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(57) ®opmyna u3oOpeTeHust

1. Kitetka, MmopyJia uiv 0J1aCTOLUCTA OTIIMYHOTO OT YeJIOBEKA )KMBOTHOTO, TEHOM KOTOPOit
HeceT MyTaluio B 00oux amnessx rena MYFS, rena MYOD, rena MRF4 uiu ux KoMOMHaIMU
TaKy¥0, UTOOBI y KJIETKH WK OJIACTOMUCTHI OTJIMYHOTO OT YeJIOBEKA )KMBOTHOTO OTCYTCTBOBAIT
dbyukimoHanbHbIN 6e1ok MYFS, 6etok MYOD, 6eroxk MRF4 mnu ux koMmOuHanus.

2. Knerka, Mopy:a wim 071aCTOIMCTa OTJIMYHOTO OT YeJIOBEKA JKUBOTHOTO MO 1I. 1, y
KOTOPOI MyTauus peAcTaiser cooo aeneuuto rena MYFS, rena MYOD w/unu rena MRF4.

3. KieTka, MopyJia uim 0JacTOIMCTa OTIAWYHOTO OT UeJI0BEeKa )KMBOTHOIO 110 1. 1 miu 2,
MpUYeM KJIETKa, MOPYJia WK 0J1aCTONUCTA OTJMYHOTO OT YEJIOBEKA )KUBOTHOTO SIBJISIETCSA
CBUHOM, OBIYBEN, JTOIIATUHON UIIU KO3bEMN.

4. XuMepHOE OTJIMYHOE OT YeJIOBEKa KUBOTHOE, €r0 MOPYJIa WK OJIaCTONUCTA,
skcnpeccupyromme MYFS, MYOD w/unu MRF4 yennoseka u nvieHHbie s3xkcnpeccud MYE,
MYOD v/ MRF4 yka3aHHOTO OTJIMYHOTO OT YEJIOBEKA )KMBOTHOTO.

5. XuMepHOE OTIIMYHOE OT YEJIOBEKA KUBOTHOE 1O I1. 4, IPUYEM XUMEPHOE OTIMYHOE OT
YeJI0BEKa )KUBOTHOE ITPOU3BOAUT KJIETKHW W/WJIU TKAHb T'YMAHU3UPOBAHHOM CKEJIETHOM MBIIIILIBI.

6. XrMepHas CBUHBS, dKcIpeccupyromas sk3oreHHsit MYFS, MYOD, MRF4 cBunbu nim
UX KOMOMHAIMIO U JIMIIIEHHAs SKcpeccuu sHaoreHHoro MYFS, MYOD, MRF4 cBuHbBY WK
UX KOMOMHAIIMMU (XMMEPa CBUHBSI-CBUHBS).

7. X¥MEpPHOE OTJIMYHOE OT YEJIOBEKA KUBOTHOE I10 M. 4 WU 5, IPUYEM OTJIIMYHOE OT

YEJIOBEKA )KUBOTHOC OTHOCUTCS K CBUHBUM, 6LI‘{BI/IM, JJoma IMHBIM UJIN KO3bUM.
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8. Cr1oco0 nosryueHusi XaMEpHOTO OTJIMYHOTO OT YEIOBEKA )KUBOTHOTO, 3KCIIPECCUPYIOIIETO
red MYF5, ren MYOD, ren MRF4 uenoBeka uiv ux KOMOMHAILMIO, TIPETyCMaTPUBAIOIIIMIA

a) MOJIyYEHUE KIIETKU OTJIMYHOTO OT YEJIOBEKA )KMBOTHOTO, HyJeBoi no MYFS5, MYOD,
MRF4 unu nx xomounanuy, rae ooe xomnuu rena MYFS, rena MYOD, rena MRF4 ¢cBuHbH
WJIM UX KOMOWHAIUM HECYT MYTaIMio, KOTOpas MpeaIoTBpaIiaeT mpoaylupoOBaHue
dbynkumonanpHoro 6enxka MYFS, 6eirka MYOD, 6enka MRF4 unmu nx KoMOMHAIIMK Y
YKa3aHHOTO OTJIMYHOI'O OT Y€JIOBEKA )KUBOTHOTIO;

b) coznanre MOPYJIbl WK 0JIACTOLUCTHI OTIIMYHOTO OT YEJIOBEKA KUBOTHOTO, HYJIEBOM IO
MYF5, MYOD, MRF4 unu ux koMOMHAIMM, ITyTeM MepeHoca s/ipa COMaTHIECKOM KIIETKH,
MMPEAYCMATPUBAIOIIETO CIUSIHUE SIAPA U3 YKA3aHHOW KJIETKU OTJIMYHOI'O OT YeJIOBEKa
KUBOTHOTO, HyJIeBOoM 1o MYFS5, MYOD, MRF4 uiu ux komOuHaIWu, MOJIY4YeHHOM Ha JTarne
a), C SBHYKJIEMPOBAHHBIM OOIMTOM OTJIMYHOI'O OT YEJIOBEKA )KUBOTHOTO M aKTHUBALUIO
YKa3aHHOT'O OOIUTA K JICJICHUIO TAKUM 00pa3oM, YTOOBI OpPMUPOBAIIACH OIACTOIMCTA
OTJIMYHOIO OT YeJIOBEKa KMBOTHOTO, HyJIeBas mo MYF5, MYOD, MRF4 uiv ux KoMOMHAIUM;

