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— 3aBUCUMOCTH BJIUSIHUS MPOLIECCOB M3TOTOB-
JIEHUS, U3HOCA W CTApeHUs] Ha 3HAUYCHUs Napame-
tpoB OIIK, BausiromMx Ha TEXHUYECKHE XapakKTe-
PUCTUKY;

6. Yuer BIMSHHUS IpoLecca H3TOTOBJICHUS
OCHOBBLIBAETCS HA HCIOJL30BAHUHU IOCTOSHHO 00-
HOBIISICMOH U TIOMOJTHIEMOM 0a3bl TaHHBIX Pa30po-
ca OTKJIOHEHUH I'eOMETPUYECKUX U JIPYIHX, 3aBU-

CSIIIMX OT TEXHOJIOTHH, apaMeTPOB OT HOMUHAb-
HBIX 3HAUYCHUI.

[To pesynbraTam nccienoBaHMi IOCTpOEHA Me-
TOIMKAa OLEHKM MapaMeTPUUYECKONM HaJECKHOCTH
JJIEKTPOMHEBMOKJIANIAHOB, UCIIOJIb3YEMBIX B paKeT-
HOM TexHHMKe. Meroauka sIBJIIETCS OCHOBOHM IpH
OLICHKE BO3MOXKHOCTH MPOJJIEHHS CPOKOB IKCILTya-
TalMU U3JENIUNA ra30aBTOMAaTUKN YKa3aHHOTO TUIA.

o. Tenepudpe (MUcnanus) 19-26 Hosopsa 2010 r.
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3a nocnenHue OECATHIICTHS TTOSBUIICA COBEP-
IICHHO HOBBIM MOAXOJ K JICUCHUIO 3a00JIeBaHUI.
OTOT MOAXOA HOCHT Ha3BaHWE TeHHAs TEparus.
[IpuHIMNHaNbHOE OTIMYHE HOBOTO crocoba Je-
YeHHs OT TPAJAMLUOHHBIX COCTOUT B TOM, YTO OH
HalpaBJIeH Ha yCTpaHEHHE MepBONPHYNHBI 3200-
JeBaHus, a He e€ ciuexncrBuil. Ha coBpemeHHOM
STane TeHHYIO0 TEepaluio MOXKHO ONPEAEIUTh Kak
JICYEHHUE HACJIEJICTBEHHBIX M HEHACJEACTBECHHBIX
3a0oneBaHUi MyTEM BBEACHMSI T'€HOB B KIETKHU
MalMEeHTOB C IIeJIbI0 HAMPaBICHHOTO M3MEHEHUS
TeHHBIX J1e()eKTOB WM TPUAAHUS KJIETKaM HO-
BbIX (yHKuwmii. Jleuenue 3abosieBaHNi HA TEHHOM
YPOBHE IpeACTaBIsIeT COOOH BecbMa 3aMaHYHBY IO
nepecriektuBy. Ho, kak u Jito6oe BMeIIaTeiabCTBO
B OpraHU3M ueJOBEKa, OHO MOXET IPUBECTH K
abCOJIIOTHO HETpeJICKa3yeMbIM pe3yibTaraM. 3a
MTOJIyBEKOBOH TEpHOJ] Pa3BUTHUS JaHHOW oOmacTu
MEIHMIUHBI OB HAKOIUICH KaK ITOJIOKUTEIbHBIH,
TaK ¥ OTPHULATEIBHBIN OIBIT MCIIOJIE30BAHUS Te-
HoTepanuu. TeM He MeHee, Helb3sl OJHO3HAYHO
CKa3aTb, SIBJISETCS JIU TEpanus Ha ypOBHE T'€HOB
0JaroM WJIM HEMOIPaBUMON OMMOKOH. B maHHOM
paboTe paccMOTPEHbBI OCHOBHBIE ACTIEKTHI TEHOTE-
panuu, NpUBEACHbI NMPUMEPH! YCIIEX0B M HEyjad,
COITyTCTBYIOIUX CTAHOBJIEHHIO 3ToW obmactu. C
MOMEHTA CBOETO 3apOKIACHUS KOHLIENIHS TeHHOI
Tepanuu BbBI3bIBaJIa MHOXECTBO cropoB. Cro-
POHHUKH TIpe0Opa3oBaHMs OpPraHW3Ma Ha YPOBHE
TEHOB YTBEPXKJalM, YTO 3a JAaHHBIM BUAOM Jie-

YeHHUs CTOUT Oyayuiee MeAWIUHBI. [IpOTHBHUKH
K€ TPUBOJMIN Psii ONACCHWH, OCHOBAHHBIX Ha
TOM, YTO YEJIOBEK CIIMIIKOM MaJlo 3HAET, YTOOBI
BMelIMBaThbes B enapxuto bora. Ilo npomectsun
HECKOJBKUX JCCSITKOB JIET CIIOPHI HE TOJIBKO HE
YTHXJIM, HO U Pa3roOpeNIuch ¢ HOBOH CHIIOH, OMIO-
HEHTBI TIOJIyYHIIH BECOMbBIC apI'yMEHTHI, OCHOBAH-
HbIE Ha 10o0e/1ax U MOPAKEHUAX HCCIIeqoBaTeneit
B 9TOM obnacTu.

