PDK4

I'EH PDK4 (JIUPYBAT JETUAPOI'MHA3A KUHA3bI, U30®OPMA 4)

B cepun uccnenoBaHuil KaHIUIATHBIX M€HOB CKakoBoil paborocmnocobnoct E. W. Hill ¢
COABTOpPaMH HIACHTU(PUIMPOBAIHU OJHOHYKICOTUIHBIA MOIUMOP(HU3M, aCCOLMHUPOBAHHBIN C
HaWIy4IiuM (EHOTUIIOM JJIsi CKauyeK, 3aKpEIUIEHHbIM B MPOLIECCE CEIEKIUU YUCTOKPOBHOM
BEPXOBOM MOpojbl Jiomiajgedl. ABTOpbI, CBA3BIBAIOT  JAHHBIM  MOIUMOPOUIM €
(G YHKIIMOHATIBHBIMU BapuaHTaMU I'CHOB, OTBETCTBEHHbBIX 3a IPOLECCHI
(U3MOJIOrMYEeCcKON aJanTaluy, YTO OYEHb BaXXHO JUISI MPOSIBJICHHUSI CKAKOBBIX KauyecTB
Jouiay.

B uccrnenoBanum ObUIM UCHOJIB30BaHBl 00pa3ibl OMOJIOIMYECKOr0 Marepuaia nodeaurenei
MUTHBIX ckadek. Korma Bce obGnmamatenu pekopAOB OBUIM KCCIENOBAHBI, TO OO0JIaaaTenu
¢denotunoB A/A u A/G, PDK4 38973231 umenu rangukamn B 16,2 - 16,6 ¢pyHTOB mepen
nomanemu G/G.

Okcnpeccusi PDK4  (pyruvate dehydrogenase kinase, isozyme 4) KOOpPAMHHUPYETCS
TpaHCKpUNUMOHHBIM  KoakTuBaropoM PGC-la (Wende wu gap. 2005), xoTopslii
UIACHTUPUIMPOBAH KaK OAMH U3 KPUTUYECKUX (PAaKTOPOB, KOHTPOJMPYIOIIUX aJalTalHio K
¢uznueckuM ynpaxHeHusM (Arany 2008). PGC-la sBisieTcs KIIIOUYEBBIM PETYISTOPOM
SHEPreTUYecKoro  Meraboiu3Ma  peryjupyolluM  YyBCTBUTEIBHOCTh K  MHCYIIHHY,
KOHTPOJIMPYIOIIEMY TPaHCIIOPT TJIFOKO3bI U, ONOCpeaoBaHHO, aHruorexnes (Chinsomboon u
ap. 2009), U KOOpAWHUPYET MHUTOXOHAPUAILHBI OHOTEHE3 dYepe3 sJEpPHBIC TEHBI
muToxoHapui (Scarpulla 2008).

OOMEH TJIIOKO3bl pEeryaupyercss TpaHCIOPTEpaMU TIUIIOKO3bl, CKOPOCTBIO TJIMKOJIM3a U
npeoOpa3oBaHreM IupyBaTa B aleTui-KoA B MHUTOXOHIpPUAX uepe3 KaTAIUTUYECKYIO
¢byakuuo  nupyBar-meruaporeHazHoro  komrmuiekca  (ITAK).  BaxsapiM  sTamowm,
OTPAaHWYHUBAIOIIMM CKOpOcTh oOpazoBanms I[IJIK, sBasercs kontposb coopku IIJK co
cropoubl IlupyBar kunasel (PDK). [IIK Onokupyer ¢opMupoBanue mnupyBart-
JETUPOreHa3HOrO0 KOMILIEKCa, YTO MPUBOAUT K 03Ta OKUCIEHUIO )KUPHBIX KUCIIOT B allTHII-
KoA kak cybctpara /i OKHCIUTENbHOTO GochopunupoBanus. OKUCIEHNE KUPHBIX KUCIOT
SBJIIETCA OYEHb BaXKHBIM JUIsl cuHTe3a AT® u xoHTposmpyercs skcnpeccueii rena PDK4 B
CKETIETHOM MyCKyJaType Bo Bpems u nocie padotsl (Pilegaard & Neufer 2004).

[IpumeHeHne MoaX0A0B CTPYKTYPHOH U (DyHKIIMOHAIbHOM Tr€HOMHUKHU MO3BOJISIET OIPEICIIUTD
KIIFOYEBbIE€ KOMIIOHEHThl MOJEKYISIPHOTO BKJIaJa B pPE3yJbTaThl CHOPTHUBHBIX JIOLIAJCH.
Panee Obu10 ompeneneHo 3HauuTeabHOE yBenuueHue (+7,4 pa3a) ypoBHs skcnpeccun MPHK
PDK4 B cKeNeTHBIX MBINIIAX B MEPHOJI BOCCTAHOBJICHUS MOCHIE (PU3NUECKUX HATPY30K. IDTO
HaONIOZCHUE COTJIacyeTcs C MPOJOJDKUTENBbHBIM uHTHOMpoBanueMm [IJIK mus cHmxeHus
CKOPOCTH OKHCJICHUS TJIFOKO3bl M YBEJIMYEHUS OKUCIEHUS )KUPHBIX KUCIOT B MUTOXOHIPUSIX.

Taxke aBTOpamMu OBUIO OTMEUYEHO, 4YTO, HECMOTpS HAa TO, YTO OJHOHYKJICOTHIHBIN
nomumopdusm B reHe PDK4, onucanHblii B JaHHOM HMCCIICIOBAHHWH, BIJIMSIET HAa YPOBEHD
AKCIIPECCUHU, OH C OOJIBIION /10J1€H BEPOSITHOCTH HAXOJATCS B HEPABHOBECHOM CLIEIIJICHUU C
SNP kotopsriii Biusier Ha skcrpeccuto rena PDK4. JlanpHelimue nccneqoBaHus MO3BOJIST
onpenenuTh (QYHKIMOHAIBHBIM BapuaHT B reHe PDK4 cBs3anHBIl ¢ HamIydmmmu
JTOCTIKCHUSIMU. TeM He MeHee, yxKe ceidac 3Ta mHpOpMaIus MOXKET ObITh MCIIOJIH30BaHA
JUIsi  OTOOpa CKAaKOBBIX JIOMIAJ e TEHETHYECKH TOTCHIIMAIBHO CIIOCOOHBIX IOKa3aTh
OTJIMYHBIE CKAKOBBIE PE3YJIHTATHI.