C) BBEJICHHME CTBOJIOBBIX KJIETOK YeJIOBEKA B MOPYJIY WM OJIaCTOUCTY OTJIMUYHOTO OT
YeJI0BeKa )KUBOTHOTO, HYJIeBYI0 1o MYF5, MYOD, MRF4 uiu ux KoMOMHALUU, TTOJTYYEHHYIO
Ha 3Tane b); u

d) UMIUIAaHTAMIO YKa3aHHOW MOPYJIbI MIIM OJ1aCTOUMCTHI, TOJIYYEHHOHN Ha 3TaIle C),
OTJIMYHOMY OT Ye€JI0BEKAa )KMBOTHOMY, SIBJISIFOILIEMYCS TICEBI0OEPEMEHHOM CyppOoraTHOM
MAaTePbIO, C IMTOJTYYCHUEM XUMEPHOT'O OTJIIMYHOTO OT YEJIOBEKA YKUBOTHOTO, SKCIIPECCUPYIOLLIETO
MYF5, MYOD, MRF4 yenoBeka Uiv UX KOMOWHALIUIO.

9. Crioco0 nosryyeHust XUMEPHOM CBUHBH, SKCIIPEeCCUpYIolel 3k30reHHbId reH MYFS, ren
MYOD, ren MRF4 nnu nx KoMOMHALMIO, TPEAyCMATPUBAIOLIUI

a) OJIy4YeHMe KJIETKH CBUHBH, HyJIeBok 1o MYF5, MYOD, MRF4 viu ux koMmOuHaNuu, I/1e
00e xormuu 3umoredHoro reia MYFS, rena MYOD, rena MRF4 ¢BUHBM WM UX KOMOMHALIMA
HEeCYT MyTall{io, KOTOpas IpeIoTBpaIaeT MpoaylMpoBaHue (PyHKIMOHAIBHOTO 3HI0T€HHOT'O
oenxka MYF5, 0oenka MYOD, 6enrka MRF4 vin ux KOMOMHALWK,

b) co3gaHue 01aCTOUMCTHI CBUHBU, HyJieBoM 1o MYFS5, MYOD, MRF4 uiy ux KoOMOMHAIMH,
IyTEM MEPEHOCA SIAPA COMATUUECKOMN KIIETKH, TPEIYyCMATPUBAIOIIETO CIIUSTHUE SI/Ipa U3
yKa3aHHOM KJIETKU CBUHBH, HyJIeBoM o MYF5, MYOD, MRF4 unu ux komOuHanuu,
MOJIYYEHHOW HA 3TAIIE a), C SHYKIIEUPOBAHHBIM OOLMTOM CBUHBbHU M AKTHUBALUIO YKA3aHHOT'O
OOIIMTA K JICJIEHUIO TAKUM 00pa3oM, uToObl (hopMHUpOBaiach OJ1aCTONUCTA CBUHBH, HyJIeBas
no MYF5, MYOD, MRF4 viu ux koMOuHaLWY;

C) BBEJICHHUE CTBOJIOBBIX KJIETOK CBUHBH B OJIACTOIMCTY, HyJIeBYI0 1o MYFS, MYOD, MRF4
CBUHBH WJIK UX KOMOWHALMY, TOJIY4YEHHYIO Ha 3Tarne b); u

d) UMITaHTaNMIO YKa3aHHOM OJ1aCTOIMCTHI, TOJIYYEHHOM Ha 3Talle C), CBUHbE, SIBJISTFOIIEHCS
TICEBI00EPEMEHHOMN CYypPOTAaTHOM MAaTEPHIO, C TIOIYYCHUEM XUMEPHOU CBUHBH,
aKcmpeccupyoleit 3xk3oreHHbt MYFS, MYOD, MRF4 cBUHBU WJIM UX KOMOWHAIIUIO.