I'enHass Tepamus JOCTUINIa HEKOTOPBIX YycIIe-
X0B B OopnOe ¢ ormyxoneBbIMH 3a0oneBanusiMu. K
HACTOSIIIEMY MOMEHTY pa3paboTaHbl HECKOIBKO
OCHOBHBIX TozxonoB. lIpexxne Bcero, 3T0 HOpMa-
JU3aIHst PaOOTHl OHKOT€HOB U CYTIPECCOPOB OITyXO-
Jeii. He MeHee nepereKTUBHBIM IIPEICTaBISIeTCs U
JPYTOi TOJIXOA, CBSI3aHHBIM ¢ 00yYeHHEM UMMYH-
HOW CHCTeMBI pacliOo3HaBaTh AHTHICHBI PAKOBBIX
kjeTok. Ha 3TOM TNpHHIUIIE OCHOBAHO CO3/aHNE
MIPOTUBOOITYXOJIEBbIX BaKUUH. Tak, /I JICYEHUs
paka IpocCTaThl IIMPOKO MPUMEHSIOT CTPATEruio
3aMeHBl T€HOB-CyIpeccopoB omyxonelt p53, H-ras,
Rb, p21, aHTHCMBICIOBBIC ONUTOHYKICOTHIBI K
reHy Bcl2 (mns cympeccuy aHTHAITONITOTHYECKHUX
TCHOB), TPAJANIIHOHHBIE TCHBI-CAMOYOHHIIBI (BHPYC-
Hass THMUAUMHKHWHAa3a UJIN HI/ITO3I/IH-I[e3aMI/IHa3a), a
TaKXe I'eHbl, KOPPEKTHPYIOIHE YyBCTBUTEIBHOCTh
OITyXOJIEBBIX KJICTOK K aHjporeHam. He menee mnep-
CTIEKTHBHBIM TIPEJICTABIACTCS W JPYrodl IMOIXO,
CBSI3aHHBIN ¢ 00y4eHneM IMMYHHOI CHCTEMBI pac-
TIO3HAaBaTh aHTHUI'CHbI PAKOBBIX KJICTOK. HOCKOHBKy
HMMYHHas CHCTeéMa He CIIOCOOHA cama pacIo3Ha-
Barh W JIMMHUHHPOBATh PAKOBBIE KIETKH, 3ajada
YUEHBIX CBOIMTCS K IPHJIAHUIO €il 3TUX CBOMCTB.
Ha sTOM npuHIIMIIE OCHOBaHO CO3[aHUE ITPOTHUBO-
OITyXOJICBBIX BAKIIMH.

OmyTiMbIe pe3ynbTaThl MOJy4YeHBl B 00Ja-
CTH HeWpoAereHepaTUBHBIX 3a00JIEBaHNH, TaKUX
kak Ooxne3np [lapknHcona, xopest [eHTHHTITOHA
n ap. B maHHOM cilydyae MpUHIMII reHOTEepames-
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TUYECKOTO BMEIIATEIbCTBA, HAXOMASIIErocs Ha
CTaJuU KIMHUYECKHUX HCIBITAHUH, OCHOBaH Ha
BBEJICHUM B ONpPENEIEHHBIE MOAKOPKOBBIE OTJE-
JIbl MO3ra KyJIbTypbl KJIETOK, CHHTE3UPYIOIIUX
HaboOp OEJIKOB, KOTOpPbIE MPEISTCTBYIOT JereHe-
pauuu HepBHBIX KaeTok. Kpome Toro, Henb3s He
OTMETUTb JOCTHIKEHUS TIE€HOTEpPaleBTUUYECKUX
monxomaoB B JedeHUH BUY-wHPUIIUPOBaAHHBIX
OOJIBHBIX, B KapAHOJIOTHH, a TAaKKe B psijae JIpy-
ruX 3a00JeBaHUMN.

