MIHICTEPCTBO OXOPOHH 3/I0POB’SI YKPATHU

IMOJITABCBKHH JTEP) KABHUM MEJIUYHUU YHIBEPCHUTET
Kadepgpa bioximii
Henopapga K.C.

MeTaboni3m Byrnesoais - 1.
nikoni3, aepoObHe OKUCNEeHHSA rMIKO3N, anbTepHaTUBHI
WnNAxXm oOMiHYy MOHOCaxapuAais.
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[1naH nekui

e LLnaxm metaboniamy rntoKo3u

* AHaepobHe OKMCNIEHHSA THOKO3M

* AepobHE OKMCNEHHS TNOKO3M

e ANbTEePHATMUBHI WAAXM 0ObMiHy rtoKo3m (ML)
* [NIOKYPOHATHUW WX OOMIHY FNOKO3U

* MeTaboniam ranaktosu

* MeTaboniam dpyKTO3U



LLinAxu meTadboniaMy rnoKo3u

* EHepreTnyHI Wnaxm:
aHaepobHe OKNCNEHHS TTIOKO3WU (MNiKONI3) 2 AT® cy6cmpamue ¢pocgopuntosaHHs
aepo6He OKUCNEeHHA TNMKKO3W 36-38 AT® oKucHe ¢hocghopunto8aHHA
* CTPYKTYPHI LWIAXU:
neHTo30pocPaTHUN WNAX
LINAX YPOHOBUX KUCNOT (I/TIFIOKYPOHATHUI)
amiHoaumpaoreHes (biocMHTE3 3aMiHHMX aMiHOKUCAOT)
* [lenoHyoui WAAXN:
b6iocnHTE3 rNiKoreHy
ninigoreHes



AHaepoOHe OKUCNEeHHA rMI0KOo3un

* CymapHe piBHAHHA aHaepPobHOro OKUCAEHHA MMOKO3U
C.H,,0, + 2H,PO, + 2Afld —> 2C,H 0, + 2H,0 + 2AT®

EANHNN WNAX meTaboniamy, AKMIM B aHaepobHMX ymos 3abe3nevyye
KNITUHY eHeprieto 3a paxyHoOK cybcTtpaTtHoro pochopuntoBaHHA.

MaKpoepridyHi cybcTpaTt rnikonisy:
docdoeHonnipysaT
1,3 - andocoorniuepar
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https://uk.wikipedia.org/



Peakuil cybcTpaTtHoro chocchopuntoBaHHsa (7, 10)
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https://uk.wikipedia.org/



nikoniTnyHa okcnaopeaykKuis

MUKONUTUYECKAA OKCUAOPEenyKLIMA
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[nikoniTMYHa  oKcuaopeaykuia - uUe
npouec uukni4yHoro siaHosneHHA HA/
Ta OKuUCHeHHA HAJH B aHaepobHux
YMOBaXx. Oediunt OKkcureHy Ak
KiHueBoro akuentopa [ligaporeHy vy
TKAHUHHOMY [AWNXaHHI, YHEMOX/IUB/OE
OKMCHEHHA BIAHOB/NEHOTO €KBIBAaNEHTY
(HAOH), akmn yTtBOpMBCA B 6 peakuii,
TOMY BMHWKA€E BMMYyLLeHe BIAHOBMEHHA
nipyBaTy Ha /1aKTaT.

TobTo BigHOBNEHHA nipyBaTy B
NaKTaT — uUe BMMYLUEHUWU 3axig B
ymoBax pAaediunty KucHio, 60 B
aepobHux  ymosax HA,CI,H yepes
YOBHUKOBI _CUCTeMH, NOTPanUTb A0
MITOXOHAPIN Y ANXaNbHUN NAHLIOT.
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 [ekcoKiHa3a (BCi KNiTUHN)

KoHcTaHTa Mixaenica (Km) — <0,1 mmonb/n
IHri6iTop: rnoKo30-6 pocdat

 [NOKOKiHa3a (renatouunTH)

KoHcTaHTa Mixaenica (Km) — 10 mmonb/n

* PocPoPpyKTOKiHA3a

IHri6iTopu: yntpar, AT®, HAQH
AKTusatopu: d¢pyktoso-6-dochat, AMD
* [lipyBaTKiHa3a