10. Crioco0 nosiy4eHus KJIETOK YeTOBEYECKUX W/UITM TYMaHU3UPOBAHHBIX CKEJIETHBIX MbIIIII]
Yy OTJIMYHOTO OT YeJIOBEKA )KMBOTHOTO, MPEIyCMATPUBAIOIIUI

a) TIOJIy4YEHHE KIJIETKU OTJIMYHOI'O OT YeJIOBEKA )KMBOTHOTO, HysieBor 1o MYFS, MYOD,
MRF4 v ux xomOuHanuy, rae o6a amieirst reda MYFS, rena MYOD, rena MRF4 otiindHoro
OT YeJI0BeKa )XUBOTHOTO UJIM MX KOMOMHAIIMM HECYT MyTalllIo, KOTOopasi MpeaoTBpaIlacT
npoayuupoBanue GpyHkuuoHanpHoro 6enka MYFS, 6enka MYOD, 6enka MRF4 umu ux
KOMOMHAIUH;

b) cozmanue 6J1aCTOIMCTHI UIIM MOPYJIbI OTIIMYHOTO OT YEJIOBEKa )KUBOTHOI'O, HYJICBOM IO
MYF5, MYOD, MRF4 uiu ux kKoMOMHAIMK, ITyTEM MepeHoca s/ipa COMaTUYECKOM KIIETKH,
MMPEAYCMATPUBAIOLIETO CIUMSAHUE SIAPA U3 YKA3aHHOW KJIETKM OTJIMYHOIO OT YeJIOBEKA
YKUBOTHOT O, HyJIeBOoM o MYFS5, MYOD, MRF4 uiu ux koMOuHaIWu, OJIYYEHHOM Ha Tane
a), C SQHYKJIEMPOBAHHBIM OOLMTOM OTJIMYHOI'O OT YEJIOBEKA )KUBOTHOTO U AKTHUBALUIO
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YKa3aHHOT'O OOLKUTA K JICJICHUIO TAKUM 00pa3oM, YTOOBI OpMUPOBAIIACH OIACTOIMCTA
OTJIMYHOIO OT YeJIOBEeKa KMBOTHOTO, HyJIeBas mo MYF5, MYOD, MRF4 uiv ux KoMOMHAIUM;

C) BBEJIEHHE JOHOPCKUX CTBOJIOBBIX KJIETOK YEJIOBEKA B OJIACTOLUCTY UIIM MOPYIY
OTJIMYHOTO OT YeJIOBEKA )KUBOTHOTO, Hy/IeBy10 o MYF5, MYOD, MRF4 uiv ux koMOUHaIuH,
MOJIYYEHHYIO Ha 3Tane b); u

d) MIUTaHTAUIO YKa3aHHOM OJIACTOUMCTHI UWJIM MOPYJIbI, TOJTyYeHHOMN Ha 3Tare C),
OTJIMYHOMY OT YeJIOBEKa JKUBOTHOMY, SIBJISIOIIEMYCS TICEBI0OEPEMEHHOM CyppOoraTHON
MAaTePbIO, C MTOJIYYEHUEM OTIIMYHOT'O OT YEJIOBEKA )KUBOTHOTO, SIKCIIPECCUPYIOLIETO KIETKU
YEJIOBEYECKUX W/ UM TYMAHU3UPOBAHHBIX CKEJIETHBIX MBIIIILL.

11. Crioco6 mo 1. 8 uiu 10, mpeaycMaTpUBAIOIIHIA, UYTO OTIUYHOE OT YeJIOBEKA KUBOTHOE
OTHOCUTCS] K CBUHBUM, OBbIYbUM, JIOIIAUHBIM WUJIU KO3bUM.

12. Cioco6 1o 1. 8 uu 10, mpeaycMaTpUBaIOIIHU, YTO JIOHOPCKAs CTBOJIOBAs KJIeTKa
YeJroBeKa IMPEeACTABIIIeT COOO0M TKaHeCTIENU(pUIECKYIO CTBOJIOBYIO KJIETKY, ITFOPUITOTEHTHYIO
CTBOJIOBYIO KJIETKY, MYJIbTUIIOTEHTHYIO B3POCIIYIO CTBOJIOBYIO KIJIETKY, MHIYLUPOBAHHYIO
IUTIOPUIIOTEHTHYIO CTBOJIOBYIO KJIIETKY WJIM CTBOJIOBYIO KJIETKY ITyrIOBUHHOM KpoBH (UCBSC).

13. Cnioco0 no . 8 uim 10, mpenycMaTpUBAIOIIMHI, UTO MHAYLIMPOBAHHAS IUTIOPUITOTEHTHAS
KJIETKa ToJIydeHa u3 ¢puopoodacra.

