
atom (C-2) mpoucxomut u3 yriepoma ¢opmuin-TI'OK. Hcrounnkom atoma
yriepoga B 8-M monoxenun sBisercs N, N'%-merenmn-TI®K, a yriaepona
B 6 nmoJsoskeHun — CO,.

Tupumuounosvie azomucnivie ocHo8anus B OTIMYUE OT MYPUHOBBIX HE
CUHTE3UPYIOTCS B CBOOQAHOM Buje. WX cuHTe3 mpoucxoaut B Tmpolecce
oOpazoBanus ypuauaMoHopochara (YMD). McTouHMKOM aTOMOB JUIS CHUHTE3a
nykneotuaa sisiorcs CO,, NHi;, acnaparuHoBast kucnorta. [IpeaiecTBeHHHMKOM
LUTUIMTHOBBIX{ HyKJICOTUIOB siBisieTcss YM® u rayramuH (Kak JOHOp —AaMHUJIHBIX
TpymI).

Lpu OuocuHTEe3e THUMHAMHOBBIX HYKJIeoTHI0B YM® mpeBpaiaercs
B AYM®, a 3arem mnojaBepraercs METWIMPOBaHUIO Ipu ywyactun TI'OK
c_obpaszeBanuem 1TMO.

4.8. Hapywenusa oomena amunokuciom u 6e1koe

Memy OeKaMu I1a3Mbl, aMHUHOKHCJIOTaMHU IIa3Mbl H OclIKaMH TKaHEH
IMOCTOAHHO CYHICCTBYCT COCTOAHNC NUHAMHUYCCKOI'O PABHOBCCHAA. B HCCIICAOBAHUAX
C UCITIOJIb30BAHUCM PAINOAKTHBHO MCUCHBIX ATOMOB OBLIO YCTAHOBJICHO, YTO B HOPMC
CKCAHCBHO CHUHTC3UPYIOTCA U PACIIaJarOTCA OKOJIO 400 T Oemxka. I[ame BO BpEM:1
TOJIOJaHUA WM TSXKCIIBIX HCTOINANOIIMX 3a00JIEBaHUI OTHOIIICHUE 06H.[€F0



KOJIMYeCTBa OCIKOB TKaHEH K O0OIeMy KOJHMYECTBY OCJIKOB TUIa3MbI
B OpraHU3Me OCTAeTCsI OTHOCHTEIBHO TIOCTOSTHHBIM, COCTABIISISI IPUOIU3UTEIBHO
33:1. B cBsI3U C CYIIECTBOBAHUEM TAKOTO OUHAMUUECKO20 PABHOBECUsl MEXKIY
OeNKaMHM IJ1a3Mbl U IPOYMMU OesikaMu TeJia 3(HPEKTUBHBIM CIIOCOOOM JICUEHUS
TSDKEIBIX OCTPBIX COCTOSHUU nedurmTa OclKa B OpPraHW3ME MOXKET OBITh
BHYTPHBCHHOE BBEJCHHEC OCIKOB IUTa3Mbl KpoBH. Yepe3 HECKOJbKO IHEH,
a MHOTJIa ¥ YaCOB aMHHOKHCIIOTBHI BBEJCHHBIX OCIIKOB PAaCHpPEICISIOTCS CPEIn
KJIETOK OpraHu3Ma JijIsi 00pa30BaHUs HOBBIX OCJIKOB TaM, TJI€ 3TO HEOOXOIUMO.

Hapymenus oOMeHa aMWHOKHCIOT M O€lIKoB HaOmomarTcs (TipH
HecOATaHCUPOBAHHOM OCIIKOBOM IMHTAHHH, IMATOJIOTHSAX OTACIBHBIX OpPraHOB,
BPOXKJICHHBIX M HACJCACTBCHHBIC 3a00JICBAaHUAX, OMYXOJAX, TOPMOHAILHOM
nucbanaHce.

