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n 0,180+0,026; 8 3HO — 0,082+0,008 n 0,076
+0,0140, p>0,05). CpaBHEHVE YpPOBHEN 3KCMpEccun
Tollip B nnaueHTax MccrenoBaHHbIX TPynn He BbISBUIIO
3HauMMbIx pasnuydunn (p=>0,05).

SAKJTHOYEHME. Takum o06pa3om, YCTaHOBSIEHHOE
npy paHHen nNpesaknamMncuy MoBbILEHNE 3KCMpPeccumn
TLR4 B 3HOoTeENuM cocydoB W CUHUMTMOTPodio6nacTe
BOPCVH MMaueHTbl, @ TakXe OTCYTCTBUE W3MEHEHUI
ypoBHs Tollip B aTux >Xe CTPyKTypax, MOXeT paccMmaTpu-
BaTbCs Kak M36bIToYHasa akTmBaumsa TLRs, nprBogswias
K perynatopHomMy gmc6anaHcy, AMcyHKUMN CUHLUUTUO-
Tpocho6nacTa M SHAOTENUS COCYA0B XOpuarbHbIX BOP-
cuH. YuntbiBad, 4Tto Toll-like-curHanbHbii Kackag Takxke
CBHA3aH C nponngepaTBHON aKTVBHOCTbIO KI1eTOK, W3-
MEHEHNE aKTUBHOCTWU 3TUX CUrHasbHbIX NyTErW MOXeT
NPUBOANTL K CHVDKEHMIO pereHepauun 1 pocta BOPCUH-
YyaToro gepesa.
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MJINPNNOTEHTHLIE CTBOJIOBBIE KJIETKW
KAK MCTOYHUK KJIETOK NMATMEHTHOrO
JNNTEJINA CETYATKW INA3A

[ereHepauvis makynbl — 3a6onesaHue, LUMPOKO pac-
npocTpaHeHHoe BO BceM Mupe. [lecsaTku MunnnoHoB
niogern ctpagalT OoT BO3PacTHOWM MakyrodereHepaumu,
ecTb 1 HacreacTBeHHble doopMbl. [onck Hage>kHbIX nc-
TOYHVKOB [Of19 TpaHcniaHTauMm KOMMOHEHTOB CeT4ar-
kn, (B 4acTHOCTW, MUIMEHTHOrO 3NUTENUs) ABNSETCH
Ypes3BblHaHO Ba)XHOW npo6nemorn. [npunoTeHTHbIE
CTBOSIOBbIE KMNETKW YerioBeka (3MBpUOHanbHble CTBOSO-
Bble kneTkn, 3CK 1 nHayurpoBaHHbIe MAPUNOTEHTHbIE
ctBonoBble knetku, UIMNCK) cnoco6Hbl camMooBHOBNATL-
cH 1 anddepeHUpoBaTbCA BO BCE TUMbl COMAaTUYECKNX
KrneTok. 3To genaeT MX LEHHbIM UCTOYHMKOM Andde-
PEHUMPOBaHHbIX KNETOK AN 3aMeCTUTENbHOW Tepanuu.
KnnHunyeckne umcnbiTaHUs NMUIMEHTHOrO 3aNUTenus ceT-
yaTkm (RPE), oudchepeHUpoBaHHOro N3 NOPUNOTEHT-
HbIX CTBOMOBbIX KMEToOK, Ha4yaTbl B CoeanHeHHbIx LLTa-
Tax u AnoHunn. lNMnoHepckme KIMHUYECKME WCMbITaHUS
BbISIBUITM HEOH6XOAMMOCTbL ONTUMU3aUM MeToooB Ang-
hepeHumpoBkn RPE gna cTtaHpapTu3aumn maTepuana
ang éyayuwen knetodHon Tepanun. [na adpdekTnBHOro
nevenns RPE pomkeH noBTopuTb (hr3Monormi ecrte-
ctBeHHoro RPE yenoseka. bonee Toro, BO3MoXHo, 4TO
J0oCTaBKa KJ1IeTOK B BUE CYCMEH3UN HE SBMSIETCS ONTu-
mMarnbHoM gng 6yayulen Tepanuu,u Heobxoamma paspa-
60TKa COOTBETCTBYIOLLMX MOANOXKEK Ans A0CTaBKU Kre-
TOK K MecTy nospexpaeHus. Mem6paHa bpyxa — BaxxkHas
CTPyKTypa rnasa, KoTopas o6ecrne4ymBaeT MnoaaepXkky
AN cOo30aHns HEenoBPe>XAEHHOro M qyHKUMOHAaNbHO-
ro cnos RPE. Mbl pa3pa6oTanu Hage>XHblli MpoToKosl
andhdepeHumpoBkn 1 akcnaHcum RPE v3 HewHTerpa-
umoHHbIXx UMNCK oT 300poBbix AoHOPOB. [lonyYeHHble
knetkn RPE akcnpeccupyloT mMapkepbl MUIMEHTHOMO
anuTeNuVs, VMEKT COOTBETCTBYHLUMA TpaHCaNUTenu-
anbHbIA NOTEeHUWan 1 cnocobHocTb K tharouynToly. [ng
nosly4eHVs BbicokononsapmnaoBaHHoro 3penoro RPE mbl
noaroToBUNIM METOAO0M 3MeKTPOCMAMHHUHIa Habop no-