14. OTiMyHOE OT YenoBeKa JKUBOTHOE, IOJIYyYEHHOE COTJIACHO COCO0Y IO JIF0OOMY M3 III1.
8-13.

15. XuMepHasi CKeJIeTHAs MBIIIA, €€ TKaHb W/WIN KJIETKH, MOJIy4YEHHbIE CITOCOOOM,
MpeaycMaTpUBAIOIIUM

a) ITOJIyYEHHE KJIIETKU OTIIMYHOTO OT YEJIOBEKA )KUBOTHOTO, HyJ1eBOM 110 reHy MYFS5, reny
MYOD, reny MRF4 unmu ux kom0buHanuu, rjae ooa amens rena MYFS, rena MYOD, rena
MRF4 OTIMYHOTO OT YeI0BeKa KUBOTHOTO WIK MX KOMOUMHAIMU HECYT MYTALUIO U/UITH
JIEJIeUI0, KOTOpas MpeAoTBpaIiaeT NpoayupoBanre GyHKIuoHaabHoTO Oenka MYFS,
MYOD, MRF4 unu nx KOMOUHAIWY;

b) co3ganue 0J1aCTOMUCTHI UITM MOPYJIbI OTJIMYHOTO OT YeJIOBEKA JKUBOTHOTO, HYJIEBOM I10
reHy MYF5, reny MYOD, reny MRF4 uinu ux koMOUMHAaLMK, ITyTEM IIEpeHoca siapa
COMATUYECKOM KIIETKH, IIPEAYCMATPUBAIOLIETO CIIMSHUE sIIPA U3 YKA3aHHOM KIJIETKU OTJIMYHOTO
OT YEJI0BEKA JXUBOTHOTO, HyJ1eBOM 110 reny MYFS, reny MYOD, reny MRF4 unu nx
KOMOMHAIWH, TIOJTYYEHHOM Ha JTAIle a), C 3HYKJIEUPOBAHHBIM OOLIMTOM OTJIMYHOTO OT UeJIOBEKa
KUBOTHOTO Y aKTUBALMIO YKA3aHHOT'O OOLMTA K JACJICHUIO TAKUM 00pa3oM, UTOOBI
dhopmupoBaack 61aCTONMCTA OTIAUYHOTO OT YeJIOBEKA )KUBOTHOT O, HyJIeBas 1o reHy MYFS,
reny MYOD, reny MRF4 wium ux KoMOMHAIMU, WK TPUMEHEHUE TEHHOT'O PeIaKTUPOBAHUS
JUTS TIOJTYYEeHUS OJTACTOLMCTHI OTJIMYHOTO OT YeJIOBEKa )KUBOTHOTO, HYJIEBOM 1o reHy MYFS,
reny MYOD, reny MRF4 uiu ux komOuHaIuu;

C) BBEJIEHHE JOHOPCKUX CTBOJIOBBIX KJIETOK YEJIOBEKA B 0JIACTOLUCTY OTIIMUHOTO OT
YeJIoBeKa )KMBOTHOT0, HyJIeBYI0 1Mo reHy MYFS5, reny MYOD, reny MRF4 1ii ux KoMOWHALUH,
MOJIYYCHHYIO Ha 3Tamne b); u

d) UMIUTaHTAIMIO YKa3aHHOM OJIAaCTOUUCTHI UJIM MOPYJIbI, TOJIyUYeHHOMN Ha 3Tare c),
OTJIMYHOMY OT YeJIOBEKa JKUBOTHOMY, SIBJISTIOIIEMYCS TICEBI0OEPEMEHHOM CyppOoraTHON
MAaTepbIO, C MOJIYYEHUEM OTIIMUHOTO OT YEITOBEKA )KUBOTHOT'O, SKCITPECCUPYIOIIETO XUMEPHYIO
CKEJIETHYIO MBILILY, €€ TKaHb U/UIINA KIIETKH.

16. XyvMepHast CKeJIeTHAs MBIIILA YeJIOBEKA/OTIIMYHOTO OT YEJIOBEKA KUBOTHOTO.

17. TkaHb XUMEPHOU CKEJIETHOW MBIIIIBI YETOBEKA/OTIIMUHOT'O OT YEJIOBEKA )KMBOTHOTO.

18. KineTku XuMepHOM CKeJIETHOM MBIIIIbI UYETTOBEKA/OTIIMYHOTO OT YEJIOBEKA )KUBOTHOTO.

19. XumepHasi CKeJeTHas MbIIILA, €€ TKaHb U/ KJIETKH 10 JT000My U3 IIl. 15-18, mpuuem
OTJIMYHBIM OT YEJIOBEKA )KUBOTHBIM SIBJISIETCS] CBUHBSI.

20. DK30TeHHBIN OpraH, MOJTYUEHHbBIN MyTeM KOMIUIEMEHTAUU OJTACTOLMCTHI, MPUYEM
6y1acTOMCTA COJAEPIKUT KIIETKU, KOTOPBIE SABJISIOTCS HYJIb-3UTOTHBIMU 110 TeHY MYFS5, reny
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MYOD, reny MRF4 win ux koMOuHaLu1u.
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