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Mpimm mdx SIBASIOTCS 9KCHEPUMEHTAIBHOH MOJIETbI0O HEW3JIE€YMMOI0 MOHOTEHHOTO 3a00JIEBaHMS YelOBEKa
muoauctpopun [romenna. [Ipn sTom 3a0oneBaHMM M3-32 MyTallMM CTPYKTYpHOTO T'€Ha HapylleH CHHTe3 Oenka
aucTpodrHa, OTCYTCTBHE KOTOPOTO BBI3BIBACT MOTEPIO ITONEPEYHONONOCATHIX MbIIIeyHbIXx BosnokoH (ITIIMB) n
KapIMOMHOIIMTOB, COTIPOBOXKIAIONIYIOCS THOENBI0 MalMeHToB. B HacTosImee BpeMs Iyl TEpariy 3TOTO 3a00JeBaHUs
OoJipIie HAJEXIbl BO3JIAaraloT Ha TPAHCIUIAHTAIMIO CTBOJOBBIX KJIETOK. OnmHAaKo pe3ynpTarsl Oonee dem 10-meTHHX
HCCIIEeI0BaHMH TIOKa3ajM, YTO TPAHCIUIAHTALMS B MBI OOJIBHBIX JIFOACH M MBIIEH mdX CTBOJIOBBIX KJICTOK JHUKOTO
TUMA U Pa3IMYHOTO TKAHEBOTO INPOHMCXOXKICHUS HE CIIOCOOHA BBI3BIBATH JUINTEIBHOEC M 3HAYUTEIBHOE YCHUIICHHE
cuHTe3a aucTpoduHa. J[pyruM npueMoM KIETOYHOHM TeparuM sIBISETCS 3aMEHAa MYTAaHTHBIX KJIETOK KOCTHOTO MO3Tra
(KKM) na KKM pukoro tuna. Ilo pesynbraTtam pasHbeix aBTopoB TpaHcruiantaius KKM aukoro tuma mpimam mdx
mocJjie cMepTeNbHOro 00aydeHus B no3e S ['peit (I'p) moBsIIaeT ypoBeHb CHHTE3a TUCTPO(HHA B MBIIIIAX MbIei mdx
He BbIme ypoBHs 2% IITIMB. Ilpencraiser nHTEpec MOMCK BO3JIEHCTBHMH, CIOCOOHBIX YCHJINTh CHHTE3 AUCTPO(GHUHA
nocine nepecamku KKM. B [aHHOM COOGIIGHHH MNpEACTABICHBI pe3y/bTaThl BimsHus Ca’' -cremmguueckoro
MArHHTHOTO IapaMeTpuueckoro pesonanca (Ca’” MIIP, Jlenues, 1996) Ha cuntes muctpoduna u auddepeHIupoBKy
[IIMB wmpmmeit mdx nocie TpancmianTauu KKM rnpu peHTreéHOBCKOM OOYYCHHH B CMEPTENFHON TSt MBIIed mdx
nose 5 I'p.

Tabauna. Cunres aucrpopuna u auddepennuposka IIIIMB B deTsipexriaBoii Mbimne 0eqpa KOHTPOJIbBHBIX
Mbimeid mdx u Mbimeid mdx nocie odaydenust B 1o3e 5 I'p, BHyTpuBennoro seegenuss KKM u BospeiictBus
Ca’-MIIP

Hccnenyemble sKUBOTHbIE JAucrpopun- Morn6mux IMIIMB, IIIMB, He umerouue
MOJIOKUTEIBHBIX % LHEeHTPAJILHO
MIIMB, % pacmoJioKeHHbIX, Yo
mdx, koHTposs (3) 1.140,4 2.2+0.6 10.5£1.0
mdx, 2 Mec mocie
oOyuenus B joze 5 ['p u 1.240.6 1.6£0.2 11.2+1.5

BBeneHns KKM (3)

mdx, 2 Mec mocie
o0my4enus B no3e S ['p u 15.8£3.8 2.1£0.6 22.843.0
sBenennst KKM + Ca?'-KMII (5)

[ToydeHHBIe Pe3yNbTaThl MOKA3BIBAKOT, uTO Bo3jelcTBie Ca’ -crermepuueckoro MIIP Ha mpimeii mdx B
TedueHue 2 MecsneB nocie TpaHcmoiantanmun KKM 3HauuTenbHO yCHIIMBAIOT cuHTE3 AuctpoduHa. Joms muctpoduH
nonoxurenbHbIX [IIIMB nocturaer moutn 20%, 4T0 COOTBETCTBYET YPOBHIO CHHTE3a AUCTPO(UHA, HEOOXOJUMOTO IS
obecrieueHns HOpMaTbHOTO (DYHKIIHOHUPOBAHMUS CKeIETHBIX MbIHIIL. [Ipu aTom ypoBers [ITIMB 0e3 nieHTpanbHbIX saep
taroke Jocturaer 20%-ro ypoBHs, 4TO HOATBEPKIAET 3aBUCHMOCTh OOLIEro ypOBHS MBIILIEYHOH AU HEpEHIUPOBKHI OT
HHTCHCHUBHOCTH CHHTC3a I[I/ICTpO(i)l/IHa. HpeHCTaBﬂHeT HUHTEpEC ,uaanei/'lLuee HN3YYCHUEC MOJICKYJIAPHBIX MEXAHU3MOB
pmusans Ca®” MIIP Ha Qg depeHIIMPOBKY MBIIIEUHBIX BOJOKOH W PETYJALUIO CHHTE3a AUCTPO(UHA a TakKe
BO3MOXKHOCTH HMCIIOJIb30BAHMS CIa0BbIX KOMOMHMPOBAHHBIX MarHUTHBIX IOJICH B KIIMHUYECKUX YCIOBUSX JUIS JICUCHHUS
MbIIIe mdx ¥ 60JbHBIX 00J1e3HbI0 [IfOIIeHHA.
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