PUCTbIX HAHOBOMOKOHHBIX MOAJIOXKEK M3 PasfiyHbIX Ma-
Tepwanos, 4ToBbl UMUTUPOBaTL MemM6paHy bpyxa. Mbl
npoTecTupoBanu cnocobHocTs MemMbpaH nogaep>XvsaTbh
CO3peBaHMe W Monsapu3aunid NUIMEHTHOro 3nNuTenus
ceTyaTkn, anddepeHumposaHHoro ns ulCK. Knetku
RPE, kynbT1BrpoBaHHbIE Ha MOOAUIVLIMPOBAHHOM NOSNN-
ypeTaHe, nokasanu XopoLUyo aare3uvio, rekcaroHanbHy
MOppOnorvio KNeTok, NIT0THblE KOHTaKTbl, CNOCO6HOCTb
K HaKOMmeHMO NUrMeHTa 1 garoumnTosy.
MwuHaHcnpoBaHve uccrenoBanus: MccregoBaHue
BbIMNOJSTHEHO B pamkax rpaHTa PHM® 14-15-00930.
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NPN JIEYEHVV PYGLOBbIX QEGOPMALNA
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AKTYAITbHOCTb. Xupypra He Bcerga ycTtpavBaeTt
pe3ynsraT PeKoHCTPYKTUBHO-MNACTUYECKMX onepaumin
y 60SIbHbIX C NaTonornyeckummy pybuamuv v gedgopma-
UMAMN MArKUX TkaHer. Ha HacToswmin MOMEHT BedyT-
CSl MOUCKN HOBbIX ansrepHaTUBHBLIX WU MasioMHBa3MBHbIX
METOMOB XMpyprudeckonm Koppekumn. Purottotomusa un
NUNOUIVHT — MEeTo[ XVUPYPrnu4eckor Koppekumm pye-
LoBbIX gedopmMaumnin 1 pybuoB. CyTb METOAMKA COCTOUT
13 3-X NpUHUMNManbHbIX MOMEHTOB. Purottotomus yee-
nnYMBaeT nrowafb PEKOHCTPYVPYEMOro CEMrMEHTa, YTO
B AanbHenwem npu BbIMOMHEHUW NUNOGUIIVHIE NO3B0-
NSeT BOCCTAHOBUTb KOHTYPbI 1 06beM. A Takxke, oTMe4a-
eTCS Ka4eCTBEHHOE N3MEHEHWE XapaKTEPUCTUKN MATKNX
TKaHen B 0611acTV NPOBEAEHMS onepaumm — yBennyeHne
nnowagn, MArkocTy, NoaaTNIMBOCTU, YMEHbLLEHWE TOS-
LLWHbI, YryYLWEHME afaKoCTy 1 BHELLHEro BMAa KoXu,
BEPOSATHO, 38 CYET XXM3HEeOEesATENbHOCTU NPUXXMBLUNXCS
anunounToB N AENCTBMS OPYrnx BBOAMMbIX Gr0M0rnye-
CKW aKTUBHbIX KOMMOHEHTOB NnoacnupaTa.