[Torpsicatomue ycrexu IeHHOW Tepamuu co-
MPOBOXKAAIOT U BecoMmble Heyaauu. B 2003 rogy
FDA npunsno peumieHue o BpEeMEHHOM IpeKpa-
IIEHUN KIMHAYECKUX UCIBITAaHUI C MCIIOIb30Ba-
HUEM PETPOBHPYCOB Ha CTBOJIOBBIX KJIETKAX KPO-
BU. [IpyunHOI MOCIYKUIO pa3BUTHE JIEMKEMUH
Y ABYX W3 JIECSITH JI€TeH, MOIBEPTHYTHIX T€PaInn
TSDKEJIOTO KOMOWHHPOBAHHOTO MMMYHOAE(PUIIN-
ta (SCID). Beuto BRISICHEHO, YTO MOOOYHBIN (-
(eKT ABIAETCS CIEACTBUEM TOTO, YTO BUPYC, HC-
MI0JIb30BAaHHBIN JUIsI JOCTABKH TEPANEeBTUIECKOTO
reHa, akTUBHpoBal oHKoreH. B anpene 2004 roma
FDA, yuutrbiBass JOCTUTHYTBIE YCIIEXH 3TOTO
BHJIa TEHHOW Tepamuu, BCE XKe 0CIabmIo 3ampeT
Ha e IpOBEACHME, PAa3PELINB IPUMEHEHHE pe-
TPOBHUPYCHBIX BEKTOPOB JUISI JIEUCHUS TE€X OO0JIb-
HBIX, JUISl KOTOPBIX APYrue crocoObl OKa3aluCh
Hed(D(DEKTUBHBI.

I'enHas Tepanus ciocoOHa 1aTh YEIOBEUECTBY
MOIIHBIM MHCTPYMEHT IS Mepexoja MEIHIIMHbI
Ha COBEPILUEHHO HOBBI YPOBEHb pa3BUTHs. Tawm,
TJIe METO/bI TPAAUIIMOHHON MEIUIINHBI 0KA3aJIUCh
OeccuiIbHBI, Ha MOMOIIs IPHILIA TEHOTEpamwus,
JIaB BO3MOXKHOCTBH BBI3JIOPOBIICHUS HEH3ICUUMO
6osbHBIM. Tem He MeHee, Hellb3s OTPHIATh, YTO,
nMes B CBOMX pyKax TaKoe MOIIHOE OpyXKue,
KaK CIIOCOOHOCTb U3MEHATH I'€HBI, YeJIOBEYECTBO
BCTAET mepen npolieMoll TpaMOTHOTO MCIIOJIB30-
BaHMS JTOM TEXHOJIOTMHU. YK€ ceddac TeopeTH-
YECKHU BIIOJHE BO3MOXKHBI MOJM(HKALUU T'eHOMa
C IEJbI0 YIYYIIEHHUsS HEKOTOPBIX (U3NYECKHUX,
MICUXUUYECKUX U MHTEJUIEKTyalbHbIX MapaMeTpoB.
CoBpeMeHHas Hayka Ha CBOEM HOBOM BUTKE pas-
BUTHS BEPHYNACh K HJee yIydllleHUs delloBeue-
CKOH MOPOJIBI, YTO Camo 110 ceOe OTmacHo.

[Ipu ucnonap30BaHUM TEHHOM Tepanuu Hempe-
MEHHO JIOJDKHO COOJTIONIAThCsl YCIIOBHE: BCE TE€HO-
TEpaneBTUYECKHE MEPOIPUATHS OJDKHBI OBITh
HaIpaBJICHbl TOJHKO Ha KOHKPETHOTrO OOJIEHOTO,
U KacaTbCsl TOJIBKO coMaTudyeckux KiaeTtok. Co-
BPEMEHHBIIl YPOBEHb 3HAHMH HE MO3BOJISET MPO-
BOJUTH KOPPEKIUIO TCHETHYECKHX Ne(PEKTOB B
KJIETKaxX 3apOJBIIIEBOTO IIyTH B BUAY ONACHOCTH
3acopeHus TeHO(OHa HEXEIaTeIbHBIMU HCKYC-
CTBCHHBIMU TE€HHBIMH KOHCTPYKLUSMH WM BHeE-

CEHHEeM MyTalui ¢ HempeIcKazyeMbIMH IMOCIe/-
CTBUSAMHU Il OymyIero uesioBedecTBa. | cHHas
Tepamusi TPEACTaBIsACT COOOH JOCTAaTOYHO JO-
porocrosilee JIedeHne, KOTOpoe BpsiA JIU YAacTCs
cIeNaTh JOCTYIHBIM INMAPOKHM MaccaMm. Kpome
TOTO, NMPUMCHCHHE T'CHHOH Tepamuu K KICTKaMm
3apOJIBIINICBOTO MYyTH YIIEMJISET IPaBO OyIyIIHX
MTOKOJICHWY Ha HACJICOBAaHHE MPUPOIHOTO HEMO-
TUGUITIPOBAHHOTO TCHOMA.

