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AOcTpakTHBIH: CUHAPOM CUCTEMHOI'O BOCHAJIMTEIBLHOTO OTBETA M CHUHAPOM CEICcHCca
CBSI3aHBI C THUNEPMETA00IM3MOM, TOBBIIICHHBIM MOTPEOIICHUEM KHCIOPOJa M PACXOI0M
DHEPTUH, aKTHBAlMEH karabomm3ma mnepupepudeckux OEIKOB W, OCOOCHHO, IMOBBIIICHHOW
METa0O0JIMYECKOW aKTUBHOCTbIO B TIeMNaTOCIIIAHXHUYECKOW oO0JacTH . AMHUHOKHCIIOTHI
BBICBOOOXKIAIOTCS U3 MepUpepUUeCKUX TKaHEH U EPEHOCATCS B IEUEHb JUI CTUMYJIUPOBAHMS
CHHTEe3a OelKa B IE€YEHHU, INIFOKOHEOTeHe3a W CHHTe3a MOYeBHMHbI . DakTHUeCKH, OCHOBHAs
(ecnu He npeoO1agaroIias) yacTb TUepMeTadboin3Ma CEeNTHUYECKOr0 OpraHu3Ma MOXKET ObITh
CBsI3aHA C YCUJICHWEM ITEYCHOYHOTO U BHYTPEHHETO METa00IM3Ma.

KawueBble cioBa: Cerncuc, rumepMeradonn3M, MeTaboM3M aMHUHOKHCIIOTA,
AMUHOKHCJIOTHI IUIa3Mbl JJIMMUHALUS aMUHOKHCIIOTA.

KOHHeHTpaIII/Iﬂ AMHUHOKHUCIIOT B IJIa3M€ y MAIIUCHTOB C CCIICUCOM HHIKE, UEM Y JIUI] 0e3
cencuca. CTeneHb dTOH Ppa3HULIbI UCIIOJIB30BAJIACh B KAYCCTBEC MaApKEpa TAKCECTU U IMPOrHO3a
3a00JIeBaHUs . HOFJ’IOH.ICHPIC AMHUHOKHCIIOT IMCYCHLBIO ITOBBIMICHO, HECMOTPA HA CHHIKXCHHUC

KOHIIEHTPAIIMU aMUHOKHUCIIOT B IJIa3Me; TAKUM 00pa30M, YCHIIUBAETCS TEYEHOYHAS SKCTPAKIUS
AMUHOKUCIIOT U3 KpoBoTOKa. Kak crnenctBue, MeTaboIMuecKuii KITUPEeHC U OOMEH SHIOT€HHO
BBICBOOOKJITAaEMBIX ~ AaMHUHOKHCIOT  ycwiHuBaioTcs.TemMm He  MeHee  CHCTEeMaTHYeCKHe
WCCJIEIOBAHMS KIUPEHCA OTACIBHBIX AMHUHOKHUCIIOT y OOJIBHBIX CETICUCOM HE MPOBOJUIIHUCH.
Jlyumee 3Hanue (hapMaKOKMHETHYECKOTO MOBEACHUS OTACIBHBIX aMUHOKUCIOT HEOOXOIUMO
HE TOJIBKO JIJIs1 60JI€€ TOYHOM OIEHKH MOTPEOHOCTE B AMHUHOKHUCIIOTAX, HO U JJII COCTaBJICHUS
0oJee ONTHUMANBHBIX CMeced aMUHOKHCIIOT, YeM T€, KOTOpPbIE B HACTOAIIEE BPEeMs JOCTYITHBI
JUISL TAPEHTEPATIbHOTO WIIM SHTEPAIbHOIO NMUTaHUs y nauueHtoB c¢ cencucom win CCBO. B
HACTOSIIEM HUCCIIEIOBAaHUHU MBI CPaBHIIIN (papMaKOKMHETUYECKOE TToBeIeHHe 17 aMUHOKHCIIOT,
BBOJMMBIX BHYTPUBEHHO, Y MAIMEHTOB C CETICHCOM U Y 3JOPOBBIX CYOBEKTOB KOHTPOJIBHOMN
rpymnmbl.  VckmtoueHuem siBasieTcss (peHMIANaHWH, KOTOPBIA BMECTE C OPHUTHHOM OBLI
