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AHHOTanMsa: Pa3BuTHe runepouJANpyoMHEMUN ¥ HOBOPOXK/IEHHBIX JETEPMUHHUPOBAHO
COBOKYMHOCTbIO  (QU3UOJIOTUYECKUX  OCOOEHHOCTEW  HeOHATaJbHOrO  Iepuoja |
NOTEHIIMA/bHbIX MATOTeHEeTHUYECKUX MexaHUu3MOB. K k/w4eBbIM  (PHU3UOJIOTHUUECKHUM
NpeANoChblIKAM  OTHOCATCA  MOBbHIIEHHASl . NIPOAYKHMSA  OUIMpPYOMHA  BCJEACTBUE
COKpAllleHHOTO NepUo/a XXU3HU IPUTPOLUTOB (70-90 AHEN no cpaBHeHHIO co 120 AHAMU y
B3pOCJbIX), OrpaHUWYeHHas aKTHUBHOCTb ¢epmeHTa Y/AD-ritokypoHunTpaHcdepasbl B
NeyeHH, TPAH3UTOPHAsA HeJOCTAaTOYHOCTh TPAHCHOPTHBIX OenkoB (guranguH, Y u Z
IpPOTEUHDI), a TAKXKe NHTEHCHMBHAsA peyTuIn3alusa OUAMpyorHa yepe3 SHTeporenaTu4yecKyo
LUPKYJIALUIO.

Kinwo4deBsble c1oBa. HeoHaTasbHas KesTyxa, rUNepouaInpyoruHeMusi, 6UJIUPYOHHOBbIN
MeTabosu3M, Y/D-rawkypoHuaTpaHchepasa, reMoJiu3, TPAHCHOPTHbIE OEJKH MedyeHH,
JHTeporenaTtuyeckag LHUPKyJAALUs, TIeHeTU4YeCKUH 1noauMopdusM, OuarMpybuHOBas
3HIledasONaATHUS.

Ilesp wuccaegoBaHusa.  U3yautb ‘MoJsieKkyisipHO-K/JI€TOYHbIe ™ " OCHOBbl Pa3BUTHUSA
»KeJITYILHOTO CUH/IpOMa B HEOHATa/JIbHOM Ilepuo/jie

BBegenue. KenTylllHblid CUHPOM B HeQOHaTajJbHOM Mepuoje MNpejCTaB/seT COO0M
YHUKAJbHBbIA KJIWHUKO-OMOXUMHUYECKHN (QEHOMEH;" OTPaKaloUlUi CJI0XKHBIA KOMILJIEKC
MOJIEKYJIIPHO-KJIETOYHbIX MPOLECCOB, XapaKTepHbIX /JJs MOCTHAaTaJbHOM aJanTalyu
HOBOPOX/JeHHOTO pebeHKa. PacnpocTpaHeHHOCTb JaHHOro cocTtosiHus pocturaet 60-80%
cpeau poHoumeHHbIX U 80-90% cpeau HeJOHOLIEHHBIX HOBOPOXJEHHBIX, YTO ONpejesiseT
BBICOKYI0 MeJUKO-COLMAJIbHYI0 3HAaYUMOCTb YIJyOJIEHHOTO H3y4YeHUS] MeXaHHU3MOB €ero
dopMUpOBaHUS HA CYOKJIETOUHOM U MOJIEKYJIIPHOM YPOBHSIX.

CoBpeMeHHble JOCTHXKEHHUSI MOJIEKYJIIPHOM OWOJIOTUHM, NMPOTEOMHUKUM W TeHOMHMKHU
CYLLleCTBEHHO pacClIMPUJIU NpPeJCTaBJeHUs 0 PyHJaMeHTaJlbHbIX OCHOBAaX OUJINPYOMHOBOrO
obMeHa U ero peryJsluu B IepUHaTaJlbHOM IEPUO/IE.

