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HbIX 1 rEMOMO3TUYECKMX KNETOK. TeM He MeHee, BEPOATHOCTb
cyLecTtBoBaHusa 1 nponudepaumn CD11b—kneTok, KoHTamun—
HMPOBABLLIX TPAHCMNaHTaT, Bbina HAYTOXHO Mana. Takum 06—
pasoMm, pesynbTaTbl 3TUX 3KCMEPUMEHTOB MOATBEPAWIM, HYTO
knetkn Henpoctep OCH kpbicbl 06nagatoT CnocobHOCTBIO K
BOCCTaHOBMIEHWIO remMonoasa U audepeHUMpPoBKe B KNETKM
KpoBW. BepoAaTHOCTb CNUAHMS, Kak BO3MOXHOro MexaHW3Ma
«ncespoandhepeHLMpPoBKMY, Bbina Takxke OTBEPrHyTa PSAoM
3KCMEPUMEHTOB. [1pn KOKYNbTMBMPOBAHUM MEYEHbIX KNeToK
Hepocdep M KOCTHOro MO3ra MbillK, HEMPOCEP MbILN 1
CYCMEH3MN KNETOK racTpynbl KypuHoro ambpuoHa He 6bino
BbIFIBNEHO HW 0fHOro takta cnmsaHus. CrvsiHue KNeTok Yeno—
BEKa Mocrne TpaHcMnaHTauum B KypyHY racTpyny 6bino Takxe
nekntodeHo anannzom OHK v sgep. Takum o6pa3om, B paboTe
6bIno gokasaHo, 4to B OCH 4enoseka (a Takxe KpbICbl 1 MbILLK)
CYLLIECTBYKOT MYNbTUMOTEHTHbIE CTBOMOBbIE KNeTku. OcTaércs
HesICHOW NPUPOoAA 3TWX KNETOK. XOTS MX U MOXHO CYUTaTb Hen—
poHanbHbLIMU CTBOSIOBbLIMMW, MOCKOMbKY OHM 06pasytoT Henpo—
cdhepbl B KyNbType C 3KCMPEecCUen HeCTMHa 1 MapképoB BCex
TUNOB HepBHbIX knetok. OgHako, 3To0 MoryT BbITb Kak KneTku
oboHaTensHoro HepoanuTenua (olfactory ensheathing cells n
HenpokneTky, BolgeneHHble Roisen F.J. n Zhang X. [4, 5]), Tak
n bazanbHble knetkn OCH [7, 8]. HeanauntenbHas KoHTamm—
Hauua CD11b+ knetkamu (meHee 1%) MoxeT bbiTb 06bACHEHa
murpauven B8 OCH geHapuTHbIX KNeToK 1 Makpodiaros, 0gHako
He oTpuuaeT dhakTa guddepeHumposkn. OTcyTCcTBME rEMOno—
3TMYECKMX KIEeTOK B TpaHCMnaHTaTe U Hecrnocob6HOCTb KIeToK
KOCTHOro Mo3ra 06pa30BbiBaTe Chepbl NPU KyNbTUBMPOBAHNUM
B @Hanoru4yHbIx ycnoBusx KynbTypbl (C Henpocdepammn ns OCH)
yKa3blBaeT Ha «4MCTOTY» 3KCMEPUMEHTA U 3HAYUTENBHO CHU—
XaeT BEpOATHOCTb apTedhakToB. Viccnenosatenu BbliAenUnM
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l/I3y4eHre crnoHTaHHOW OHKOreHeTU4eckow TpaHcthopmaumm
ME3€eHXMMasIbHbIX CTBOJOBbIX KIIETOK YenoBeka B KyrbType

