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CPABHEHUE 3®®EKTUBHOCTHU SHTEPAJIbHOI'O U ITAPEHTEPAJIbHOI'O IIMTAHMSI ITPU BEJIKOBO-
SHEPITETUYECKOU HEJJOCTATOYHOCTH.
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AktyanabHocTh. [lapentepansHoe nutanue (IMI1) —
Haubosiee CIOKHBIA U TEXHOJIOTHYHBII BapUAHT KIMHHYECKOTO
MTUTaHUS, OCYILECTBIIIEMBbIH IIyTeM BHYTPHBEHHOTO BBEICHUS B
OpraHu3M IHUTATEeNBHBIX BemecTB. OHO TNpegHa3HA4YeHO s
OONBHBIX, Yy KOTOPBIX HEBO3MOXXHO WM HEIOCTATOIHO
MIPUMEHEHHE APYTUX CIOCOOOB MUTAHUS M 3aHUMACT BBICIIYIO
CTyNeHb B HEpPApXWH BAPUAHTOB KIMHUYECKOIO IHTAHHMS,
MIOCKOJIBKY CUMTAaeTcs HauOoyiee CIIOKHBIM Kak 10 TEXHHUKE
MIPOBEJICHUS, TaK U 110 Pa3HOOOPA3UI0 IPHHSTHS PEIICHUH TIpH
€ro Ha3HAUEeHWM B KIMHUYECKON TpakTHke Yy Hamnbomee
TSDKEJIOTO KOHTUHIeHTa OonbHbIX. OJHOH W3  OCHOBHBIX

NpUYMH CMEPTH y MalUMeHTOB IpH  TOJHOPraHHOM
HEJOCTAaTOYHOCTH, SBIAETCA  pa3BUTHE HMMMYHHOTO |
BOCIAJIMTEIBHOTO  OTBETA. Psn  MccrnenoBaHWi — MTOKasal

CHMJKCHHC THKECTH W YAaCTOTBI Pa3BUTUA CCNTHYCCKUX
OC.IIO)KHCHI/II\/'I, Y DAaOUMCHTOB Ha JHTCPAJIbBHOM NHUTAHWH, IOCIIC
TSAXKEJBbIX MEXaHUYCCKUX U TEPMUYECCKUX TpaBM, IIOCIC
00BEMHBIX ONEPATUBHBIX BMEIIATEIILCTB, TAKKE OHO IMO3BOJISACT

COXpaHATh M IOJJEPXKHUBATh  OapbepHyl0  (DYHKIHIO
KUIICYHHKA, 49TO TIpeoTBpaIaeT TPaHCIIOKALNIO
Mukpodnopel.  Mcxoas M3 BBIIECKAa3aHHOTO,  MOXHO

MPENONIOKNUTh, YTO OSHTEpalbHOE MHUTaHWE OydeT HUMETh
MOJIOKUTENbHBIA 3()(EeKT U Ha TeYeHHE MpPU IMOIHOPTaHHOM
HEI0CTaTOYbHOCTH.

Hean nccaenoanus. OnpenenenHue 1enecoodpasHoCTH
OHTCPAJIBHOIO THMTAaHUS Yy MAUUEHTOB IPU IOJIMOPIaHHON
HEIOCTATOYHOCTH, pOJIb MUTAaHUS B HUCXOJE JICUCHUS U
pa3BUTHS, AaCCOLMUPOBAHHBIX C JAHHBIM 3a00JICBaHUEM,
OCJIOXKHCHUH.