Hapymenne OenkoBoro mnuTaHus (MTOJMHOE WM  OTHOCHUTEIBHOE
rOJI0JIaHNE) TPUBOJIUT K YCHJICHHUIO pacraja TKaHEBBIX OEIIKOB; CHIKECHUHUIO
KOJIMYeCTBa OCJIKOB IUIa3Mbl KPOBH, K JETCHEPATHBHBIMAU3MEHCHUSAM TICUCHH,
aHEMUHU, OTeKaM, HApYyIICHUSM IICHUXUKH. (OCQOSGHHO YYBCTBUTCIIHHBI
K HEJI0CTAaTKy OCJKOB B pallioHE JETH. Y HUX OTMEUAIOTCs TaKue 3a00JICBaHMS,
KaKk xeawuopxop (Mpu HEJOCTaTKe OenKOB) W/ mapasm (OpU TOJTHOM
T'OJIOJIAHUN ).

Bone3nu nmeueHu, pu KOTOPBIX HAPYIIASTCS 00pa30BaHUE MOYCBHUHBI WITH
CHUHTE3 OCJIKOB IIJIa3Mbl KPOBH, COHMPOBOKIAIOTCS IOBBIMICHUEM COJCPKAHUS
aMUHOKHUCJIOT B KPOBH M B Moue. JIpH YBEAUUYCHUH YPOBHS TUIOXO PACTBOPUMBIX
B BOJIC aMHHOKHCIIOT (IIMCTEHH, THPO3UH) UX MOKHO OOHApy>KHTh B MOYE IO
XapaTepHoi (popmMe KPUCTAILIOB.

Hapymenus QyHKIMW, WHOYEK COMPOBOXKIAIOTCS TOTEPSAMH  OCIKOB
C MoYoi (npomeunypus)y WIH CHIDKEHHEM peadcopOIHMHM  OTIEIbHBIX
AMUHOKHCJIOT ¢ YBETUUECHUCM UX COJIEPKAHUS B MOUe (aMUHOAYUOYPUS).

Cpenn .BpOKIEHHBIX MATOJOTHH HamboJee YacTo BCTPEYAIOTCS
HapylieHus -00MeHa peHmIanannia 1 Tupo3uHa. llpu orcyrcTBUM PepMmeHTa
(dbeHnNaNaHWHTAPOKCIIIa3hl, (CHWIAJaHUH HE IMpeBpaniacTcs B THPO3HH,
a UCNoeNb3yeTes Ha oOpa3oBaHHE (DEHMIMTHMPOBUHOTPATHOW KHCIOTHI, KOTOpas
oOHapy’KUBaeTCsl B KPOBU U B Moue (genunrkemonypus). JlaHHas KucioTta
OKA3bIBAET HEOJArONMPHUATHOE JCHCTBHE HAa pPa3BUTHE IEHTPAIbHOW HEPBHOU
CUCTEMBI y JieTel. 3a00JIeBaHHE MOXKHO NMPEIOTBPATHTh NPUMCHCHUEM JTUETHI,
HE cojieprkalieit eHuaJIaHurH.

DHIOKPUHHBIC  HApyHmIEHWs  MOTYT TPHBOJIWTH K  HW3MCHEHHIO
COOTHOIIICHUSI MEXIy CHHTE30M M pacragoM OenakoB. Takue SIBICHHS MOTYT
OTMEUAThCS TIPH CaxapHOM auadeTe, HaApPYHMICHUSAX (PYHKIUW HAATIOYCTHHUKOB
Y [UTOBUIHOM JKEJIE3BI.

KoHTposbHBbIE BONPOCHI H 3aJaHHS TI0 TEMe
«O0MeH 0eJIKOB M HYKJIEHMHOBBIX KHCJIOT»



1. OxapaktepusyiiTe dTamnbl nepeBapuBaHus OEIKOB B OpraHuM3Me 4esloBeKa
Y Ha30BUTE MUIIEBApUTENIbHbIE (DEPMEHTHI, MPUHUMAIOIINE B HUX Y4acTHE.

2. Kakue Ttokcuueckue coequHeHUs: 00pa3yloTcs B TOJCTOM KHUIIEUHHUKE
U TJIe OHU 00€3BPEIKUBAIOTCS ?

3. JlaiiTe TMOSICHEHUsS TEpPMHUHAM «IPOTEHMHOTEHHBIE», «TIIFOKOTC€HHBIC
U «KETOTE€HHBIE» aMUHOKHUCIIOTHL. [IprBeuTe NX MpUMEpHI.