Hanmame TpymHOCTEH, CBI3aHHBIX C pa3paboT-
KOW ¥ BHEIPCHHEM TCHOTEPAIEBTHYCCKUX MOIXO0-
JIOB, CYIIIECTBEHHO TOPMO3HT Pa3BUTHUE ITOH OTpac-
mu. HakarummBaeTcss MHOXKECTBO TIPUMEPOB Pa3HBIX
2 PEKTOB IPUMEHEHHUS OIHOW W TOU KE Teparuu
Ha JKMBOTHBIX W YeloBeka. Hampumep, BBemeHue
aJICHOBHPYCHBIX BEKTOPOB ASKCICPUMEHTATBHBIM
JKUBOTHBIM COIIPOBOXIAETCSI OBICTPON TPOIYK-
U TPOTUBOBUPYCHBIX aHTHUTEN, B TO BpeMsI Kak
JUISl YEJIOBEKa TaKOW OCTPbI HMMYHHBIA OTBET HE
XapakTepeH. beiBatoT i oOpaTHble cuTyarun. Tak y
OTHOTO W3 MAIIEHTOB C MYKOBHCIIHI030M, KOTOPO-
My B JBIXaTeNbHBIC ITyTH BBOIWIN aICHOBUPYCHBII
Bektop ¢ CFTR (TpancMeMOpaHHBIA pEryisaTop
MYKOBUCIIH032), PA3BHUJICSI BOCTIAIUTENBHBIA CHH-
JPOM, XOTS Y MBIIIIEH MU 033X Mpernapara Ha TPU
TOpSIJIKA BBINIE HUKAKUX MOOOYHBIX 3()deKkToB He
HaOJIIONAIOCE.

Takum oOpa3zom, TepareBTUUECKU MOTEHITH-
aJl TeHOMHBIX NpeoOpa3oBaHUI MOWCTHHE OTpo-
MEH, O/IHaKo, He clieayeT 3a0bIBaTh O MOJCTEpe-
ralomux omacHocTsaX. Hapsay c paspabotkoit
METOJIOJOTHYECKOl  3KCIIePUMEHTAIBHON  0a3bl
JUIsL TEHOTEpaIuH, CleAyeT oOpaTHUTh BHUMaHHUE
Ha pelIeHHe psiaa BOIPOCOB COLUATIHHOIO M STH-
yeckoro xapakrepa. HecMoTpst Ha moutu moiy-
BEKOBYIO MCTOPHUIO Pa3BUTUSl I'€HHOH Tepanuy,
JlaHHast oTpacib BCE el HAXOUUTCSA Ha Hayallb-
HOM JTare cBoero crtaHopieHus. C MOMEHTa BO3-
HUKHOBCHUS OHA MPHUKOBBIBaJIA K ceO¢ BHUMaHUE
mofel mo Bcemy Mupy. [IpoHUKHYB B 001acTh,
paHee He JOCTYNHYH 4YelIOBEUeCTBY, F€HHas Te-
pamusi OTKpbUIa (PaHTACTHYCCKHUE IMEPCIICKTHBHI.
Omna HajienmIIa JTFJCH ClIOCOOHOCTHEO BHOCUTD H3-
MEHEHHS] Ha YPOBHE I'€HOB, JIaB UM BO3MO)XHOCTb
moOenTh paHee Hew3neunmble 3aboneBanus. Of-
HaKoO BMECTE C TeM, TeHOTeparnus nojapuia 4eio-
BEYECTBY MOIIHOE U OMACHOE OPYKHE, CIIOCOOHOE
MPUHECTH OOJbBINE Bpela, YeM MOJb3bl. YUYEHBIM
MPEACTOUT MPOSICHUTH elIé MHOXKECTBO aCIEKTOB
Hay4yHOT'0, dTHYECKOr0, COMAIBLHOTO M KOHOMHU-
YeCKOro xapakrepa. HUKTO He 3HaeT, Kakue OT-
KPBITHA elI¢ MPEICTOAT U YTO OHH MPUHECYT C CO-
0oii. TeM He MeHee, HE BBI3BIBAET COMHEHUM, YTO
3a pa3BUTHEM T'€HOTEPANEBTUYCCKUX ITOIXOI0B K
JIeYeHUI0 Oose3Hel cTouT Oymyiee.
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