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H3BecTHO, 4TO GOJBIIIOE KOJIUYECTBO OEIIKOB CapKOJIEMMBbI OTBETCTBEHHBI 32 Perapalfio
MBIIIEYHBIX BOJIOKOH (MB). OtHUM 13 TakuxX OEJIKOB SBIAETCS TUCEPINH, KOTUPYEMbIX

renom DYSF. IIpu MyTariuu B 3TOM reHe pereHepaTuBHasi CHIOCOOHOCTh MBIIIEYHBIX BOJIOKOH
CHW)KAETCS, YTO MPUBOAMT K aTpo(Uu U HEKPO3Y MBIIIIL. Y YelIOBEKa MyTallud B

rene DYSF compoBokmaroTcst c1aboCcThio U aTpouelt CKeETHBIX MBIIII] PEUMYIIIECTBEHHO
Ta3a U HIHKHUX KOHCYHOCTEH, YTO MPUBOINT K Pa3BUTHIO qUChepauHonaTuid. J{ins nzyuenus
JAHHOM TPYIIBI HACIEACTBEHHBIX 3a00JI€BaHMI BBIICTICH P/l IMHEHHBIX )KUBOTHBIX C MyTalllel
B Kay3ajabHOM TeHe. OHON U3 TaKuX JIMHUH SIBISIFOTCS] MbITH JTuHuH Bla/J.

Llenbro uccieIoBaHus cTajia naToMopdoornueckas oleHKa pernapaTHBHOTO pabJOMUOreHes3a y
MmblLei Jiuaun Bla/l.

Marepuansl 1 MeTOBL. B MeauanbHyr0 TOJ0BKY IIPAaBOM MKPOHOYKHOM MBIIIIBI BCEM KMBOTHBIM
Beoamin 100 mxi 0,1% pactBopa HoBokamHa 16 Mbiiam auHun Bla/J (s3xcnepumenTanbHas
rpynmna) u 16 mermam muaun C57B1/6 (koHTponbHas rpymma). BeiBeaeHne ;KMBOTHBIX
ocymectBsuM Ha 2, 4, 10 u 14 cytku nocie uabekiuu. [TapaduHoBbIe Cpe3bl OKpALTUBAIH
reMaTOKCUJIMHOM U 303MHOM, 110 Maljiopu, UMMYHOTUCTOXMMHYECKH C aHTUTEIaMH K alib(pa-
I'MA, Ki-67, MUOT€HUHY, TSXKEJBIM LETsIM ObICTPOr0 U MEAJIEHHOTO MUO3UHOB. MopdomeTpust
cpe3oB Obl1a npousseeHa B nporpamme Imagel (NIH, CIIIA).

B xone uccnenoBanust OblIM U3y4eHBI TPOLIECCH pENapaTUBHON pereHepanuu: ajabTepanus,
nponudepanus, upepeHupoBKa U peMOJEIUPOBAHNE CKETIETHBIX MbIIIII. J{0ms
HEKpOTHU3HpOoBaHHBIX MB Obl1a focTOoBEpHO BhIlIE Y Mbleit tunuu Bla/J no 14 cyt. (7,4(5.4;
9,9)% npotus 2,5(1,5;3,1)%). Uaaekc nponudepaiyivi B MBIIIEYHBIX KIETKaX U MHCTEPCUTHH
CHU>KaJICS B 00eux rpynmnax co 2 no 14 cyr., ogHaKo ObLI HMKE Y MYTaHTHBIX MBIILIEH, U4TO
TOBOPHT 0 OoJsiee HU3KOU MPOIH(EepaTUBHON aKTUBHOCTHU CKEJIETHBIX MBIIII B YCIOBUIX
oTcyTcTBUs nuchepnrHa. J{onst MUOT€HUH-TTO3UTUBHBIX S/IEp OCTaBalach Ha O0Jee HU3KOM
YpOBHE y ’KHBOTHBIX ¢ MyTaiueit B rene DYSF, 4To MokeT ObITh 00yCIOBIEHO CHUKEHUEM
pereHepaTopHOro MOTEHIIMANIa CKeJIETHBIX MBIIII B TeYeHHE MUoaucTpoduu. Jloms
COCIMHUTENILHON TKaHH ObLIa JOCTOBEPHO BHIIIE B DKCIIEPUMEHTAIBHOM IPYIINE Ha BCEX
M3y4aeMbIX cpokax, ogHako He mpesbiana 0(0,1;0,8)%. [Tokasarenu cocyucToi MIOTHOCTH U
WHJEKCca Mpos(epainy SHI0TEIUOIMTOB OCTABAIMCH HIDKE Y Mbliiel Junuu Bla/J, uto
MOJICTBEPIKJIAET OMMCAHHOE B JINTEpAType ydacTue AucqepanHa B aHTHOTEHE3e.
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