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AKTYAJIbBHOCTb

[TapenTepanbHoe nuTaHue (I1I1) - HauboJiee CI0KHBINA U TEXHOJOTUYHBIN
BAapUAHT KJMHWUYECKOrO MUTAHMUS, OCYLIeCTBJISIEMbIA NYTEM BHYTPHUBEHHOIO
BBEJ/lEHUs] B OpraHU3M INUTaTeJbHbIX BellecTB. OHO mpejHa3HA4YeHO [Jis
00JIbHbIX, Y KOTOPbIX HEBO3MOXKHO WJIM HEJOCTATOYHO NPUMEHEHHE APYTHUX
CIOCOO0OB MHUTAHUS W 3aHMMAaeT BBICIIYIO CTylleHb B HMEpPapXUU BapHUaHTOB
KJIWUHUYECKOTO MHUTAHUs, MOCKOJbKY CYMTAETCs HauboJiee CJA0KHBIM KaK IO
TEXHUKe MPOBeJIEHUs], TAK U MO Pa3HOOOPa3UI0 MPUHATUS peELleHUN NMPHU ero
Ha3HAaYeHUU B KJIMHHUYECKOW MpaKTHUKe y HauboJsiee TSHKeJOT0 KOHTUHIEHTa
60/1bHbIX. O/JHOM U3 OCHOBHbIX IPUYMH CMEPTH Y MALIMEHTOB MPH MOJHOPTraHHON
HEeJ0CTaTOYHOCTH, AIBJISIETCH Pa3BUTHE UMMYHHOI'0 U BOCIAJIMTEJIbHOTO OTBETA.
Pan wucciefoBaHWM TMOKasaJ CHUXKEHUME TSDKECTM W 4YaCTOThl Pa3BUTHUA
CENTUYECKUX OCJ0KHEHWH, Y NallMEHTOB Ha 3HTEPAJbHOM NHUTAHMUHU, MOCJe
TSKeJIbIX MeEXaHUYeCKUX U TEPMUYECKHUX TPaBM, 10CJie 00 bEMHBIX ONTlEpAaTUBHbBIX
BMellaTeJbCTB, TAaKKe OHO MO3BOJISIET COXPAHATh U MOJJIEPKUBATh OApbEPHYIO
QYHKUMI0 KUIIEYHHWKA, 4YTO MpeJOTBpalllaeT TPAHCJOKALMI MUKPOQJIOPHI.
Ucxo/s U3 BblllleCKa3aHHOT0, MOXKHO NIPE/NIOJI0KHUTh, YTO 3HTEPAJIbHOE MUTAaHUE
OyneT WMeTb MOJIOXKUTEJNbHbIM 3QPeKT U Ha TedeHUe MPH MOJUOPTAaHHOU
HEJ0CTaTOYHOCTH.

LEJIb UCCJIEAOBAHHUA

OnpejsesieHue 1e/1eCO000PA3HOCTU SHTEPAJIbHOrO MUTAHUS Yy NAlUEHTOB
NpU TNOJMOPTaHHOW HEJOCTAaTOYHOCTH, POJIM MUTAHUS B HCXOJle JieYeHUs U
pPa3BUTHUS, aCCOLLIMUPOBAHHBIX C JAHHBIM 3a60JieBaHUEM, OCJ0KHEHHUH.

MATEPHUAJI U METO/AbI UCCJIEAOBAHUA

B flaHHOM Hcclen0BaHUMM NMPOBeNeH aHa/U3 JedyeHus 25 malyeHTOB C
NOJIMOPTAaHHOW HEJ0CTAaTOYHOCTBhIO, KOTOpbIE MOJyYaJu 3HTEPaJbHYH JHOO
napeHTepaibHYl0 HYTPUTUBHYIO NMoAAepkKy. [laliMeHTbl ObLJIM pa3jiesieHbl Ha
JIBe TPYIIIbl, B FPYIINY, NOJY4YaBIIYIO 3HTEPAJbHOE MUTAHUE, ObLIO ONpeAesIeHO
13 mauueHTOB, B rPyIIy C NapeHTepaJbHOU HYTPUTUBHOU MOAJepXKoU — 12.
['pynmel 6bLJIM COMOCTAaBUMBI 1O NOJIy MU BO3PACTYy, [AJSA NOBBIIIEHUS TOYHOCTHU
paboTHhI.
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PE3YJIBTATBI U OBCYXJIEHUE