MeszeHxvmanbHble CTBOMOBblE (CTPOManbHble CTBOMOBbLIE)
knetkn (MCK) 4enoBeka cuHuMTaOTCA OOHUM M3 CaMbIX Nepc—
MeKTUBHbIX BMAOB ayTONOrMYHOro Matepuana ans KneTo4yHou
Tepanun 1 TkaHeBon MHxeHepun. MCK 6binv BblgeneHsl 13
pasnuyHbIX TKaHey B3pOCMoro 4enoBeka, aMBpuvoHa U HOBO—
POXAEHHOr0 U XapakTepU3yoTCA PAAOM 0B6LLMX CBOWCTB, Cpe—
LM KOTOPbIX: BbICOKAA CnocobHOCTb K mponudiepaumm v agre—
3un, mbpobnact-nogobHas Mopdgonorua n obpasoBaHne
KOMOHWM B KynbType, Nerko—nHayumpyemas andidepeHumpoB—
Ka B OCTEO—, XOHAPO—, MO~ W agWmnoreHHOM HarnpaBfeHUsX.
OpHO3Ha4YHOr0 MHEHWA MO 3KCMPECCUMW MapKEpoB He Cylle—
CTBYET, He onucaHbl 1 yHUKanbHble mapképbl MCK. OgHako
60nbLUMHCTBO UCCNenoBaTenen ONMCLIBAET 3T KNeTKM kak SH—
2, SH-3, SH-4, STRO-1, Sca—1, Thy-1, CD44, CD293, CD71,
CD106, CD120a, CD124 - nosutunBHble 1 CD34, CD45 —
HeraTmBHble. B 6ronorum MCK eLlé o4eHb MHOro BOMpPOCOB,

OTBETHI Ha KOTopble ByayT HaMAeHb! Frofamy KpornoTinBbIX oyH—
LaMeHTanbHbIX nccnenoBanuii. OpHako yXXe CerofHs Havanmch
KMWHUYECKNE UCMbITAHWA MO BBEOEHUIO 3TUX KMETOK C LIenbto
KOppPEeKUMn To unm nHow natonorun. Bonpoc 06 oHKOreHHom
6e30MacHOCTM B3POCHbIX CTBOMOBbIX KneTok Boo6ule n MCK B
YaCTHOCTW OCTAETCH HEM3YHYEHHbIM, HO KpanHe aKTyarnbHbIM,
BaXHbIM 1 onpepensaiowmmM Gyayliee pereHepaTuBHOM Meau—
LVMHBI. /13BECTHO, 4TO CTapeHne KNETKM COMPSXXEHO C yKopoye—
HVeM Tenomep (NoTeper akTMBHOCTM TeNoMepasbl) M OCTaHOB—
Ko knetoyHoro umkna [1]. MNpu KynbTMBMpOBaHUM KNETOK, B
OMPERENE&HHbIN MOMEHT HEM36EXHO HacTynaeT «kpuaucy (oc—
TaHoBKa) KneTo4Horo umkna (daza M1) [2]. PeHomeH cnoH—
TaHHOro o6xoda «KpM3Kca» OCTAHOBKW KNETOYHOro LMKNa u
YKOPOYEHNS XPOMOCOM BbIf1 YCTAHOBINEH AN YENOBEYECKMNX
kneTok HepaBHo [3]. BapuaHTbl «obxoga» 3Toro HemsbeXXHoro
npouecca CBfA3aHbl C NpUYOBpPETEHEM VMMOPTANbHOCTA MpU
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YKOPOYEHHbIX TENOMepax, BO3HUKHOBEHWEM XPOMOCOMHbIX
abeppaunn 1 KaHueporeHe3oM. B KoHe4HoM uTOre, Hakonne—
HME XPOMOCOMHbIX MyTauui NPYBOAUT K Hen36exHomy anomn—
To3y (dhaza M2) [2]. JlornyHo 6bino 6kl NPeanonoXnTe CyLle—
CTBOBaHWe Takoro ieHoMeHa ¥ Ans B3POCHbIX CTBOMOBbIX
KneTok, cnocobHbix gaBaTb 6onee 20-30 yasoeHuin 1 nopgaep—
XVBaTbCA B KynbType A0 rofa.

