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MECTO 1 BPEMS OSKCITPECCHUU I'EHOB, KOHTPOJIMPYIOIIMX
INEPEHOC MEJIN B OPTAHU3ME KPbIC

Menp OTHOCUTCS K HE3aMEHUMBIM MHKPO3JIEMEHTAaM M BXOJIUT B AKTHUBHBIE LEHTPBI
(GepMeHTOB,  KOHTPOJMPYIOIIMX  KJIETOYHOE  JAbIXaHue,  (oTocwHTe3,  (OPMHpPOBAHUE
COETMHUTENLHON TKaHH, (YHKIIMOHUPOBAHHUE LIEHTPATHLHOM HEPBHOW CHUCTEMBI, IEPEHOC XKele3a U
npyrue GyHIaMEeHTAIbHBIE KJIETOYHbIE Tporecchl. [Ipu 3ToM cBOOOIHBIE MOHBI MEIU OKa3bIBAIOT
TOKCUYECKOE [IEHCTBUE, TaK KaK MPH MPSIMOM KOHTAKTE OKHUCISIFOT BCE THUIBI OMOMOIEKYI.
besonacHblif KpyroBopoT MeOu B KIETKax OCYLIECTBISET CIHELUalbHas cHCTEMa OENKOB -
MeTtabonunueckas cucreMa Meau (MCM). ¥V miekonurtammux pasnuyaioT asa tuna MCM. B
MEepUosl SMOPUOHATBHOTO PA3BUTHS M MOJOYHOTO BekapmiuBanus MCM ¢GyHKIMOHHPYET MO
SMOpPUOHANILHOMY THITy, KOTOPBIA XapaKTepuU3yeTcsi HU3KUM COJEp)KaHHEeM MeId B KPOBH,
HaKOIUICHHEM €€ B NEYEHW M OTCYTCTBHEM 3KCKpPEeUMH MeIu B kemdb. K OKOHUaHHIO mepuoja
MOJIOYHOTO BCKapMIIUBAHUS MPOUCXOIUT cMeHa sMOpuoHanpHoro Tuma MCM Ha B3pocinblil. 310
BBIPAYKAETCS] B CHW)KEHUU COJEP’KAaHUS MEAU B MEUYEHM, MOBBILICHUHN €€ KOHLIEHTPAlUu B KPOBHU U
(dhopMUpPOBaHUM MEXaHU3Ma BBIBEJICHUS MEIU 4epe3 >KeMdb. BpoXJAeHHblE WM MpUOOpETCHHbBIE
(9Koornyeckue GaKToOpbl, N3OBITOK/HEJOCTATOK MEH B MHUIIE) HAPYIICHHUS B (PYHKIIMOHUPOBAHUN
MCM npuBOAST K HApYIICHUIO OallaHCa MOHOB MEAM U XKEJe3a, YTO BBI3BIBAET PA3BUTHUE TSIKEIBIX
HeliponereHepaTUBHbIX — 3a0onieBaHuii. OCOOEHHO Ba)XXHO TMOJAEp)KaHWe OajmaHca  ATUX
MHKpPO3JIEMEHTOB B paHHEM OHTOreHese. llpu 3TOM MONEKYyISIPHO-T€HETHUECKHE MEXaHU3MBI,
KOHTposMpyomue cMeHy TurnoB MCM, noka ocTaroTcst Hen3y4eHHbIMU.

B paGoTe Ob110 H3yueHo pacnpeaeneHiue Meau B KpOBH, CTMHHOMO3roBoi skuikoct (CMIK),
Ne4YeHu 1 Mo3re, a takxke steady state yposens MPHK, nporpammupyromux L{I1, GPI-III, CTRI,
ATP7A u ATP7B B Mo3re, I€4eHU U CEPALIE HOBOPOXKICHHBIX KPBIC, BCKOPMIJICHHBIX CaMKaMHU
(KOHTpOJIbHAS TPYMIA) U MOJIOYHOW CMECHIO (OIBITHASI TPYIINA) B pa3IMYHbIE IEPUOJIbI OHTOICHE3A.