UccnepoBaHue Ob1J10 pa3ziesieHO Ha TPY OCHOBHBIX 3Tamna. [lepBbiii 3Tam: oT
MOMEHTa INOCTymJieHus A0 48 dacoB. B 3ToT mnepuoj ycTraHaBJ/IMBaJach
3TUOJIOTHS 3a00JiIeBaHMsl, IPOBO/IMJIACh OlleHKa 1o 1mKasaM ['y1azro u APACHE ],
M3Mepscsd ypoBeHb CpeaKTUBHOTO OeJIKa, TshKeJsible MalMeHThl TaK »Ke ObLIx
oueHenbl no KT mkane banbTraszapa. Bropou 3Tam: ceMUJHEBHBIM MEPUO/
JileYeHUs C HYTPUTUBHOHU MOJJEPNKKOW, MapeHTEPAJbHOU WJIM 3HTepaIbHOH,
COTJIAaCHO paHAOMH3alliH AJis CBOeH rpynmnsl. [lo 3aBeplieHHIo 3TOro nepyuoza
nalyeHThbl CHOBA ObIJIM OlleHEeHbI 110 CI0C00Y, KaK B IepBoM 3Tare. TpeTHi aTar:
NPOMEXXYTOK BpEMEHHU Mocjae 7 JHEBHOrO 3Tala M A0 MOMeHTa BbIMUCKU. O6a
THIA MMTAaHUE ObLJIU MOJ00pPaHbI TaK, YTOObI MOTJIU Y/IOBJIETBOPSATH CYyTOYHbIE
NOTPEeOHOCTU B a30Te W KaJOpUAX. IJEKTPOJUTHBIA OGasaHC AOCTUTrajcsd C
MOMOILIbI0 BHYTPUBEHHBIX UHPY3UU. Y MallMEeHTOB, MOJy4YaBUIUX SHTEPAJIbHOE
IIMTaHUEe OoTMeydaJach IIOJIOKHTeJIbHAsI AUHAMHKa B U3MEHEHHAX IO IIKajJaM
['nasro u APACHE II, nuHamuke C-peakTHBHOro OeJiKa, IO CPaBHEHHIO C
NalMeHTaMyM Ha MapeHTepaJbHOM MUTAaHUU. TakKe OTMe4yaJioCh CHIKEHHE
CPOKOB TOCINUTAJM3AlMU, YaCTOTbl pPa3BUTUS aOJOMHHAJbHOIO CENCHCa,
HeJIOCTaTOYHOCTH OPraHOB U CUCTEM, U, KaK CJIe/ICTBUE, CMEPTHOCTH NAIJUEHTOB.

BbIBO/I

JHTepaJibHOE MUTAHMUE, M0 CPABHEHHUIO C MapeHTepaJbHbIM, MO3BOJIUJIO
JIOCTU4Yb JIyYIIUX pe3yJIbTaTOB JieYeHHs], CHU3UTb CMEPTHOCTb, 4YaCTOTYy
Pa3BUTHA MOJUOPTaHHOM HEJOCTAaTOYHOCTU. PaHHee 3HTepa/ibHOe MUTAHUE
II0OKa3aJio cebs Ba)XHOM YacTbI0 B KOMIIJIEKCHOM JIeYEHHH MaLMeHTOB C
MOJIMOPTaHHOMW HEJIOCTATOYHOCTHIO.
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