IHribiTopun: AT, auetnn-koA, HAH



NMpnynHu Ta Hacnigku rinepnakraremil. LUnaxu ytunisagii nakrary.

o
CHs

[Nnpyear

NADH + HY NAD

\__/

-~

|

Jlakrar-
aeryngporeHasa

JlakTaT

NAKTAT - «TYNMUK» METABONI3MY
Bmict nakrary - 0,5-2,2 mmonb/n

* [puunHK rinepnakrTarTemii:

- lnokcia

- MeyiHKoBa HegOCTaTHICTb (renaTtuT, UMpPo3)

- TpuBane ¢isnyHe HaBaHTAXKEHHSA

- JlekomneHcoBaHWUI LyKpoBuUiA aiabet

- MnikoreHo3un

- AHemis

- Nlenko3un

- Cygpomu (eninencis, npaseub)

- locTpi KpoBOBTpaATH

- 3nosKicHi HoBoyTBOpPEHHS (edpeKT Bapbypra)

- IHTOKCHKaUiT

- XpPOHIYHUI a/IKOroNi3m

* Hacnigku rinepnakraremii:

Po3BUTOK meTaboniyHoro aumao3y (nakrataumaos)

* Lnaxu ytunisauii nhakrary:

[MeviHKa — roNOBHUM OpraH, AKUN BiANOBIAAE 3a yTUAI3aALi
NaKTaTy 3 KPOBOODIry. ¥ renatouuTax, rON0OBHUM YNHOM, NaKTaT
yepes OKUC/NIEHHA A0 NipyBaTy B YMOBaX rinepaakratemii

BMKOPUCTOBYETBLCA Y rNIOKOHeoreHesi. TakoxK, nakrar
YTUNISYETbCA HUPKaMN.



[TpynHKM Ta HacnigKu rinepnakraTeMil.

_ linepnakratemia BUHUKAE BHACNIAOK Ii
rinepnpoAykuii 4u nopylweHHA eniminauii abo
NoeaHaHHi 060X NPUUKH.

BMICT naKTaTy 32 YMOB KPUTUYHUX CTaHIB:
* nomipHe 3pocTaHHA: 3.5 - 4.5 mmonb/n;
* 3HayHe 3pocCTaHHA > 4.5 mmonb/n;

* 36inbleHHA nakTaty > 8.0 MMONb/N - NeTaNbHICTb
3pocTae Ao 90% !

Tunu nakrtatauuposy: A, B.

Tun A (aHaepobHO-TiNOKCUYHUIN) PO3BMUBAETHCH

Yy BUnagKkax rnmboKoi TKAHMHHOI TIMOKCii, WO BUHMKAE
NPW TaKUX CTaHax: iHPaAPKT MioKapaa, KapaioreHHum
LLIOK abo TAMKKMIM cencuc BHaACNIAOK aKTUBaLLii
aHa-epobHoro metabonismy.

Tun B (aepobHuit) 3ycTpivaetbea pigle i NoB’A3aHMM
3 PO3BUTKOM CUCTEMHUX 3aXBOPOBAHD,
BMKOPMUCTAHHAM AEAKUX NiKiB YN NEPBUHHMMMU
eH3umonartiamu. Mae 3 nigtnunu (B1, B2, B3).

Tabnuus 1. MpuunHm nakraraumposy
(Xewty Y., fopH M., 2009, 3 ponoBHEeHHAMM)

Tun A (aHaepo6HO-riNnoKCUYHMH)

Tun B (aepo6Huii)

Woxk:

* KOpAIOreHHNH

* riNOBONEMINHWH

* reMopariyHui

* iHpeKLIHHO-TOKCHYHHMHA
Cepuesa HepoOCTATHICTL
Jle#kos

Acdikcis

O1pyeHHs OKCUROM BYFneLio
Cencuc

CuHApPOM TPHBANOrO 3AABNIOBAHHS/
PO3AABNIOBAHHS

Cucremni 3axsopiosaHHs (tun Bl):

* uyKpoBuH piaber

* Heonnasis

* XxBOpobU neviHku

* anKoroniam

Jliku/Tokcunm (tun B2):

