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MontaBCcbKUA Aep:KaBHUIA arpapHuUi yHiBepcuTeT (M. MonTaea, YKpaiHa)

Bctyn. Migb yepe3 aKTMBHICTb EH3MMIB Ta CUHTE3
rOpMOHIB 34ilMiCHIOE perynauito ¢isionoriyHMx npouecis
cnpsamoBaHUx Ha dopmyBaHHA Ta 3abe3neyeHHs cTaTe-
BOi GYHKLiT camuis, a il NpoBigHa ponb y BioxiMiuHUX
npouecax 06ymoBneHa ecceHuiasbHICTIO ANA TBAPUH.
[lna opraHiamy XapaKTepHi romeocTaTUYHi MexaHi3mu
ons 3anobiraHHA po3BuTKY aeodiumty Miai, perynto-
BaHHA i 3anaciB, BMBEAEHHSA Ta HelTpanisauii 3rybHoi
Ajii. JaHi npouyecun € 4OCUTb NiIMITYIOUMMU, OCKINbKMU AK
BUCHAXEHHA, TaK i NigBULLEHHA PiBHA BiIbHUX aHIOHIB
O3AHOro MiKpOe/ieMeHTY MOPYLUYE aKTUBHICTb EH3UMIB,
KOTpi HeobxiAHi Ana NPOTiKAaHHA OKMCHO-BiAHOBHUX
peaku,ii, WinicHOCTI KNiITUHKU, HAKOMUYEHHA eHeprii, ne-
peaaui curHanis, nponipepauii Ta 3aXMCTy Bif OKUCHO-
ro crpecy.

MeTta pgocnigeHHsa — 3’acysaTu ponb Migiy 3ab6es-
neyeHHi pyHKLiOHyBaHHA BiONOriYHUX CUCTEM HANpaB-
NleHnXx Ha GopMyBaHHA BiATBOPHOI GYHKLiT camLis.

OcHOBHa YacTuHa. MeTtaboniam Miai € ogHaKoBMM
ANnA BCix eyKapioTis. MNepLwa cTagii nornnHaHHA AaHoro
efleMeHTy NOYMHAETLCA 3 BigHOBNeHHA Cu**¢>Cu*, wo
KaTanidyetbca Cu-pefyKTasor, AN NOJANbLIOIO Haf-
XOOXKEeHHA i1 B eHTepoLUTM 33 4ONOMOro TPAaHCNOPT-
Horo 6inky — CTR1. Micns nornnHaHHA, 3 anikanbHOI
membpaHu eHTepoLnTiB Miab nepeHocUTbCA Ha Binku-
wanepoHu CCS, COX17 i ATOX1, KoTpi 3abe3neyytoTb
TpaHcnopT Ta 6inkn ATP7A i ATP7B, ronosHa $pyHKLiA
AKUX NIATPUMAHHA Ti romeocTasy. MyTauii B reHax, Wwo
KoaytoTb 6inkn ATP7A i ATP7B 3ymoBAIOIOTb FeHETUYHI
nopyweHHs metaboniamy Migi, npu skux BigmivaeTbcs
nediunt abo HagAUWOK ii B OpraHiami, WO HeraTue-
HO BMJ/IMBAE Ha CTaTeBy cucTemy. AK MiABULLEHHA TaK
i 3HM)KEHHA HaaxoaKeHHA Migi [o cTateBMx opraHis
CaMLiB NPU3BOAUTb A0 TiCTONONYHMUX 3MiH CiM’ AHUKIB
Ta NopylLeHHA nNpouecis cnepmartoreHesy [1].