LEJ1b. OueHka npemyLLIECTB AaHHOIN0 METo[a B cpaB-
HEHWM C KNAacCcU4YecKUMM XMPYPrmYecknmMim onepaumsmi.

MNAUMEHTBI N METOObl. OueHeHbl pe3ynbsraTsl
neyeHns 25 pgeten c nocTTpaBMatuveckumn aedop-
MaumMsiMi 1 MOCIeoXoroBbiMn py6uamMmn 1 pgedopma-
UMAMN  pasfnMyHOM nokanuaauuuv, rocnutanm3npoBaH-
Hbix B KB N2 9 um. I'.H.CnepaHckoro ¢ 1.09.2016
no 20.07.2017 . 3Ttanbl NpoBEAEHUS XVPYPry4ecKomn
koppekuuun: | aTan — cob6cTBEHHO Nunocakums (Tymec-
ueHTHas). Il atan (ocHoBHOM) — NOAroTOBKAa JOHOPCKOro
noxka Ans nepecagku XXMpoBbIX KIeToK. BeinonHeHue
purottoToMun  (hopmMmpoBaHMe MNOAKOXHbIX KaHanos
C NOMOLLbO NepeceYveHnst py6L0BO-U3MEHEHHbIX TKaHEW
B pas3HOM MMOCKOCTM), KOTOpble BNOCMEACTBUW 3arnosi-
HalTCcA nunoacnupatom. |l aTan — nogkoyxHoe v/ wnn
BHYTPWKOXXHOE BBEAEHWE NMMorpadToB OS1 BOCMOSIHE-
HUS 06bemMa NPV KOHTYPHbIX AedopMaunsx.

lMaumeHTbl yCNoBHO pasfeneHbl Ha rpynnbl: nepsas
rpynna — 10 geTen c KoOHTYpHbIMU Aedopmaumamm (no-
CINeoXoroBbIM1 1 nocTTpaBMaTudeckumnl. JleyveHue
npoBefeHo B Heckorbko 3atanoB (He meHee 3). [Mep-
BbI/l 3Tan No3BosfseT BocnonHUTb He 6onee 20—30%
nnowaan pedekta. ONg XMpypruyeckom Koppekumm
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y NaunmeHToB AaHHOW rpynrbsl B OCHOBHOM WCMONb30Barsi-
CA NMUNOUIINHT.

BTopas rpynna — 9 peten c runeptpoduryeckmmmn
py6LamMn 1 KOHTPaKTypamMun KpyrnHbIX cycTaBoB. [1epBbim
3Tarnom BbINOSIHEHA arpeccmMBHas PUroTTOTOMUA U C MNo-
crnenylowmMM BHYTPUKOXKHbLIM BBEOEHME NnorpadTos
09 YCTPaHEHUSA KOHTPAaKTyp.

TpeTbsa rpynna — 6 geTen c nocrneoxkorosbiMy py6ua-
MW, HapyLleHUSMU CTPYKTYPHOro coctaBa Koxxu. Bcem
nauveHTamMm noTpe6oBanoch BbiMofHeHe 1—2 3TanoB
NNOMUIIVHIra B COYEeTaHUn C pUroTToToOMUEN, YTO MNO-
3BONWMNO YNyYLWNTb KA4YEeCTBEHHbIV COCTaB KOXW N 4a-
CTUYHO YCTPaHNTb KOCMETUYECKNIN OeeKT.

V Bcex NauveHTOB MOSflyYeH XOPOLUUA KOCMeTuye-
CKUA N (PYHKUMOHanNbHbIA pe3dynsraT. OcnoXXHeHun He
rnony4eHo.