* GiryaHigu

* cnupTH (eTaHon, MeTaHon)

* caniyMnaTH

BpopxeHi sagu metaboniamy (tvn B3):
* pediuut dpykroso-1,6-pudocharasm
* nediuuT nipysaTaerigporeHasu




AepoOHe OKMCNEeHHA rMI0KOo3u
C.H,,O, + 60, + 36H,PO, + 36Ald —> 6CO, + 6H,0 + 36ATD

rMIOKO3A INIKOT'EH
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Puc. 17. Cxema aepoGHOro OKMCHEHHA BYINEBOAIS, WO BXMONAE rikoniTuasy daay (1)
NepeTsopeHHn nipoauHorpanHol kncnotu ka aueTun-Ko (I1) Ta dasy okucHenna
y mitoxongpiax (1)

Crapii aepobHOro okKucneHHs

[MIOKO3MU:
AepobHuM rnikonis

OKMCHe AeKapboKCcUNoBaHHSA
nipysaTy

3aranbHUN WNAX KaTaboniamy
LUnkn Kpebca

TKaHUHHe ANXaHHA



OKucHe gekapOoKcuUnoBaHHA NipyBaTty

OkucntoBanbHe AekapbOoKCMIOBaHHA NipyBaTy
KaTani3yeTbCcA nipysartaeriaporeHazHum
KOMMNAEKCOM — MY/IbTUPEPMEHTHOIO
CMCTEMOIO, AIKA B KNITUHAX MIiCTUTbCA B MaTPUKCI
MITOXOHAPIN. 10 CKAaAy LIbOro KOMMAEKCy

co, BXOAATb TPU PEePMEHTH, LLIO KaTani3yloTb TpK

O\\ O Ko-A-SH TNo NOCNIAOBHI CTaAil nepeTBOpPEeHHA NipyBaTy Ha
C ninoaT o + S-KOA aueTtmnn-KoA:
c=o N N
| / \ | e nipyBataerigporeHasy [K® 1.2.4.1];
CH o urigponinoinaueTnnTpaHcpepas
. 3 HAﬂ,+ HA,D,H(H+) CH3 A Iulp LII p d) p y
MipyeaT MipyBaToerigporeHasHnin Aueru- [K(D 2.3.1. 12]
oM INTEKC KohepMeHT A e paurigponinoingerigporeHasy [K® 1.8.1.4]

i n'aTb KodakrTopis:

Tiaminandocdat (TAD, abo TN P);
NINOEBY KNCNOTY;

HS-KoA;

DAL;

HAL.



byaoBa mynbTtuepMeHTHOro
nipyBaTtAaerigporeHasHoOro KoMmnrnekcy

KiJIbKICTb
bepmeHTH AbpeB. KodakTtopu cyboamHULb
Yy eyKapioTiB
MipysaTaerigporeHasa
[KP 1.2.4.1] - me 30
Aurigponinoinauetnn- JNlinoeBa
TpaHcdepasa E2 Knucnorta 60
[KD 2.3.1.12] HS-KoOA
Auvrigponinoingerigpo-
reHasa E3 ﬁﬁﬂ' 12
[Kd 1.8.1.4]

3D-CTpyKTypa KOMMeKkcy
https://doi.org/10.1016/].str.2007.10.024



https://doi.org/10.1016/j.str.2007.10.024
https://doi.org/10.1016/j.str.2007.10.024
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Hopma MNBK - 0,03-0,1 mmonb/n

[lepBUHHI:

MiToxoHApIaNbHI 3aXBOPOBAHHA
NediunT nipyBataerigporeHasu
NediunT nipyBaTkapboKkcmniasu
BpoaeHnn naktataumaos
BTOpPUHHI:

JleKoMneHCcoBaHUM LYyKpoBUI aiabet
[ino- Ta aBiTamiHO3 TiamiHy, pibodnasiHy,

NAHTOTEHATy, NiN0aTy, HiauiHy
[leyiHKOBa HEAOCTATHICTb
[inokKciAa



NeHTO30Ch0oCchaTHMK wnax (MPLL)