CBOMCTBO MMMOPTANbLHOCTY MPSIMO CBA3aHO C ANVMHOM Te—
NOMEP ¥ XapaKTEPHO ANt 3MBPUOHAaNbHbIX CTBOMOBbIX U pako—
BbIX KneTok. YposeHb Tenomepasbl MCK 4enoseka, N0 MHEHWIO
HeKoTopbIX aBTOpOB, Heonpegenum [4]. Beino nokasaHo, 4To
npu pa3mHoxeHun Yenosedeckmx MCK in vitro Habniogaetcs
yKkopo4eHve Tenomep [5], 4To MoxeT BbITb CBA3aHO ¢ 06X0A0M
dhasel M1. OgHako umeeTcs ykasaHue, YTO aKTUBHOCTb Teno—
mMepasbl y MCK, BbigeneHHbIX 13 XMPOBOW TKaHW, 3a4UTENbHO
BbiLwe, 4em y MCK kocTtHoro mo3ra [6]. [ns npogneHns XnsHu
MCK B KynbType 1 1x 3KCnaHcuu, NpeanpuHManiicb MHOM0—
YMCMEHHbIE NOMbITKU TPAHCEKUMM PasnNYHbIMU «TenoMepas—
HbIMW» FeH—KOHCTpykumusamn (Hanbonee nonynapHa hTERT).
VimmopTtanuzosaHHble MCK He meHsinu kapvoTun, heHoTun u
crnocobHocTb K anddiepeHumpoBke B TeveHne 2-3 net [7, 8]
Ho HepaBHWE 1CccnenoBaHUs NoKa3blBaKOT, YTO MMMOpPTanM3a—
LSt HOPManbHbIX KNETOK YefnioBeka TenomepasHbIMU KOHCTPYK—
LMSIMK, cHMTaBLUAACA Ao 3Toro 6esonacHoi, HecET B cebe KaH—
ueporeHHbin puck [9]. B nccneposaHum Serakinci N. ¢ coasrT.
MCK «3acTtananuy genutbea (nop pencteumem hTERT) 256
pa3 1 nony4anu npy atom onyxonu y 100% Mbiwen—peumnm—
eHTOoB, a npu BBepeHUn MuHM MCK ¢ konuyecTBom AeneHui
95 He Habniopanu pa3BuTUs onyxonen. VIHTepecHo, YTo 3aTa
pa3Huua Habntopganacb Mpy HEM3MEHHOM HOPManbHOM Kapu—
otune obenx nuHu [10].