3aBAAKM OKUCHO-BiAHOBHMM BAactusoctam Miai,
BOHAa € KOhaKTOPOM €H3UMIiB, KOTpi TiCHO noB’A3aHi
3 OYHKUiOHaNbHOM aKTMBHiCTIO rameT. [JocTaBka re-
HETUYHOro maTtepiany A0 AWLEKNITUHU € TONOBHON
dYHKLiE cnepmaTo30iaiB, KoTpa noTpebye BenuKoi
KiNbKOCTi eHeprii. PyxauBicTb cnepmaTo3oigis 3a-
6e3neyyeTbcA 3a PaxyHOK MIiTOXOHAPIa/IbHOrO OKWC-
Horo ¢ocdopuntoBaHHA, A€ LUTOXPOM-C-OKCUAA3i
HaNeXWUTb NpPoOBiAHA poab. ONTMMasibHa aKTUBHICTb
LMTOXPOM-C-OKCMAA3M NiIATPUMYE HOPMaNbHUI PiBEHb
AT®, KOTpuih HEOOXiAHMX Ha BCiX eTanmax cnepmartore-
He3y Ta 3abe3neyeHHi Pyx/AMBOCTI rameT y CTaTeBMX
WwnAxax camkum [2].

3abesneuytoun LecMyTaLilo cynepokcuay, cynep-
oKcnaamcmyTasa 3anobirae po3BUTKY OKMCHOTO CTpe-
CY, YUM 3aXMLLAE CNepmaTo30iamM Big HeraTUBHOI Aii
BiNbHUX paaukanis. PiseHb ekcnpecii reHa COA1 B
CTaTeBii 3a0103i camL,iB Ay*Ke BUCOKUIN NMOPIBHAHO 3 iH-
WMMW TKAHMHaMW OpraHismy. 3Ha4yHUi piBeHb MPHK
CO/[1 BCTaHOBAEHUI Ha BCiX eTanax cCrnepmaToreHesy,

OAHaK aKTUBHicTb COA1 6yna BMsiBAEHA NULIE B NpU-
AaTKax cim’aHKKIB Ha ¢asi go3piBaHHA. Camli, B AKKX
BiACYTHI reH COAl1 (SOD1-/-KO) matoTb cim’AHUKMK
MEHLLOro PO3Mipy Ta HU3bKY KiNIbKiCTb CTaTEBUX KNITUH
y npugaTkax. Micna eakynauii cnepmatos30igM MmeHLwWw
pyxnuBi Ta He 34aTHI NPOHMKaTK Yepes nNpo3opy o0bo-
JIOHKY oouuTa [3].

ICHye TicHWi1 38’A30K meTaboniamy Migi Ta dyHKL-
OHYBaHHA HagHWpPHWKIB. HagHupKosi 3an03m 6epyTb
y4acTb B miaTpumui romeoctasy Migi, 3anobiraroun
il HagAMwkoBoi abcopbuii B opraHiami. MopylweHHA
dyHKUioHYBaHHA abo BiACYTHICTb HAAHMPKOBUX 32103
npuM3BOAMTb A0 3MiHWM CnepmaToreHesy, HEraTMBHO
BMN/MBA€E Ha ¢opMyBaHHi cTaTeBOi QYHKLiT camuiB, WO
NponBAAeTbCA aTpodieto KNITUH Jlehgira (3HUKEHHSA
piBHA TecTocTepoHy) Ta KAiTUH CepToni 3a paxyHOK
HagMipHOi HacnyeHocTi MiaAato B TKAHMHaX CiM’AHMKIB.
B HagHWMpHMKax BigmiyaeTbca ekcnpecia B-godamiH
rigpoKcnaasmn, KoTpa NOCUIOE CUHTE3 HOPAZPEHANIHY
[4].

EpeKTunbHa OYHKLIA CTaTEBOro Y/ieHa 3aleXUTb
Bi4, ABOX CMUCTEM: HOpaApPEHEepriYHOiI Ta HIiTpeprivyHoi
HeWpoTpaHcmiciii HopagpeHaniH, nicna BUBINbHEHHA 3
CMMNATUYHUX HEPBIB, CMPUAE CKOPOYEHHIO KPOBOHOC-
HUX CYAWH Ta MMafKoi MyCKyaaTypu KaBepPHO3HOrO TiNa,
BMKAMKaloun geTymicueHuito. BogHouac, okenpg, asoty
cnpusae po3cnabneHHio ragKoi MycKynaTypu Kasep-
HO3HOTO Tifa, Yum 3abe3neydye 3aTPUMKY KPOBI, Crpu-
atoum epekuii [5]. Ui gaHi nigTBepaxyoTb, wo Migb €
dizionoriyHMm megniaTopom epeKkTUabHOT YHKLIi 3a
PaxyHOK y4acTi B CUHTE3i HOpaapeHaniHy.