SAKJTHOYEHWE. MpevmylectBaMmn gaHHoWM MeToaum-
KN 9BNAKTCA:

— COKpaLLlieHe CPOoKOoB rocnutanu3aunn 605bHOro;

— yCTpaHeHne KocMeTun4eckoro gedekra n gedop-
Maunm;

— bopMVpOBaHVIE N BOCCTaHOBJSIEHWE MOOKOXHO —
>XXMPOBOro Cnog;

— yry4yLleHne 3M1acTUYHOCTN KOXKHOro NoKpoBsa;

— yry4lleHne Ka4ecTBa MNcuxo-coumarnbHom aganTa-
ummn geten c gedpekramMm MArknx TKaHem.
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NMNVIMOPTAJIN30BAHHLIE MIMOBJIACTDI —
KAK MHCTPYMEHT fAJifl IN VITRO
MOAEJINPOBAHNA N NUCCJIENOBAHNA
MEXAHU3MOB PA3BUTUA NATOJIOIAN
JINLE-JIONATOYHO-NJIEYEBOA MbILIEYHON
ANCTPODUN

Jlnue-nonaTo4Ho-NnevyeBass  MbllleYHas  OUCTPO-
cua JUIMMO vnu mMbelwedHas aucTpoduvsa Jlangyam —
[exxepnHa) — nporpeccupyloliee ayTocoMHO-A0MM-
HaHTHOe 3abofeBaHWe C 4acToTOW BCTPEYAEMOCTU
B EBpone 1:8000. Han6onee pacnpocTpaHeHHas gop-
va JUTTIM [ (FSHD1) aBnseTtcsa pesynsratoM KoM6uHa-
uMm Tpex MyTtauun Ha xpomocome 4q35: cokpalleHus
KonunyecTtsa nosTtopoB D474 maccuBa 1 AByX NMonvmop-
dunamoB (4gA161 n 4gA). Takas KoMBUHaLMS NPUBOONT
K yBEenu4YeHuto akcnpeccun redos DUX4, DUX4c, FRG1,
FRG2, ANT1 v gp. B npouecce passutua JITTTIM[ npo-
MCXOOUT 3aMeLLEHNE MbILWEYHOW TKaHW COeauHUTESb-
HOW N >XUPOBOW, YTO, BO3MOXHO, SIBMSETCS CIefcTBu-
€M HapyleHsa MexaHu3mMa pereHepaumm MbllLEeYHON
TkaHn. V3BecTHO, 4TO MMOGNAcTbl, BbIAENEHHbIE OT
60NbHbIX OOHOPOB, UMEKT Mopdorornyeckne gedek-
Tbl Npn auddepeHUnpoBKe in vitro: o6pa3yloT TOHKUE
aTponyHbie MWOTY6YNbl C JNWHEWHbIM pacnpenene-
HVeM saep unn 6onbluve MUOTYGYNbl CO CIlyYariHbIM
pacrnpefeneHvemM saep, Y4To MOXET 6biTb NPUYUHOWN
ocnabnenus mbiwy y nmnogen ¢ JIUITIMIO. Mwvo6nacThbl
VIMEIOT OrpaHMYeHHbI NponudepaTmMBHbIV NoTeHumarn,
YTO 3aTPYOHSET X MCNONb30BaHNE B MCCNenoBaHusXx in
vitro. Pa3BuTne TEXHONOMMN MMMopTanM3auuy nosso-
NseT nonyyatb GECKOHEYHbI CTaHOapPTU30BaHHbIA pe-

CYPC KIIETOK ONS UccreaoBaHni pasnmnyHbIX NaTonorum.
MonyyeHne WVMMOPTaNM30BaHHbIX KIETOYHbIX JIMHUI
Muo6nactoB ¢ deHoTunom JIUIMIMIO v nx xapaktepu-
CTVKa SABMYEeTCHA aKTyalribHOW 3afadveinn pereHepaTtviBHOW
bromMeanLHbI.

LIESTb. OxapakTepn3oBaTb KVMMOpPTann3oBaHHblE
muo6nacTtel (MM) ot 6onbHbIX JTTTTIM v 300poBbix Ao-
HOPOB W MccneaoBaTb UX BNMSHME Ha murpauuio MCK
XXVIPOBOW TKaHW.