€IMHCTBEHHOW aMHHOKHCIIOTOW, CKOPOCTh BBIBEICHMSI KOTOPOH CHWYKAlach y IMAIMEHTOB C
cernicucoM. [lomoOHBIe HAOMIOEHUST OBUTH C/CAHBl y MAIMEHTOB C MOYEYHONW W TIEYCHOYHOM
HEJI0OCTaTOYHOCThIO. Takyke M3BECTHO, YTO KOHIICHTpamus (eHaTmIaHnHA YBEITUYUBACTCSA Y
MAlMEHTOB C CETICUCOM WM 0KOramMu. TOYHbIE MEXaHU3MBI 3TUX PE3YJbTATOB €LIE MPEICTOUT
BBUICHUTh. B KadecTBe TMOTECHIMATBHOW MPUYUHBI OBLUIO TMPEANIOKEHO YBEIMUYEHUE
BBICBOOOXKIEHUS (DeHHIIAIaHWHA BO BpeMsl KaraOonu3ma cKeleTHbIX Mbimil. C  apyroit
CTOPOHBI, OBUIO BBICKa3aHO TMPEANOJIOKEHUE, YTO B3aUMHOE IMPEBpAIlllEHHE B THUPO3UH
HEaJIeKBaTHO MPU HEKOTOPHIX 00JIE3HEHHBIX COCTOSIHHUSIX U YTO TUPO3UH MOXKET CTaTh YCIIOBHO
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HE3aMEHUMOM aMUHOKHCI0TONH. KOHEYHO, 3TO HE MOXKET OTpa)kaTh III00ATbHYIO AUCHYHKIIUIO
MEYEHU, TOCKOJIbKY OBbLIIO MOKa3aHO, YTO CUHTE3 OeJiKa B MI€YEHU 3HAYUTEIbHO YBEIUYUBACTCS
y MalHUeHToB ¢ cencucoM. «OmubGoyHO» HU3KAs CKOPOCTh BBIBEACHHS OPHUTHHA MOXKET
OTpakaTh YPE3MEPHYIO AKTUBHOCTh LUKJIAa MOYEBHHBI, TIOCKOJIbKY KaTab0JIM3M aMHUHOKHUCIIOT U
MOTOK Yepe3 LUK MOYEBHHBI 3HAUUTEIBHO YBEIMUYUBAIOTCS, a 00pa3oBaHME SHAOTEHHOTO
OpPHHUTHHA YBEIMYHBAETCS MPU KaTaOOINIECKOM 3a00JICBaHUU.

[IpyyuHBI  3TOrO0  TUIMUYHOTO  METaOOIMYECKOTO  CIEHAapHsi  MOTyT  OBITh
pa3zHooOpa3HbIMU. B 3TOM 3amemnianbl kaTaboMyecKue TOPMOHBI, METUATOPBI BOCHAIICHUS U
pocTarjaHaAuHbl. B kauecTBe nmocienHero myTH MpoTeacoMHasi cucTeMa YOUKBUTHHA OTBEYaeT
3a OCHOBHYIO 4YacTb KaTabonu3MmMa, a TJIIOKOKOPTUKOUIbL, MO-BHAUMOMY, HUIPAIOT
pa3pemarlyo poib B 3ToM mponecce. OIHAKO OKOHYATEIbHBIA TPUITEP €IlIe MPEICTOUT
BBUSICHUTh. TOYHO TaK K€ HEWU3BECTHBI TOYHBIC NPUYUHBI TMOBBINICHHOW ASKCTPAKIUU
AMHHOKHUCIIOT U CHHTe3a OelKa B MEYEHU Y MAlUEHTOB C CENCHCOM. TeM He MeHee, ObLIOo
MOKa3aHO, YTO MEAHATOPhl BOCHAJICHHS M OCOOCHHO (haKTOp HEKPO3a OIyXOJM 0L MOTYT Kak
YCHUJIMBATh KaTaOOMu3M mnepu(epruuecKux MBI, TaK W CTHUMYJIMPOBATH MOTJIOMICHUE
aMUHOKUCIIOT renatouutamu. [losBrsercs Bce O0JbIle TaHHBIX O TOM, YTO KaTabonu3M Oenka
IIPU CETICUCE HE SBIISETCS IEPBUUYHBIM COOBITHEM HAa YPOBHE CKEJIETHBIX MBIIIILI, & HAITPABIIAETCS