He cBsi3aHa nu Bbicokas cnocobHocTe MCK k nponudepa—
LMW C HaKOMMEHWEM MyTaLMiA 1 OHKOreHHbIM puckomM? MoxeT
N oHKOreHHas TpaHcdopmauma MCK npoucxogntb
cnoHTaHHo? OTBEeTbI Ha 3TV BOMPOCHI MOXHO HaNTL B pe3ynb—
TaTax HegaBHero vccnegosanusa rpynnbl Rubio-Bernad, ony6-
nunkosaHHOM B xXypHane Cancer Research. /lccnegosatenv Bbl—
penann MCK 4enoBeka M3 61MoNTaToB XMPOBOW TKaHU
(B3pocnbIx 1 geTern) no obuienpuHaTomy metopy Zuk. Knetku
numenu TUnudHyto chmbpobnacT-nofobHyo Mopdionoru, 3KC—
npeccuposanu CD13, CDS0, CD105 n CD106, nHayumposa—
Ho AmdpchbepeHUMpoBancb B OCTEO— Y aAMMNOreHHOM HamnpaB—
neHnsx. 3aTeM KneTkam AaBanv CNoHTaHHO NponvdepupoBaTh,
nopaepXuBast Ux ctabunbHbI heHoTVN 1 MopoNornio Yac—
TbiM naccupoBaHeM. CnocobHocTb K 06pa3oBaHWio Omnyxonen
in vivo n3y4anu Ha UMMyHOLOE(ULMTHBIX 0BNYYEHHBIX MbILLIAX.
Bce cBexesblgenerHble MCK nmenn HopmanbHbIn KapuoTun u
He [jaBanu pocTa oryxonen Npy BHYTPYBEHHOM BBELOEHWN Mbl—
wam. B TeveHne 2-x MecaueB KyNbTVBMPOBaHMSA 4aCTb KIETOK
LEMOHCTPMpOBana Npu3Haky CTapeHnsi C 0CTaHOBKOW KNeToY—
Horo umkna (mpe—M1), coxpaHsst Npy 3TOM HOPMarbHbIA Kapy—
oTun. XapaKTepHbIM MOMNOXUTENbHbIM TECTOM Ha «KNETOYHbI
Kpu3ncy cnyxuna okpacka beta—galactosidase (pH=6). bonb—
LUas 4acTb KMNEeToK, KNepexmBLLIas KPU3Mcy, CrIoHTaHHo (nocT—
M1) npogonxana nopoepXmBaTeca B KynbType Ao dasbl M2.
30% noct-M1 kneTok vmenu Tpucomuio No 8 XxpomocoMme.
CnepyeT 0TMETWTb, 4TO MPW TPaHCNNaHTaumm noct—M1 kneTok
UMMYHOLEMULUTHBEIM MbILam He Bbino 06Hapy>XeHo HMKaKux
NnpU3HaKkoB TymoporeHesa (Bpems HabnopeHns — 3 mec.). B
nonoBuHe cny4aeB NocT-M71 kneTku, xapakTepnsoBanmcb yc—
KOPeHWeM KNeTo4HOro LMKna, BbICOKOW NponmndiepaTMBHOM ak—
TUBHOCTBIO 1 MOAAEPXMBaNMCb B KynbType A0 nonyropa. 3t
kneTkm Tepanun akcnpeccuio CDS0 n CD105 n nameHanu ctpo—
eHVe BepeTeHa AenenHnst 1 cBoto Mopdhonoruio. py kapuoTu—
NMPOBaHUN BbIN0 BbIABMNEHO, Y4TO HOMBLLUMHCTBO U3 HUX MMENO
TpUCOMUKW, TETPANIOMAUM 1 NPOYME MyTaumn. 3TN KNEeTKU yc—
NOBHO 6bINN Ha3BaHbl TYMOPOreHHble Me3eHXMMarnbHble

S
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npouecce KynbtusmpoBanus, a — MCK | : P &
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(TMCK). Hepes 4-6 Hepenb nocne BHYTPUBEHHOW TpaHCMNaH—
Taumm TMCK nMMyHopedmumnTHBIM MbillaM Habniogany pas-—
BUTVE MHOXECTBEHHbIX OMyX0Jer Mo4TX BO BCEX OpraHax y BCex
(n=38) xwBoTHbIX. VgeHTndmkaumen metTok 6bIino NoaTBEPXK—
[EHO, 4TO BCE OMyXOnu MPOMCXOOAT U3 YENOBEYECKMX KIIETOK.
KneTtku, BblgeneHHbIE U3 3TUX OMyXofern, 4EMOHCTPMPOBanu
CXOfHbIE MHOXECTBEHHbIE MyTaLWW, TE Xe, 4TO U POAUTENLC—
kne TMCK. Bbino nokasaHo, 4yto pa3sutine TMCK c obxopom
thaz M1 n M2, accoummpoBaHo C BbICOKUMW YPOBHAMM 3KCM—
peccun Tenomepasbl, OHKOreHa C—MyC W aHMMOreHHoro thak—
Topa VEGF. AHanornyHble pesynbtaTbl 6biIn nonyYeHbl B 3KC—
nepumenTax ¢ MCK, BbieneHHbIMN 13 2-X pasnuyHbIX NUHAN
Mbiwen (C57BL/6 1 CD1). 310 roBoput 0 TOM, 4YTO heHOMeH
«CMOHTAHHOM UMMOPTanNM3aunn U OHKOFEHHOCTMY B3POCHbIX
MCK, Bnepsble onvcaHHbI aBTopamu B 3Ton paboTte, umeeT
bonbLuoe obliebuonorndeckoe 3HadeHue. Bbicokas yactoTta
(50% o6pa3uoB) cnoHTaHHOW TpaHcdopMauum HopMarnbHbIX
KNeToK B KynbType, Takxxe 6bina BnepBble onvMcaHa aBTopamMu
onsa yenoseka. VIHTepecHo, 4To MCK Bcex nccnefoBaHHbIX
o6pa3uoB muHoBanu M1 ¢asy. CnocobHOCTL OHKOreHHHOM
TpaHcopmaumm MCK yenoBeka, BbIGENEHHbIX U3 XNPOBOW
TKaHu, bbina MokasaHa paHee nof BAVSAHWEM FEHEeTUYECKOW
koHeTpykummn hTERT [10], ogHako 3To NPOMCXOAMMIO He CMoH—
TaHHo. [Jo cux nop HeT OaHHbIX 0 BO3MOXHOW OHKOreHHOW
TpaHcdopmaLmmn (CNOHTaHHOM UKW Nof BISIHUEM TenomMepas—
How koHcTpykummn) MCK kocTHoro mosra.