Bionoriuna ponb

* ytBopeHHA HAL®H, L0 BUKOPUCTOBYETHCA Y BiAHOBNIOBANbHUX
peakKuifix aHaboni3aMy }KUPHUX KMCNOT, XO/1IeCTEPOY, KETOHOBUX TiA;

*  HAA®H € KobepMeHTOM rNyTaTiOHPEAYKTa3un AKa BXOAWUTb Y
rNYTaTiOHOBY aHTUOKCUAAHTHY CUCTEMY KMITUH 3aXUCTY Bif, aKTUBHUX
¢bopM KUCHIO, WO 3anobirae nepekKUCHOMY OKUCHEHHIO Ainigis
membpaH. Npu pediunTi rrokoso-6-pocdaT-gerigporeHasn BUHUKAE
nigBULLLEHWUI TeMONIi3, WO NPU3BOAUTb A0 PO3BUTKY reMOoNITUYHOI
KOBTAHULL.

*  HAA®H BXoAWUTb Yy MIKPOCOMa/IbHY €/1eKTPOHHOTPAHCNOPTHY CUCTEMY
AKa NPUUMaE y4acTb Y Ae3iHTOKCUKaLiT KceHobioTukis (I pasa) Ta
BiocuHTe3y cTepoiais (ropMOHIB, ¥OBYHUX KUCNOT);

*  HAL®H BMKOPWCTOBYETLCA Y PeakLUifaX Bi4HOB/NOBANbHOIO aMiHyBaHHA
KeTOKWCNOT Ta € KodaKTop peayKTas biocuHTesy
Oe3oKkcupuboHykneotugis (MoHomepie OHK)

. \éTBOpE‘HHH pubo30-5-pocary, AKWII BUKOPUCTOBYETLCA AN1A
iocuHTesy Hykneotuais AHK Ta PHK, kodbepmeHTis HA,D,'E['ﬂALLdJ),
®AL, HS-KoA, meceHaxepis - 4-AM® Ta u-ITM®;

* 33 paxyHOK WYHTYBaHHA rnikonisy N®L (bpykroszo-6-pocdar,
rniuepansgerin-pocdar) MmoxKe MaTh eHEepreTUYHEe 3HaAYEeHHR;

Haibinbw akTMBHO nepebirae y TKAHWHAX i3 BUPAXKEHUM
aHaboniamom, Yy KAiITMHax AKUX Haubinbw iHTEHCMBHO BiAGYBalOTLCA
6iocMH_T§3 NinigiB, BiIbHUX HYKNEOTWUAIB Ta HYKNEIHOBUX KWUCNOT — Y
KMPOBIN TKaHMWHI, NeJiHui, MONOYHIM 3a703i B nepiog /AakTauii, Kopi
HaAHUPKOBUX 3a/103, CiM'AHMKAX.
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[ MIOKYPOHATHUMN LUNAX OOMIHY
rMIOKO3WN

bionoriyHa ponb:

* YA®-rntoKypoHaT NPUMMAE y4acTb
y Ae3iHTOKcuKaLii KceHobioTuKiB (I
da3a) WAAXom KOH'toraulii 3
YTBOPEHHAM [/TIOKYPOHUAIB
(bap'epHa PyHKLIA NeYiHKK);

* YINO-rntoKypoHaT
BUKOPUCTOBYETbCA ANA BIOCUHTE3Y
rniko3amiHornikaHis (FAlN) ski
BXOAATb A0 CKNAaAy MMiKOKOH'toraTis
MIXXKNITUHHOIO MaTpUKCy
CNONYYHOI TKAHUHM

Mnioko3a YpuauHaudocdar (YOP)
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MeTaboniam ranakrosu
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[eHeTUYHUN nedeKT pepmMeHTiB
KOHBepPTaLil ra/lakTo3un y rMoKOo3y
(ranakToKiHa3mn, ranaktoso-1-
docdaT-ypuanntpaHchepasu, YAo-
raJ1lakto30-4-enimepasmn) BUKINKAE
PO3BUTOK rasiaktosemii.

YacTtoTa aedekry:

1/40000 - degpekm 2anakmo3o-1-
coccham-ypuounmpaHcgpepasu

1/500000 - 0eghekm 2aanaKMOKIHA3U
1/1 mnH degpekm - enimepasu
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