MATEPVAJT 1 METO[bl. B pa6oTte ucnonb3oBanu
4 kynbrypbl IM: 2 oT 3popoBbix (KoHTponb) v 2 oT
6onbHbix JUIMM[L poHopoB. Mwuo6nacTtbl 6bi M-
mMopTanusoBaHbl B VIHcTuTyTe muonorum (Mapux) no
mMeToay, onvcaHHomy paHee (ZhuCH, 2007). B kaue-
CTBE KOHTPOSS WMCMOMb30Banu KynsTypbl MEPBUYHbIX
muno6nactoB (MM) oT 60nbHbIX M 300POBbIX AOHOPOB,
a Takxke NM oT 300poBoro goHopa, TpaHcUUMPOBaH-
Hble DUX4. OudcbepeHumpoBky MWOBNacToB MNpPoBO-
OV No CTaHOapTHOMY NpPOTOKOSy, Aariee oueHuBanu
VIHOEKC CNusiHWS 1 paamep muoTtybyn. Murpaumio MCK
nccneposann B cucteme Transwell n ¢ ncnonb3oBa-
HMem knetodHoro aHanua3atopa xCELLigenceDP. Ons
n3yvyeHnss mexaHmama murpaumnm MCK mncnonbsoBanu
VMMYHouuToxummndeckuin meton, NMLP B peanbHom Bpe-
MEHU 1 HenTpanuaywlwme aHtTuTena kK SDF1a.

PE3VJIbTATbl. Bpewms yaOBoeHus KneTo4HoOW no-
nynaumin M n MM oT 300poBbixX 1 60MbHbIX OOHOPOB
3HauvMOo He oTnmyanock. MNMpyn anddepeHumposke VIM,
kak 1 MMM oT 60nbHbIX JOHOPOB 06pa3yloT OAMCTponY-
Hble NN rMNepTpogmpoBaHHble MUOTYBynbl. PaHee Mbl
nokasanu, 4to ceepxakcrnpeccus DUX4 B mumobnacTax
ctumynupyet murpaumio MCK (Dmitrievet al., 2016).
B aTon pa6oTe npogemoHcTpupoBaHo, 4to VIM oT po-
HopoB ¢ JIJIMM Takke cnoco6Hbl CTUMYSIMPOBaTb M-
rpaunto MICK 3a cueT cekpeunn SDF1.

SAKJTHOYHEHVIE. Mony4eHHble pes3ynbraTtbl yka3biBaloT
Ha To, 4To VIM oT 60nbHbIx JIITIMI 1 300poBbIX AOHO-
poB MOryT 6bITb MCMNOMb30BaHbl A9 VCCNeaoBaHNi Krle-
TO4HbIX B3aVIMOOENCTBYN, NPOLIEeCCOB AMdEPEHLUMPOBKN
M perynaTopHbIX MyTen, y4acTBYHOLUMX B 3TUX NpoLEeccax,
Ons  paclUMpeHns MOHUMaHUS MEexXaHW3MOB  pas3BUTUSA
JUTNIM v pa3paboTky HOBbIX MULLIEHE NS Tepanuin.

MuHaHcHpoBaHWeE wuccnepoBaHus: Pabota npoBo-
ANTCS B pamkax TeMbl rocyAapCTBEHHOV MporpamMmb|
hyHAaMEHTarIbHbIX Hay4HbIX nccriegoBaHui VIBP PAH
0108-2016-0005.
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PETEHEPATUBHbIIA NOTEHUWAJ MINOKAPAA,
NMHAYUNPOBAHHLIN AJINNOTEHHBIM
BNOMATEPUAJIOM

CoBpeMeHHble TEexXHOMNorny BOCCTaHOBEHUS MO-
BPEXXOEHHOI0 MMoKapaa nocne nHgapkTa HegocTaTo4yHo
3(hPEeKTUBHbI 1 HE OTBeYalT TpeboBaHWSAM MOSTHOLEH-
HOM peabunutaunn 60nbHbIX. ANNOreHHblt 6romaTte-
prnan sBnsieTcs CTUMYNSATOPOM pereHepaumn TKaHewm u
NPpUMeEHsIeTCS B pasfnyHbIX 06/1acTax MeauuyHbl: B XU-
pyprun, TpaBmMmaTosniornm, oranbMonorum, n T.4.

LIEJIb. WccnepoBaHne CcTUMynauMn pereHepauuvmn
MLWEMWNYECKN MNOBPEXAEHHOro MuokKapaa C MOMOLLbO
6rnomaTepurana AnnonnaHT B 3KCNeprIMeHTE.
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