Takvm 0bpas3om, aBTOpbl BMEPBbIE MOKa3anu, YTO KIETKM
YenoBeka CrnocobHbl K CMOHTaHHOW OHKOreHHOW TpaHcdopma—
un B KynbType 6e3 y4acTua dpakTopos pocTta. Pabota nprob—
peTaeT 0cob0e 3HauYeHWe B KOHTEKCTE MOTEHLUMAanbHOro K-
HNYECKOro MPUMEHEHUS ME3eHXMMarnbHbIX CTBOMOBbLIX KIETOK
LNs KNeTOYHOWM Tepanuu 1 TkaHeBow nHxeHepun. MoxHo cae—
naTb BbIBOA, YTO AnuTensHoe KynbTeupoBaHve MCK (B paH—
Hon paboTe — Bonee 2 MecsiLeB) acCoOUMMPOBAHO C BbICOKMM
OHKOreHHbIM puckoM. [No—Bugnmomy, sce kynbTypbl MCK, npu—
MEHSEMbIE B KIIMHWKE, JOMXKHbI BbiTb KaK MUHUMYM KapuoTu—
NMPoBaHbl Ha MPEAMET UCKIKYEHUST XPOMOCOMHbIX MyTauui.
Kpome Toro, MoXHO MpeAnonoXmTb, YTO BCE MPOTOKOMbI MO UM—
mopTanuaaumn MCK TenomepasHbIMU KOHCTPYKLMSAMUN HE UMe—
0T KIIMHMYeCKoro ByayLlero B CBA3W C BbICOKMM OHKOTEHHbIM
PVICKOM.
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ﬂepCI'IeKTI/IBbI TPaHCrU1iaHTaunn CTpoMalibHbIX KITIETOK
KOCTHOIo Mo3ra najd Jrfie4eHnd mMmykoBmcumaos3a

Mykosucumnaos (MB) — ogHo 13 pacnpocTpaHéHHbIX (cpegun
npeacTaBuTeNeln eBpPONerckor packl) ayTOCOMHO—PELECCHB—
Hoe HacneacTBeHHoe 3aboneBaHve, BO3HUKAIOLLEe B pe3yib—
Tate myTaumm reHa CFTR (transmembrane conductance
regulator), perynvpytoLLiero TpaHCNopT MOHa Xnopa Yepes MeM—
HpaHy anuTenuanbHomn kneTku. Mpn aTom ycunmeaeTcs abcop—
6umMs HaTPUA U BOfAbI, M MPOVCXOQUT BbICYLUMBAHWEY CRN3K,
NpoayLMpyemMOon 3K30KPUHHBIMK Xenesamu. V136bITo4Ho BA3—
KW CEKPeT 3aKyropuBaeT NMpPOTOKY, BCNEACTBME Yero obpasy—
tOTCS MHOXECTBEHHbIE KUCTbI U Pa3BMBAETCHA CUCTEMHANA OMC—
hyHKUMSA 3K30KPUHHBIX Xenéld. MB saBnseTcs akTyanbHbIM B
CTPYKType 3aboneBaemMocTV U CMepTHOCTW (OCHOBHOW MpyYn—
HOW KOTOPOW ABNAETCH MPOrpeccupyroLLan AbixaTenbHas He—
[OCTaTOYHOCTb M MpuUcoeAnHeHre WHAeKUMIn) cpegun aeTen
n nogpocTtkos [1].