YcTaHOBJIEHO, YTO PAa3BUTHE KEJITYLIHOTO CUH/IPOMAa Yy HOBOPOXK/AEHHbIX ONpee/iseTcs
KacKaJloM B3aMMOCBSI3aHHBIX MOJIEKYJISIDHBIX  COOBITHM, BKJ/OYAKOLKUX MPOLECCH
06pa3oBaHHUs, TPAHCIOPTA, MeTaboJUYeCKON TpaHCcPOopMaLUMM U IKCKpeLUH OUINPYOUHA,
Ka/|blil U3 KOTOPbIX XapaKTEPU3YETCS BbIpa>KEHHBIMU BO3PACTHBIMU 0COOEHHOCTSIMHU.

KaTta6osin3m reMorsiobMHa B HeOHaTaJbHOM IepHOJie UMeeT PAJA NPUHIMIHATBbHBIX
OTJIMYUH, 00yCI0BJIEHHBIX KaK YCKOPEHHBIM pa3pylieHrHeM peTaJlbHOro reMorjio61MHa, Tak U
0COOEHHOCTAMHU (YHKLIMOHUPOBAHUS CHUCTEMbl TE€MOKCUI€Ha3bl. YCTAHOBJIEHO, 4YTO
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aKTUBHOCTb reMokcureHasnl-1 (HO-1) B MoHoumuTax M Makpodarax HOBOPOXK/AEHHBIX
3HAUYUTEJIbHO NpeBbILIAeT TAKOBYIO Y B3POC/bIX, UTO B COYETAHUU C YBEJIUYEHHON Maccou
3pUTpoLUTOB (B cpegHeM Ha 34% OoJsibllle B pacyeTe Ha KWJIOTCpaMM Macchl TeJa)
CIOCOOCTBYET MPOAYKLMU OUIMPYOUHA B 06beMe 8-10 Mr/Kr/cyTKH mo cpaBHeHHUIO C 3-4
MT'/KI'/CYTKH Yy B3POCJIbIX.

Ha MoJsieky/sipHOM ypOBHe TpPaHCOOPT HEKOHBIOTUPOBAHHOrO OWIMpPYOMHA B
renaToOLMThl OCYIEeCTBJASAETC HECKOJbKHMH MexaHW3MaMM, BKJIIOYasgd KaK IacCUBHYIO
Anddy3uio, TaK U aKTUBHBIA TPAHCIOPT C y4acTueM OesikoB-nepeHocunkoB OATP (Organic
Anion Transporting Polypeptides), akcnpeccuss KOTOpbIX B IepUHATaJbHOM Iepuoje
XapaKTepu3yeTcs OHTOTeHEeTHUYeCKON peryisnuen. MosieKyIipHO-TeHETUYeCKUe
uccaejoBaHusA Mokasaiad, 4yTo noaumopédusm reHoB SLCO1B1 u SLCO1B3, koaupymromux
Tpancnoptepel OATP1B1 u OATP1B3, accouynupoBaH C NOBBIIIEHHBIM PUCKOM pa3BUTHUA
TSHKeJI0W TUIIEePOUTUPYOHHEMUN Y HOBOPOXK/IEHHBIX.

JKCKpeLys KOHbIOTUPOBAaHHOI'0 GUIMPYyOMHA B KeJTYHble KaHaJIblbl OCYLECTBJISETCS C
yuyactueM AT®-3aBucuMbix TpaHcnopTepoB MRP2 (Multidrug Resistance-associated Protein
2) n BSEP (Bile Salt Export Pump), akcnpeccusi KOTOPbIX TakKXe HMeeT BbIpaK€HHbIe
BO3pacTHble 0COOGeHHOCTU. MoJieKy/IspHble MCCIe/0BaHUsA NT0Ka3aal, YTO B IepUHATaJIbHOM
nepuojie HabJtofaeTcs NepekoYeHre ¢/ @eHOMeHOB TPaHCKPUIMIMOHHOW peryJsiuuyd Ha
HOCTTPAHCJASALMOHHbIE MeXaHU3Mbl KOHTPOJIS KaHaJIUKYJISIPHOTO TPaHCIOPTA3,
ornocpesioBaHHble  mpoleccaMd  QOCOOPUIMPOBAHUS U  U3MEHEHHUs] CyOKJIETOYHOU
JIOKaJIN3aLlUM TPAHCIOPTEPHbIX OEJTKOB.