4. [IpuBeauTe XUMH3M pEAKIMU OKUCIUTENBHOIO JI€3aMUHUPOBAHUS
TIIyTAMUHOBOM KUCJIOTHI M YKaKUTE 3HAU€HHE JTAaHHOTO Ipoliecca.

5. Hanumure ypaBHeHHME peakuud MEXAY O-aJaHUHOM U~ QFKeTO-
IJIyTapoBOl KHUCIOTOH. B uyeM cocTouT Ouojormyeckas podis, Ipouecca
TpaHCAMUHUPOBAHMUS ?

6. KakoBo 3HaueHue OHOre€HHBIX aMHMHOB JJsi OpradusMa 4esjoBeka?
[IpuBeauTe NpuMepsI.

7. VKaxuTe MNpUYMHBI TOKCUYHOCTH aMMHMaKa My, HAa30BUTE NYyTH €ro
HEHUTpaln3aluy B OpraHu3Me YeJI0BeKa.

8. [lepeuncnuTe KOMIOHEHTHI OETOKCUHTEIUPYIOIIECH CUCTEMBI.

9. Hanumure cxeMy peakiuu axkTUBALMU Y, dMUHOKHCIOT B MpoOIecce

OnocuHTe3a OemKa.

10. HazoBute cTaguu 6MocuHTE3a OCIKAB puOOCOMaX.

11. B 4emM COCTOMT 3HAYEHHEN, MOCTTPAHCIAIUOHHBIX MOIUDHUKAIIANA
B IIpoIiecce cuHTe3a Oemka?

12.  Oxapakrepu3yiTe OCHOBHBIE ATalbl pacrajia TeMOrJIO0OMHA B OpraHUu3Me
YyeJIOBEKA.

13. KakoBbl npUYUHBLL, BO3HUKHOBCHHS T'€MOJUTHYCCKOW, IMEUCHOYHOU
1 MeXaHWYeCKou KenTyx 2 1o kakuM mokazaresasiM KpOBU UX TUATHOCTUPYIOT?
14. Kakue wOHEUHBIC MPOAYKTHI OOPa3yIOTCS TPHU pacraje ITyPUHOBBIX
Y TUPUMUJIMHOBBIX HYKJICOTHIOB B OPraHM3ME YeIOBeKa?

15. HasoBuTe JOCHOBHBIC IaTOJOTUW HApYyIICHWS OOMEHa aMHUHOKHCIIOT
1 OCJIKOB B OpraHu3Me 4yesoBeka. KakoBbI MPUYHUHBI UX BO3SHUKHOBCHHS ?

IIpumepHbIe TecTOBBIE 3aJaHUSA 10 TeMe:
«O0MeH 0eJIKOB M HYKJIEHMHOBBIX KHCJIOT»



?1. B pacumiemieHun 0eJIKOB W NOJUINENTHAOB B JKeJIyAKEe Y4acTByeT
(epmenr:

a) nunasa;

0) J1akTasa;

B) Ol-aMUJIa3a;

T') MIETICUH;

1) TPUTICUH.

?2. MdepMeHTHI, YYACTBYOIIHME B pacilenjieHud 0eJIKOB W MOJHIENTHI0B
B TOHKOM OT/ejIe KHIIeYHHKA:

a) TeTICUH;

0) TPUIICHUH,;

B) XHMOTPHIICHH;

I') KapOOKCHUIICTITH1a3hI;

1) aMHHOTICTITH/1a3bl.

?3. AMHHOKHCJIOTBI, yYaCTBYIOIIME B CHHTE3€¢ NIIOKO3bI:
a) JCUIINH;

0) TIUIUH;

B) Ol-aJIaHUH;

I') acraparuHoBasi KUCJIO0Ta;

1) TIIyTaMUHOBasl KUCJIOTA.

?4. buoJsioruveckasi poJib riCTAMUHA:

a) SIBJISICTCSI )KEITYHBIM TTUTMEHTOM;

0) CHIDKAEeT KPOBSIHOE JABJIEHIE;

B) CTUMYJIUPYET CECKPEIUIO COJISTHOM KUCTIOTHI B JKEITYIKE;

') HelipoMeuaTop;

1) IPUHUMACT YHacThe B aJUIEPrUUeCKuX PeaKusX OpraHu3ma.