HopagpeHaniH gitoun AK BaXKINBUIA HEMPOTPAHCMI-
Tep BM/IMBAE HA CMHTE3 Ta CEKpeLito CTepoigHUX rop-
MOHIB, AKi € K/IIOYOBUMMU Yy CTAHOBJIEHHI Ta pPeryatoBaH-
Hi cTaTeBOoi dyHKULIi. 3a AaHMmMmM Xin Li BcTaHOBEHO, WO
nigBULLLEHNI piBEHb HOPAApPeHaniHy B OpraHiami KHyp-
uis (B nepioa cTaHOB/IEHHA CTaTeBOI 3pinocTi) cnpuse
nocuneHHto cuHTesy ®CrI ta /Il y rinogisi yuepes aHapo-
uepentop B2AR. Y cim’sHuKax, peuentopu ®CI 3Haxo-
OATbCA Ha membpaHi kKnitTuH CepToni, a peuentopu /T
— Ha KniTnHax Jlengira, TOMy BOHM PeryntoTb CUHTE3
TecTocTepoHy Ta 3abe3nevyoTb HOPManbHUI cnepma-
ToreHes [6].

3a paxyHOK nposigHoi poni Migi y gudepeHuito-
BaHHI, f03piBaHHI Ta nponidepaulii neMkouunTie, gaHWU
e/leMeHT HeobXigHW Ans NiATPUMKM IMYHHOI cucTe-
mu. [lia HelTpodiniB po3NoOUYMHAETLCS 3 aKTUBALLi Xe-
MOTaKcucy (HanpAMOK A0 Micua 3ananeHHs), NpuKpi-
NAEHHA A0 eHAO0TeNito Ta TPAHCMIrpaLLito Yepes HbOro,
Oe BOHW bOepyTb yyacTb y daroumtosi Ta akTusauii
pecnipaTopHoro BuOyxy, WO MoO)Ke OyTu KAH4YOoBUM
¢daKkTopom 3arnbeni cnepmaTtos30iaiB y cTaTeBUX LINA-
Xax camMoK. KinbKicTb LMPKyOOUYMX HENTpOdiniB 3mi-
HIOETbCA B 3aJIE}KHOCTI Bif PiBHA HagxoaXKeHHA Miai.
3a gaHumu E. Ventimiglia icHye B3aemo3B’sA30K 3 nia-
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BULLEHMM piBHEM HelTpodiniB, BUKAMKaHE Cnabkum
CUCTEMHUM 3aMaNeHHAM 3 BUHUKHEHHAM €PeKTUNbHOI
AuchyHKLIT [7].

BucHoBKM. MNepebyBatoum B TICHOMY B3aEMO3B’A3KY
3 rinatasnamo-rinogisapHoto cuctemoto, Miap peryntoe
byHKUiOHYBaHHA cTaTeBoi cucTemu, WO 3abesnedye
noBeAiHKy Ta NPOAB CTaTeBMX pedeKcis, a TaKoXK Ppop-
MYBaHHA i aKkTMBaLito cnepmaTtos3oigis. Metabonism

Migi B opraHismi camuiBs 06ymoBAeHO HU3KOW ¢aK-
TOpiB, A€ roONI0OBHUM 3a/MLLIAETLCA FEHETUYHA BNAACTU-
BiCTb, fIKa B 3HaYHili Mipi BM3Hayae 6iogoCTyNHICTb Aa-
HOro eIeMEeHTY Ta LWWAAXM BUKOPUCTAHHA. Lle noTpebye
YiTKOrO HOPMYBaHHA MiHEPA/ZIbHOTO MBAEHHA CaML,iB
B nepios, CTAaHOB/IEHHA cTaTeBOi QYHKLUiT Ta 3a/1eXHOo
Bif, IHTEHCUMBHOCTI IX BUKOPUCTAHHA.
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