OThesbHOTO  BHUMAaHMUSA | 3aCAY>KUBAIOT  MOJIEKYJISIDHO-KJETOYHble  MeXaHU3Mbl
HENPOTOKCUYECKOTO [JIeMCTBUS HEKOHBIOTMPOBAHHOTO OWJMPYOMHA. YCTaHOBJIEHO, YTO B
OCHOBE IMOBpEXJAWIIEero AelcTBUS OWUJMPYOHMHA HA KJETKUM HEPBHOM CHUCTEMBI JieXaT
NpOLEeCChl HAPYIIEHUS: MUTOXOH/IPHAAbHOTO IbIXaHWs, HHAYKI AN OKUCAUTETBbHOTO CTPECCa,
JU3PEryysluyd KaJbIIAEBOr0 FOMEOCTa3a M aKTHBalLMK NpOanoONTOTHYECKUX CUTHAJIbHbBIX
nyTeid. MoJieKyIsspHO-TeHeTUYeCKWe HWCCAeJOBaHUS BBbISIBUIW PpsAJ Te€HOB-KaHAU/JATOB,
HOMMMOPPH3M KOTOPBIX K MEXKET MOAUMPUIUPOBATH BOCHPUUMYMBOCTD HEHPOHOB K
TOKCUYECKOMY JeNCTBUI0 OUAMPYOHWHA, BKJIYAag IeHbl aHTUOKCHUAAHTHbIX (epMEeHTOB,
HelpoTpodHrueckux ¢aKTOpPoOB U TpaHcopTepoB ceMercTBa ABC.

HecMoTpsi Ha 3HaYMTeJIbHbIM NPOrpecc B IOHMMAaHUU MOJIEKYJIIPHO-KJI€TOUHBIX OCHOB
pa3BUTUS HEOHATaJbHOM KeJATyxH, pAn O(yHJaMeHTa/lbHbIX BOINPOCOB OCTaeTCs
HeJI0OCTaTOYHO M3Y4YeHHbIM. B yacTHocTH, TpebywT yray6JIeHHOro HCC/e/l0BaHus
3MUTreHeTUYeCKUe MeXaHW3Mbl PeryJsMU 3KCIPEeCCUU KJII0UYeBbIX O€JIKOB OUJIUPYOUHOBOIO
oOMeHa, MOJIEKYJSIpHble OCHOBBbl WMH/JAUBHAYaJbHOW Bapuabe/JbHOCTH MPOHULIAEMOCTHU
remaToaHuedasnyeckoro 6Gapbepa /il OWJIMPYOHWHA, a TaKXe CUTHaJIbHble KacKa/bl,
omnpeessiollve CeJIeKTUBHYIO YSI3BUMOCTb OT/I€/IbHbIX NONYJ/ISUNA HEUPOHOB K OUJIUPYOUH-
MH/AYLHUPOBAaHHOMY IOBPEX/IEHUIO.

BbIBOABI: TaKUM 00pa3oM, KOMIIJIEKCHOE HM3y4eHHE MOJIEKYJISIPHO-K/JIEeTOYHbIX OCHOB
pPa3BUTHUSA KEJTYIIHOTO CUHAPOMa B HeOHaTaJbHOM IepUoZie NpejCTaB/seT Ccobou
aKTyaJlbHOe HalpaBJeHHe COBPEMEHHOW HEOHATOJIOTUU U MOJIEKYJSIPHONM MeJMLUHBI,
crioco6Hoe 06ecneyruTh PyH/[aMeHTaJIbHYI0 OCHOBY /Jis pa3pab0TKU NepCOHaJIU3UPOBAHHBIX
NOAX0Z0B K MNPOPUIAKTHUKE M JIEYEHUI0 [MaTOJIOTMYEeCKONW TIUlepOuJInupyOuHEMUN Y
HOBOPOX/|€HHbIX JeTeM.
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