TpaHCKpUNIIMOHHASI aKTUBHOCTh T'€HOB M3MEpeHa MeTooM mnonykonundectBeHHoro OT-ITL[P
aHanu3a, KOTOpBIM mo3BoiysieT ompenenuth steady state ypoBenb MPHK u BbIsIBUTH n30(0OpMBI
MPHK, d¢opmupytonmecs #3 MNEepBUYHBIX TMPOAYKTOB TpaHCKpUMIUU. [  BBIABICHHS
MOJIUIENITHIOB HM3y4YaeMbIX OEJKOB MCIIOJIb30BAaH TUIEPUYBCTBUTEIbHBII MMMYHOOJOTTHHI CO
cnenu(pUUIecKUMH aHTUTENaMU. Pe3ynbTaThl BBIpaKEHbI B IPOU3BOJBHBIX E€AMHMIAX, Kak
OTHOIIEHHE KojuuecTBa oOpasoBasiierocs [IL[P-nponykra mannoit MPHK x xommuectBy IIL[P-
MPOJYKTa [3-aKTHHA, CHHTE3WPOBAHHOTO Ha JTHX ke mnpenaparax PHK B 3Tux ke ombITax.
KonnenTpanus meau usmepeHa METoJJOM aTOMHO-a0COpOIIMOHHON CIIEKTPOMETPHUHU.

HckyccTBeHHOE BCKapMJIMBAaHUE MPOBOJAWIM MOJOYHOM CMEChIO, PEKOMEHJIOBAaHHOW JIs
HOBOPOXJEHHBIX ¢ 0 mHs xu3HU. CMech MPUTOTABIMBAIN TaK, YTOOBI cofepaHue Oelka B HEM
COOTBETCTBOBAJIO COJIEpKaHUIO Oenka B MosIoke Kpbic. Onpezenenus npoBoawin Ha 5, 6, 8 u 16
OHU KU3HU. [lomyuyeHHble pe3ysbTaThl MOKa3bIBAlOT, YTO MPU BCKAPMIIMBAHUU MOJIOYHBIMHU
CMECSIMHU Y KPBICST MPOUCXOJUT MPEXKAECBPEMEHHOE MEPEPACIIPENEICHIE MEIU MEX]y MEUEHBIO U
KpoBbio. [Ipu 3TOM KOHUEHTpalusi MOHOB MEIHM B KPOBH M IEUEHU KPBICAT OMNBITHOM TPyNIbI B
HECKOJIBKO pa3 BBIIIE, YEM Y KOHTPOJIbHOU rpymmbl. KoHLIeHTpanys Meny B MO3TY IMPAKTUUYECKH HE
OTJINYAETCS OT KOHTPOJIBHOM IpynIbl U HE MEHsAETCS B OHTOreHe3e, Ho B CMIK KkpbIcAT onbITHOU
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TPYNIbl BO3PAacTa€T MHOTOKPATHO, [0 CPABHEHUIO C KOHTPOJIbHOM rpynmnoil. Yposens LI B kpoBu
u B CMIXX mnoBblaercss MponopuUUOHAIBHO POCTY KOHUEHTpauuu meau. [lpu 3ToM B medeHu
npoucxoauT aktuBanusa reHa I[I1. Tak kax III1 xpoBu He mepecekaeT rematodHIEe(aTHIECKHIA
6apnep, nossiienue LI B CMXK mMoxkeT paccMaTpuBaThesi Kak MHAYKIMS akTUBHOCTH reHa L{I1 B
Mo3sre. PacuetHas mimoTtHOCTh aToMoB Meau Ha 1 mosnekyiy LT B CMX nmoutu B 2 pa3a Bbllie, yeM
B kpoBH. OJIHaKO OHU, IPAKTUUYECKHU Bce, cBsi3anbl ¢ LII1.