MeTabONMYECKUMU TMOTPEOHOCTSIMU TI€YEHHU, T.e. IEHTpajbHble TKAaHU U OCOOEHHO
renaToCIUIAHXHUYECKH CIIOM «TIepeTacKUBAIOTY) aMUHOKHUCIOTH ¢ nepudepuu. [lomymnsphas
TUIIOTEe3a MPEATOIaraeT, 4To KaTaboym3M neprudepruaecknx OCIKOB M BHIOPOC AMHHOKHCIIOT B
KpPOBOOOpAIIIEHNE 3aIlyCKAIOTCS HU3KOW KOHIIEHTpAalWell aMHHOKHCIOT B IUIa3Me. JTO
O3HAyaeT, 4YTO BBEJCHHWE OK30TCHHBIX AaMHHOKHCIOT MOXET OOpaTUTh BCIATH WM
NPEIOTBPATUTH KaTabO0JIN3M SHAOTEHHBIX 0e1K0B. DaKTHUECKH, Y MAIIUEHTOB C CETICHCOM OBLIO
MOKa3aHO, YTO TIEYECHOYHBIH TIIOKOHEOTE€HE3 aMHUHOKHCIOT MOXeET OBITh CMsTdYeH, HO, B
OTJIMYHUE OT 3/I0POBBIX JIO/EH, HE MOXET ObITh M0/IaBJIEH B MOCTA0COPOLIMOHHOM COCTOSTHHU
9K30TeHHOW MH(Y3uel . YcuneHHslii kaTaboau3M nepudeprueckux 6€IKOB U COMYTCTBYIOIIAS
CTUMYJISIIUST TIEYEHOYHOTO MeTabolm3Ma JIOJDKHBI paccMaTpuBaThCS KakK 00s3aTedbHBIN
aneMeHT peakiuil octpoil ¢gasel 1 CCBO. YBenuueHue AOCTYMHOCTH aMHUHOKHCIIOT 3a CYET
CTUMYJISIIIUU KaTaboJIM3Ma MBIIIEYHBIX OCIKOB MOXET MPEICTABIATh COO0M HEOOXOIUMYIO U
pemaroyo MpeAnoCchUIKY it OOphOBI ¢ OCTPHIM OOJIE3HEHHBIM MpolieccoM. CylnecTByeT
TECHAs CBS3b MEX/Y HEHTPAILHBIM KJIMPEHCOM aMUHOKHCIIOT ¥ IPOTHO30M . DTO MOXET OBIThH
OJTHUM W3 OOBSICHEHHIA MOBBIIIEHHOW YaCTOTHI Pa3BUTHS TOJIHOPTAHHOW HEAOCTATOYHOCTH Y
NAllMeHTOB B KPUTHUYECKOM COCTOSHHM, IOJYYAIOIIMX PEKOMOMHAHTHBIH TOPMOH poOcCTa
YeJioBeKa, KOTOPbIH MoAaBisieT nepudepuyeckuil MpoTeoan3 U BEICBOOOXKIEHIE aMUHOKHUCIIOT
. B 9TOM KOHTEKCTE KaKeTCsl IOTUYHBIM TIOBBICUTH KOHIIEHTPAIIMI0O aMHHOKHCIIOT B IJIa3Me U
MEePEeCMOTPETh TPAIUIIMOHHBIE KOHIENIMN MUTaHUS, KOTOPHIMH B TIOCIEAHEE BpeMs
npeHeOperanu B TONB3y (HaKTOPOB pocTa M IPYTUX SHAOKPHHHBIX BMEMIATeNIbCTB. B
MOATBEpXKIEHNEe OBLI0 TOKAa3aHO, YTO OJHJIOTEHHBIH TJIIOTaMUH OBUT COXpaHEH IIpH
BHYTPUBEHHOM BBEJCHHH TJIOTaMHHA . boiee Toro, ObLIO TOKa3aHO, YTO KOHIICHTPAIHH
AMHHOKHUCIIOT B TUIa3Me SIBIISTFOTCS OCHOBHBIM (DaKTOPOM, OIPEIEISIONINM CHHTE3 Oelka,
MO3TOMY KOMOWHUPOBAHHBIN 3 (hEKT CHIbKEHUs KaTabolv3Mma U CTUMYISIUU aHa0oIu3Ma
MOYKET MPUBECTH K YIYUILICHUIO a30THCTOro OaaHca.