?5. B cBsI3bIBAHMM U TPAHCHOPTE AMMHAKA YYACTBYIOT AMHHOKHCJIOTHI:
a) METHOHUH;

0).Tpunirodan;

B) TJTyTaMUHOBAsI KUCIIOTA;

r) peHmIananuH;

1) acriaparuHOBas KUCIIOTA.

26. OCHOBHOI1 IYTh HEMTPAIM3ALUM AMMHAKA:
a) oOpa3oBaHUE aMMOHHMIHBIX COJICH;
0) CHHTE3 MOYEBHHBI;



B) 00pa3oBaHuE IIIyTaMUHA;
') CHHTE3 MOYEBOM KHUCJIOTHI;
1) oOpa3oBaHuUE aclaparvHa.

?7. Insi cuHTe3a O€JIKa reMorj00MHAa He00X0IUMBI:

a) ’KeJIe30, MEJb;

0) MPOTEHMHOTCHHBIC AMHUHOKHCIIOTHI

B) BUTaMuHbI B, B;

') BUTaMUHBI By, B1;;

1) aKTUBHBIC YKCYCHasl, IPOTTMOHOBAS M STHTApHAST KUCJIOTHI.

?8. KesuHbIe MUTMEHTHI — NPOAYKTHI PAcnajga reMorji00uHa:
a) MOYeBask KUCIIOTa;

0) MOUYEBHHa;

B) OMIIMPYOUH;

I') XOJIECTEPHH;

1) OWJIMBEPAMH.

?9. IIpu reMoJIMTHYECKOM KeJITyXe B KPOBH PE3K0 BO3PACTaeT YPOBEHb:
a) o0IIero X0JIECTEPUHA,

0) TIIIOKO3HI,

B) CBSI3aHHOT'O OMJINPYOUHA;

I') UHCYJIMHA;

1) cBOOOTHOTO OUITMpyOUHA,

?10. 3a0os1eBaHuE OAATPA CBSI3aHA C HAPYILIEHHEM O0MeHa:
a) MOYCBHHBI;

0) OunupyOuHa;

B) MOYEBOH KHCIOTHI;

T') XOJICGTEPUHA,;

1) TITFOKO3BI.



CJIOBAPb BUOXUMHWYECKUX TEPMHUHOB

Amunoayudypusa — HalIu4une aMMHOKHUCIIOT B MOYE.

Amepubonuzm — UCNONB30BaHME MPOAYKTOB KaTabOJM3Ma B aHAOOIMYECKUX
(OGMOCHMHTETUUYECKUX ) TIPOLIECCAX.

Anabonuzm — dYacTh 0OIIEro mporecca OOMeHa BELIECTB, KOTOpas
3aKJII0YAeTCsl B MOTJIONMICHUH, HAKOTUICHUU U YCBOCHHUH MUTATEIILHBIX BEIICCTB
U3 OKpYXalollel cpellbl U MOCTPOCHUH 3a UX cueT (OMOCHHTE3) CTPYKTYPHBIX
eauHull opranu3Ma. [IpoTekaeT ¢ 3aTpaToil YHEPTHUH.

AHnazpoobnwlii 2nuKonu3 — pacnaj TIIOKO3bl 10 MOJOYHOM KHCIOBbI
(mpoTekaeT B OTCYTCTBUE KUCIOPOAA).

Anmuoxcuoamnan cucmema (AOC) — rpynna COSTUHEHUH, TIPEIHTCTBYIOIINX
MEPEKUCHOMY (TIEPOKCHIHOMY) OKHCIICHUIO JUMUAOB. Britouaer gépmenmamusroe
(cynepokcuiucMyTasa, KaTanasa, T[IIyTaTUOHIEPOKCHIA3a, TIIYTATMOHPEyKTaa3a,
LEpYJIOIJIa3MUH) U Heghepmenmamueroe (TIyTaTHOH, JTHUMOHHAS, KMCIIOTa, MOYEBas
KUcIoTa, OnmupyouH, TpancdeppuH, 3-kapotuH, BuTaMuHbLA, D, E, Q, C, P) 3BeHo.