Steady state yposens MPHK, nporpammupyromux III1, GPI-IIII, CTR1, ATP7A u ATP7B B
OHTOT€HE3€, OIpPEJEIEH B MO3r€, I[EUEHM U CEpALE y KpBICAT KOHTPOJBHOM M OIBITHOM
(BCKOPMJICHHBIX ~MOJIOYHOW cMechlo) Tpymm. Omnpenenenus mnpoBoguwian Ha 20-  J1€Hb
AMOPUOHAIEHOTO Pa3BUTHA U 3, 5, 6, 10 (3MOpHOHANBHBIN TUIT META0OTU3Ma ME/N), a TAKXKe Ha 22
u 30-i 7HU TIocTIe POXKIACHUS (B3POCIBIA THUIT META00IM3Ma MEIH ).

VYpoBenb akTuUBHOCTH TeHa Cfrl B TEUYEHU KPBICAT KOHTPOJIBHOW TPYNNbl JOCTUTAET
MakCcuMyMa K 5-My JIHIO KW3HH, B TO BpeMs, KaK KOHIIEHTPALMS MEIHW B NEYEHU CTPEMUTEIBHO
HapacTtaeT M gocturaer makcumyma B sapax. Copxepxkanue LII-MPHK B 310 Bpems B mnedenu
HaxOJIUTCS Ha HU3KOM YPOBHE, reH A¢p7b He aktueH. B cepaie u mosre coaepkanne CTR1-MmPHK
CHIDKAETCS TIOCIIE CMEHBI THITa METaboIM3Ma MEJIH.

VY KpBbICAT ONBITHOW TPYNIbl CHM)KEHUWE AaKTUBHOCTH TeHa Ctrl B UCCIEIyeMBIX OpraHax
PE3KO TOBBIIIATIOCH B MEPBbIE AHU MOCIE POXKICHUS M CHUXXAJIOCh yXKEe K 6-My JHIO KU3HU. B
TEYEHU KPBICAT OTBITHON TPYMIbI aKTUBUPOBATUCH TeHbI [[I] u Atp7bh. Takxke Oblna Haiinena GPI-
HIT MPHK. B medeHum KpbICAT KOHTPOJBHOM TpymImbel 3Ta MOJEKyJsipHas ¢opma He
oOHapyxwuBanack. Steady state ypoenp L{[[I-MPHK B M03re KpbhICAT ONBITHOM TPYNIIBI ObLIa BHIIIIE,
YeM y B3pOCibIX KpbIic. C 3TUMU TaHHBIMU KOPPENUPYIOT U3MEHEHHSI KOHLIEHTPAIlUU MEIU B MO3TY
B paHHeM oOHToreHe3e. HeoxumaHHbIM siBisieTcs mpucyTcTBue obemx wuzodopm III-MPHK B
cepaue. Y B3pOCIHBIX KPBIC U Y KPBICAT KOHTPOJIbHOU rpymmsl reH L{II B 3TOM opraHe He aKTUBEH.
I'en Atp7a akTMBEH BO BCEX OpraHax HOBOPOXXJACHHBIX KPBIC, U BCKAPMIIMBAHUE MOJIOYHON CMECHIO
MaJio BJIMSIET Ha €T0 AKTUBHOCT.

B coBOKYNMHOCTH TaHHBIE YKa3bIBAIOT HA CBSA3b MEXAY (hOpPMOIl HOHOB MeNH, OCTYMAIOIINUX B
OpraHU3M HOBOPOXKJEHHBIX, U YPOBHEM 3KCIPECCUU I'€HOB, OCYIIECTBISAIOUIMX MX mepeHoc. [Ipu
39TOM HaOJIIOJIaeTCsl OTKJIOHEHHE OT 3aKOHOMEPHOCTEH HX OJKCIPECCHH MpPH €CTECTBEHHOM
BckapMiuBaHuM. OYEBUIHO, YTO CBOOOJHBIE HWOHBI MEOU B THINE OKA3bIBAIOT BIUSHUE Ha
MeTaboIM3M MEIM B TAKUX Ba)XKHBIX OpraHax, Kak Ie4eHb, MO3T U Cep/lle.
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