KoneuHo, Ha ocHOBe 3THX (hapMaKOKWHETHYECKHX HCCIEI0BAaHUM HENb3sl ClIeNaTh
HUKAKHX MPSMBIX BEIBOJIOB OTHOCUTEIHHO PEKOMEHAAIINI TI0 TOTPEOICHUI0 AMUHOKUCIIOT WIIH
OETKOB /ISl TAIIMEHTOB C CETICHCOM. TeM He MeHee, CYIIECTBYIOT KaK KOJMYEeCTBEHHBIE, TaK U
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Ka4C€CTBCHHBIC ACIICKTblI pPaCCMOTPCHHA. Ecan moBbImeHue KOHOCHTpAalMK aMHWHOKHCIOT B
m1asM€ MOXET COXpPaHHUTHh BHILOFeHHBII\/’I 0eloK u CTUMYJIHUPOBATh €0 CHHTE3, INMallMCHTaM C
CCIICUCOM CJIEAYECT Ha3HA4YaTh 0oJIbIlIee KOJIUYECTBO OEIIKA WIIH AMHWHOKHCJIOT, YEM Cy6’beKTaM,
HC CTpadaromnum KaTa0oJIM3MOM. (DaKTI/I‘ICCKI/I, HU30TOIMHOC HCCIICAOBAHUC Y IMALIMCHTOB C
CCIICUCOM sICHO II0Ka3ajao, 4TO HOTpC6HOCTB B aMUHOKHCJIOTAaX y 9TUX NAHUCHTOB BBIIIC, YEM Y
3JI0POBBIX JIFOJICH, U UYTO HEOOXOAMMO 00ecneunTh ~1,5 T aMHMHOKUCIOT KT Macchl Tena-1-1-1 .
Tem e MCHCC, CIICAYCT NOAUYCPKHYTh, YTO MPCAIIOJIOKCHHUE O TOM, YTO 0oJiee BBICOKHE WIIU
JaXXe dYpe3MepHbIe J03bI AMHUHOKHUCIOT OYIyT OKa3blBaTh JOMOJHUTEIbHBIN 3(hdekT Ha
katabonu3M OenKoB, Mano MoATBepkaeHO .OJHAKO CIeayeT YYUThIBaTh M KauyeCTBEHHBIN
acniekT. Bo300HOBUBIIMICS HHTEpeC K TPaJAULMOHHBIM KOHLEMIUSAM MUTAaHUS OyneT
CTUMYJIUPOBATH IIOUCK Ooiree OIITUMAJIbHBIX COCTaBOB pacTBOpPOB AMHWHOKMHCIIOT,
AIAlITUPOBAHHBIX K CHeI_II/I(bI/I‘IeCKI/IM MeTaGOJII/I‘-IGCKI/IM HU3MCHCHUAM Y NAIUCHTOB C CCIICUCOM.
BbonemmHcTBO JOCTYIIHBIX B HACTOAIICEC BPEMs pPaCTBOPOB AMHWHOKHCIIOT COCTABJICHBI Ha
OCHOBE JTAJIOHHOTO Oelka IS MepOopalibHOTO MHTaHWsA. HecOamaHCHpOBaHHBIC WHBEKIIUU
AMHHOKHUCIIOT, OCOOEHHO C BBICOKMMH KOHIEHTpAIMsIMH (EHHIATaHMHA, MOTYT HapylIaTh
cuHTe3 Oenka . OYeBHIHO, CYLIECTBYIOT (yHIaMEHTAJIbHbIE pa3inyMs B pacHpeAcieHUn
AMHUHOKHUCIOT MEXKAY ME€POPAIbHBIM (3HTepaJ'ILHLIM) U MNapCHTCPAJIbHBIM BBCIACHUCM
AMHMHOKHUCIIOT ; TaKUM o6pa30M, OLICHKAa Q)apMaKOKI/IHeTI/I‘IeCKOI‘O IIOBCACHUSA aMHWHOKHUCIIOT
II0CJIC BHyTpHBCHHOﬁ I/IHq)y3I/II/I MOXeT OBITh OoJjiee moaxoadamuM I1moaxoaoM K pa3pa60TI<e
AIAlITUPOBAHHBIX PAaCTBOPOB dAMUHOKHCJIOT. Tem He MCHCC, KAYCCTBCHHO CYIICCTBYCT MHOI'O
CXOJICTB B XapaKTepe BBIBEIECHUS aMHHOKHCIOT y manueHToB c¢ cemncucoM, CCBO wummu
OYEeYHOU HEAOCTAaTOYHOCTBIO. Takum 06pa30M, HOBBIC pPAaCTBOPbI AMHHOKHUCIIOT [JIA
MapCHTCPAJIBbHOI0 BBCACHUA ITallUCHTaAM C IOYEYHOU HEAOCTATOYHOCTBIO MOI'YT TaK¥Xe
IIOAXOAUTH MJIA MAIIUCHTOB C CCIICUCOM .
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