A3gpobnstii enukonus — pacnaj riaokossl 10 CO, u H,O (mpoucxoaut npu
HaJUYUU KUCIIOPOJIA).

buosnepzemuxa (6noxumMudeckas TepMOAUHAIMHKA) — pa3jies OMOXUMHUH,
3aHUMAIOIIHICS M3YyYEHHUEM MPEBPAMICHUSINIHEPTUN B TMPOIECCEe XUMUUYECKUX
peakIuii, TPOTEeKAOIINX B )KUBBIX OpraHu3Max:

T'unepounupyounemus — AOBBILIEHHOE cojaepkaHUe OwIMpyOUHA
B KPOBH.

T'unepzenuxemus — NOBBILIEHHOE COJIEP>KAHUE TITIIOKO3bI B KPOBH.

T'unepxonecmepunemus — TOBBIIIEHHOE COJEPKAHUE XOJECTEpUHA
B KPOBH.

Tunoznukemus — MIQHWKESHHOE COJICP)KAHKE TIIOKO3BI B KPOBH.

I'nukozenozenes (NIMKOTCHE3) — CHHTE3 TJTMKOTCHA.

I'nukozewo3vl, — rpymma 3a00JICBaHHMMA, CBS3aHHBIX C HM30BITOYHBIM
HaKOILUIEHUEM [JIMKOIeHa B IIEYECHH.

I'nukezenoausz — pacman rTiaukoreHa (B MbuImmax — g0 L-akraTa,
B IEUCHU — JOWCBOOOTHOMN TITFOKO3HI).

I'tuko3uoasst — (GEpPMEHTHI, PACIICIUIAIONIAC TJIWKO3WIHBIE CBS3H
B MOJICKYJTaX TOJUCAXapUI0B U JUCaXapUIOB.

T 110K03ypus — HaIUYKE TITIOKO3BI B MOYE.

I'nokoneozene3 — CUHTE3 TIIIOKO3BI U3 BEIIECTB HEYTJICBOAHOMW MPUPOIBI
(MOJIOYHO¥ KHCIIOTHI, TJIMIIEPUHA, TJTIOKOTEHHBIX aMHUHOKHCIIOT).

Jlezamunuposanue AMUHOKUCIOM OKUCAUMENbHOE — OTIICIUICHUE OT
aMUHOKHUCJIOT aMHHOTPYIIIIBI B BUJIC aMMHUaKa ¢ 00pa30BaHHEM KETOKHUCIIOT

Jlekapooxcunuposanue amMuHOKUCI0m — OTIICTUICHUE OT aMHUHOKHUCIIOT
CO; ¢ o6pazoBaHreM OMOTEHHBIX AMUHOB.



Jvixamenbvuplii. KOHmMPOAb — PETYISIHUS CKOPOCTH OKHUCIUTEIBHOTO
dbochopunupobanus (OD) coootHomernuem ATD/A/D. YpenuueHue JaHHOTO
COOTHOIIEHHUS MOBBIMIAET CKOPOCcTh OD, a yMEHBIIIEHNE — CHUKAET.

Kamabonusm — yactb o0mero mporecca oOMeHa BEUIECTB, KOTOpas
3aKJII0YAeTCsl B pa3pylIEHUHM BEIIECTB, COCTABJSIOINIMX OPraHW3M 4YeJOoBeKa,
B pacmaje COCTaBHBIX YacTeld OpraHoB, TKaHEH, KJIETOK U COMPOBOKIACTCS
BBIBEJICHUEM KOHCYHBIX IPOJYKTOB oOOMEHa U3 opraHusma. IIporekaeT
C BBIJICJICHUEM SHEPTHUHU.

Kemozenes — cuHTE3 KETOHOBBIX TEJL.

Kemonoevie mena — aneroykcycHasi kuciiota, D-B-ruapoxcumaciignast
KucyioTa U aneroH. CHUHTE3UPYIOTCs B nedeHu. VICTOUHUK SHEepruud s, Mo3ra,
CKEJICTHBIX MBIIIIII, CEPJACUYHON MBIIIIIBI, TOYCK.

Kemo3 — noBbIIIEHHOE CO/IEP)KaHNE KETOHOBBIX TEJl B OPraHU3MeE.

Jlakmoayuoo3 — cmetenne peakiuu cpeasl (pH) B KUCIYIO CTOPOHY H3-
3a TIOBBIIICHHOTO COJICPYKAHUS B OPTaHU3ME MOJIOYHOM KUCHAOTHI (JTaKTaTa).