3a nocnepHe HECKOMNbKO NET BbIN0 NPeAnoXeHo HeCKoNb—
KO MpoToKonoB reHoTepanuu MB, ncnonb3ayroLLen reHeTn4ec—
kne koHcTpykumn CFTR [2-4]. OntumanbHoOM TepanesTuyec—
KOV MulleHblo gna goctaBku BekTopa ¢ CFTR cuntaetcs
ObixatenbHbi anutenun ([3), ogHako ero TpaHcdekumn in vivo
NPensATCTBYIOT M306bITOK CNM3K, OTCYTCTBME peLentopa Ans
BMpYCa Ha NMOBEPXHOCTM KneTkw, beicTpas aerpapaumsa OHK v
nnoxas uHTerpaums sektopa [2—4]. AnbTepHaTuBHbIM MOAXOA
K 3aMEeCTUTENbHOW KNETOYHOW reHoTepanun HeaasHo Bbin npea—
noxeH rpynnon Wang-Prockop. OH 3akntovaeTcs B npymMeHe—
HUM ayTOreHHbIX ME3eHXMMarbHbIX CTBOSIOBbIX KNETOK KOCTHO—
ro moara (MCK), TpaHcdeumpoBaHHbIx KOHCTpyKunern CFTR, kak
NnoTeHLUManbHoro NCTO4HNKa HoBOro (3noposoro) A3. Mogornne—
ko k npumeHernio MCK gns tepanumn MB nocnyxunu cnegy—
toLve faHHble:

— yKa3aHusA Ha BO3MOXHOCTb AnthdepeHLmMpoBKY (Mnm cnn—
anna) MCK B anuTenuanbHble KNeTku AblXxaTeflbHbIX MyTemn
in vitro 1 in vivo [5, 6, 8];

— xopowwasa murpaums MCK B gedhextHble nérkve in vivo [7, 8];

— Hennoxasa TpaHcdeumnpyemocts MCK pasnnyHbiMun reHe—
TUHECKMMWN KOHCTPYKLMAMMN C YBEPEHHOW 3KCMPECCUen TpaHCc—
reHa [9];

— BO3MOXHOCTb MCMOMb30BaHWS ayToNorM4Horo mMatepva—
na n akcnaHeua MCK in vitro B munnunapg pas 3a 2 mecsua
kynbTuBmposaHua [10, 11].

MCK 3abvpanu 13 kpbina NoAB3[0LLUHON KOCTU OT 3[0P0—
BbIX BOMOHTEPOB M 0T 60nbHbIX MB. KneTku Bbigensnm u kynb—
TmBMpoBanu no npotokony Sekiya—Prokop [10] ¢ macwwtabu-
poBaHuem B cucteme knetodHon dpabpukm (Nunc). Knetkum
Mogmdmumposann meTtkon GFP u tpaHcreHom CFTR ¢ nocne—
LyIOLLEeN NekapcTBeHHOM cenekunen. Ona andidepeHumpoBku
MCK npumeHsinu crneumanbHylo CUCTEMY KOKYNMbTUBUPOBaHWS