Marepuan u MeTOAbl MccIeAoBaHWsA. B naHHOM
WCCIICIOBAHUHM TPOBEICH aHajHW3 JICUeHHsl 25 MalMeHTOB C
MOJMOPTaHHOM  HEJOCTATOYHOCTBIO, KOTOpbIE  IOJIy4aju
SHTEPAIbHYIO 1160 TapeHTepaIbHyI0 HYTPUTHBHYIO
nojiepxkKy. [lanmeHTsl ObUTM pa3zesieHbl Ha ABE TPYIIIBL, B
TpyIny, TONYyYaBIIyI0O  OJHTEpajbHOE  IUTaHHE,  OBUIO
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ompezaeseHo 13 mMalMeHToB, B TPYIINy C NapeHTEPATbHON
HYTPUTHBHOU mojaaepkkod — 12. ['pynmbl ObUTH CONOCTABUMBI
I10 TIOJY Y BO3PAcCTy, JJIsl OBBIIEHHS TOYHOCTH PabOThI.

PesyabTatel u o0cy:xaenue. lccnenoBanue ObuIO
paszieneHo Ha TpU OCHOBHBIX ATamna. [IepBblif aTanm: OT MOMEHTa
noctymieHus 10 48 wacos. B 3TOT mepuos yctaHaBiIMBaizach
9THOJNOTHA 3a00NeBaHMs, MPOBOJMIACH OLEHKA MO IIKalaMm
I'masro u APACHE 1I, usmepsics ypoBeHb CpeakTHBHOTO
Oenka, TSDKENble MalMeHTHl Tak ke Obumn oneHeHs! mo KT
mkane banprazapa. Bropoil sTam: CceMUIHEBHBIA MEPHOJ
JICYCHUS C HYTPUTUBHOU IMOANCPKKOM, IApEHTEPAIbHOM WU
SHTEpaNbHON, COTJIACHO PaHIOMHU3aLUK AJs cBoel rpymmsl. [o
3aBEPILCHUIO TOrO MEpHO/ia MAlMEHTbl CHOBA OBbUIM OLIEHEHbI
1o croco0y Kak B IEPBOM 3Tamne. TpeTuil dTal: mpoMExKyTOK
BpEMEHH T0ocjie 7 JHEBHOTO dTama M JI0 MOMEHTA BBIIHCKH.
O6a Tuma nuTaHue OBUM TMOAOOpPaHBI Tak, YTOOBI MOTIIH
YIIOBJIETBOPSTh CYTOUYHbBIE NMOTPEOHOCTH B a30T€ M KaJIOPHUSX.
OnexTpoyuTHBIA ~ OajaHc ~ JOCTHraics € [OMOIIBIO
BHYTPUBCHHBIX ~HMHQY3uH. VY NalMeHTOB, IOJIy4YaBLINX
SHTEpaJIbHOE NMHUTaHHE OTMEYAIach ITOJIOKHUTENbHAS IMHAMUKA
B u3MeHeHusx mo mkanam I'masro u APACHE II, quaamuke C-
peakTHBHOro Oellka, IO CpPaBHEHWIO C MalMEeHTaMH Ha
MapeHTepaNtbHOM MUTaHUM. Takke OTMEeYalloch CHIKEHHE
CPOKOB I'OCIHMTAJIM3AIMH, YaCTOThl Pa3BUTUS a0JIOMHHAIBHOTO
cercuca, HEIOCTaTOYHOCTH OpPraHOB M CHCTEM, M, Kak
CIIEJICTBHE, CMEPTHOCTH HAlICHTOB.

BeiBoa. OHTepanbHOE NMTaHME, IO CPAaBHEHHIO C
TapeHTepaNbHbIM, MO3BOJMIO JOCTHYb JIy4IIUX pPE3yIbTaToB
JIEYEHUs,  CHU3UTh  CMEPTHOCTb,  YacTOTy  pa3BUTHUSA
MOJIMOPTaHHOM ~ HEJOCTATOYHOCTH. PaHHee  dSHTEpasbHOE
MUTaHUE TI0Ka3ajo ceOs BaKHOW YacThl0 B KOMIUIEKCHOM
JICUCHUH MAIMEHTOB C MTOJMOPTaHHONW HEeIOCTATOYHOCTBIO.
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