Jlunaza nankpeamuyeckas — GHEepMEHT, BbIPAOATHIBACMBIN MOIKETYA0UHON
KENe30M W OCYIICCTBISIIONIMI B TOHKOM OfJIefie KHUIIIEYHHKA pacIleIUICHUE
CIIO>)KHOA(DUPHBIX CBSA3EH B MOJIEKYJIaX TPHALWITTUIIGPUHOB (FKUPOB).

JIunozenes — cunTE3 TUNUJIOB.

Jlunonu3 — pacnaj] JTUIUJIOB.

Makpospruyeckue CcoeJMHEHMss — BEIIECTBA, THAPOIU3 KOTOPBIX
MIPUBOIUT K BhIJIeNIEHUIO OoJiee 7 KKain/Mob (=30 kJI>k/M0JIb) SHEpTUH.

Okucaumenvnoe @gocghopunuposanue — OKUCICHUEM B JbIXaTEIbHOMN
ey BoccTaHOBIeHHBIX KodepMentoB HAJTH(H) u ®AJIH,, compskeHHOE
¢ hochopunupopanuem AJ[D u o6pazoBanuem ATO.

Ilenmuoa3zvr — GEPMEHTHI, PACIICTUISIONINE TETTHIHBIC CBSI3H

B MOJIEKYdiaX ‘OCJIKOB U TIETITHUIOB.

Ilepexticnoe (nepoxcuonoe) okucaenue aunuooe (I10JI) — oxucneHue
aKTUBHBIMWY, (OpPMaMU  KHUCJIOpPOJAa  HEHACHIIICHHBIX  KUPHBIX  KUCJIOT
dhochofunuI0B KIETOUHBIX MEMOpaH.

Ilpomeunypusn — nanuuue OeiaKa B MOYe.

Ilpomeonu3z — pacnana GeNKoB.

C60000H0e oOKucnenue — OKUCICHUE, He conpsbkeHHOe ¢ oOpazoBanueM ATO.
Briensiromasicst mpu OKUCICHUH CyOCTPaToOB SHEPIUs pacCEMBACTCS B BUJIE TEIUIA.

Cyocmpammnoe gpocghopunuposanue:

— 6 enuxonuze — nepenoc gocdarnoit rpynnsl ot 1,3-gudocdo-roumepara
u pocdoenonmupysata Ha AJ[D ¢ o6pazoBannem ATD;

— 6 yuxne Kpeoca — pochopuwnmupoBanue ['JIO ¢ obpazoBanuem ['TO,
COMPSDKEHHOE C MPEBPAIICHHEM aKTUBHOW STHTAPHON KUCIOTHI (CYKIMHII-KOA)
B SSHTAPHYIO KUCJIOTY (CYKITUHAT).



Tpancamunuposanue — nepenoc amuuorpynnsl (—NH;) ¢ aMUHOKUCTIOTHI
Ha KETOKUCIOTY C OOpa3oBaHMEM HOBOW aMHHO- U HOBOW KETOKHCIIOTHI.
CBsi3aHO C OKHUCIUTENbHBIM JI€3aMUHUPOBAHHEM aMUHOKUCIOT. SBisiercs
OJIHUM U3 MyTel OMOCHHTE3a 3aMEHUMbIX AMUHOKHUCIIOT B OpraHU3Me YeJIOBEeKa.

Tpanckpuyus — cunre3 PHK na marpune JTHK.

Tpancnayua — cuUHTE3 TOJUIENTUIHON LEMHU MOJEKYNbl Oelka Ha
martpuue nPHK.

@Denunkemonypus — Hanuuue HEHUINTUPOBUHOTPATHON KUCIOTHI B MOQYE.

Docgonunazer — PepMeHTHI, PACHICTUIIONINE CIOXKHOIPUPHBIE CBA3U
B MoJieKyJax ¢hochoIunuaos.

Docghoponus 2nukocena — pacnaj TIHMKOI€Ha, MPOTEKAOUIWM MpU
ydacTuu (HocHOpHON KUCIIOTHI.
DHnepzemuueckuii  3apa0 Kiemku — OTHouieHue! »ypoBHs AT

K cymmapHomy cogaepxanuio AJI® u AMO (ATO/AlD+AMD).
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