¢ nuHren gedexTHoro (no CFTR) O3 vnn ¢ nepBuYHbIMM KNeT—
Kamu, BblgeneHHbIMM 13 nérkmx 6oneHbix MB. Knetkn Kokynb—
TUBMPOBAaNN Ha rpaHvLe pasfdena Xupkom u rasoson  (Bo3—
pywiHon) thas. Hepes 2 (1 bonee) Hegenn KOKyNbLTUBMPOBaHNSA
HopmanbHbix MCK 1 pedhekTHbIx kneTok [13 B Takon cucteme
Habntofany NosiBNeHVe aNUTENMO—NOJ06HbIX KNETOK, HECYLLMX
meTky MCK. Kpome Toro, yacte GFP+ (MCK]) knetok nonoxm-—
TenbHO OKpaLumMBanachb Ha anuTenuanbHble Mapképbl — CK-18
n occludin (~ 10% MCK], 4ero He HabntoAanoCk B KOHTPOMbHbIX
akcnepuMeHTax (kynbTremnposaHme MCK B cxofHbIX yCnoBusix).
[Nocne kokynbTMBMpOBaHWA Habnopganu akcnpeccuio CFTR
AMKOro Tuna, Yto nopreepxganv metogom RT-PCR otcoptn—
poBaHHbIx (FACS) GFP+ kneTok. To ecTb, 4acte MCK oT 3gopo—
BbIX [OHOPOB MPW KOKYNbTUBMPOBaHWM NMOABEPranachk TpaHC—
onddepeHunposke B knetknm [03. ®PeHOMEH CRAMAHUA
WCKJKOYanmy OTCYTCTBUEM KIETOK, MONOXUTENBHO —OKpaLUMBa—
HoLMXCA OfHOBpeMeEHHO kak rno metke MCK — GFP, Tak n no
meTtke 3 — RFP.

[ns oueHKM KNMHMYECKoro nNoTeHuMana MeTofa Bblaensnm
MCK o1 MB — romo3aurot. Knetku 6onbHbix MB nmenu ogmHa—
KOBYIO CO 340POBbIMM CMNOCOBHOCTb K 3KCMaHcuuM in vitro
1 ondhepeHUMpPoOBKE B TKaHW, MMEKLNE Me3eHXUMasbHOe
NPONCXOXOEHNE — KOCTHYHO U XupoBylo. [edekTHbie
MCK tpaHccheumposanm CFTR. Beino nokasaHo, 4To reHeTn—
yeckana koppekumsa MCK He Bnusina Ha ux cnocobHOCTb
K OeneHwto, 06pa3oBaHunio KOMOHWA 1 CNocobHOCTU K audhche—
peHuMpoBke (N0 cpaBHEHWIO KNeTkamMu [0 TpaHcdekunm
1 HopmanbHbiM1 MCK oT 300poBbIX JOHOPOB). YCTOMYMBOCTb
akcnpeccun CFTR nogreepxganu metogom RT-PCR. Hako—
Hew, Npu KOKYyNbTVBMPOBaHUM AeekTHbIX, TpaHctheumpoBaH—
Hbix CFTR MCK (ot 6onbHbix MB) ¢ pedexkTHon nuHnen 03
Yyepe3 Mecsl Habnopans BOCCTAHOBMIEHME CEKPELMU aHMOHa
xnopa (no paguoaktnesHo MeTke). Kak 1 B hnanonornyeckmnx
YCNOBMSX, XTOP CEKPETUPOBANCS C anvkanbHOM 4acT Memb—
paHbl KNeToK B 0TBET Ha ctumynaumio ¢ AMP. Cekpeuus xnopa
He 3aBucena ot konuyectea MCK (5, 10 nnn 20%) npu ko—
KynbTuBMpBaHUM ¢ AedexTHeiMu knetkamu [13. OntumansHoe
cooTHoweHve KokynbTypbl 1:5 (20% MCK).

Takmum 06pasom, NpeanoXeH HOBbIA OpUrMHANBHBLIA METOL
KNeTo4YHO—reHeTnYeckon Koppekumn yHkumm 03 y 6onbHbIX
MB. ViccnepnosaHve, NpoBedeHHOE Ha MaTepuarne MauVeHToB
¢ MB, npogemMoHCTprpoBano BO3MOXHOCTb UCMOMb30BaHUA
ayTonorn4HbIx reH—MoaMnLIMpoBaHHbIX (N HemoaMULMpo—
BaHHbIX) MCK B knuHudeckon npaktuke. OgHako go Havana
KNMHUYECKMX WCMbITaHUM HeobxoanMo noateepanTb adhdhek—
TUBHOCTb METOAA Ha >XUBOTHbLIX MOLEMNSIX.
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