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Jennep Buxmop Anopeesuu
CTYJIEHT
Ky3neuoe Poman Cepzeesuu
CTYJIEHT
Yyboea Pocuna Bnaoumuposna
CTYyJIEHTKa
OI'BOY BO «Opendyprckuit rocy1apCTBEHHbIN
MEIUIMHCKHN yHUBEpcuTeT» Mun3npasa Poccun
OpenoOypr, OpenOyprckast 00J1acTh
U3YYEHUE BOITIPOCA MOHOTI'EHHBIX MUOINIATUI
AHHOmMauuA: agmopsl ommeuarom, Ymo HAcleoCmeeHHvle Muonamuu — 0000-
WEHHOe Ha368aHUe HACIeOCEEHHbIX 3A001e8aAHUL MbILUEUHOU cucmeMbl, 00)Cll081eH-
HbIX HApYUWeHUeM COKpamumenbHol cCnocoOHOCMU MbIUEYHbIX 80IO0KOH U NPOAGTIAIO-
WUXCS MbIULEYHOU CIAO0CMbIO, YMEeHbUEHUEeM 00bEMA AKMUBHBIX 0BUNCEHULL, CHUICE-
HUeMm mouyca u ampoguei.
Kniouegvle cnosa: nacieocmeennvie MUonamuu, MOHO2EHHble MUONAMULU.
Llenv pabomel: paccMOTpeHHne HanOolsiee paclpOCTPAHEHHBIX HACJIEACTBEHHBIX
MHOTATHM.
Jlemckas muooucmpodus /{rowena
JlaHHast MaTOOTUS — OJTHO M3 CAMBIX YaCTBhIX HEPBHO-MBIIIECYHBIX 3a00I€BaHUH,
oOyCJOBJIEHHAas MyTaluusiMH B reHe auctpodpuHa. J(uctpopuH B OOJbLIIMX KOJUYE-
CTBaX HAXOJUTCS B 00JIACTU CapKOJIEMMbI, TOJAEPKHUBAsI LEJIOCTHOCTh MEMOPaHbI MbI-
HIEYHBIX KJIETOK. CTPYKTYpHBIE U3MEHEHUS B CAPKOJIEMME MPUBOJIAT K JIETEHEPALIH
[UTOIIa3MAaTHYECKUX KOMIIOHEHTOB, YCUJIEGHHOMY BXOJly MOHOB KaJlis BHYTPb BOJIO-
KOH, YTO BbI3bIBaeT rudenp Muopudpuii. Kpome Toro, MuonaTtusi mpuoOpeTaeT mnpu-
3HAKW MBIIICUYHOW THIIEPTPO(UH, MPUBOIAIICH B TIOCIEACTBHM K aTpoduu [1, c. 75].
bone3np HaunHaeTcs paHo, MBIIIIEYHAsS CIA0OCTh BO3HUKACT BHAYaJIe B paiioHE
MBIIIII] Ta3a, 3aTeM IIeY, B Bo3pacTe pedeHka 110 3 niet. Kraccuueckuii npu3Hax — nceB-
JIOTUIEepTPOodUst UKPOHOXKHBIX MBILII U «B30MpaHue Mo ce0e pyKamm», 4TOObI BBIIPS-

Mutbes. [lpu 3TON HAcIeACTBEHHONW MHUOMATUU TPOTHO3 HEOIArONPUSTHBIN:
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pa3BUBaETCs MOJHAs 00€3/IBHXKEHHOCTh, U B Bo3pacte He crapiie 20 JieT BO3HUKAET
CMEPTENBHBIN UCX0/I. Y OOJIBHBIX JACTEH 9acTO BOSHUKAET YMCTBEHHAS OTCTAJIOCTh, U
HeJl0pa3BUTHE UHTEIUIeKTa [3, ¢. 97]

llo30ns5 oucmpogus bexkepa

[To xmuHMKE 3TO 3a00€BaHe MPOTEKAET TaK e, Kak u 6oje3up [romenna. Ho
Ipy 3TOM OHO HauuHaetcd nocie 10-neTHero Bo3pacTta, BO3HUKAET B 8 pa3 pexe, yem
npenpayiee 3a001eBaHue.

[Iporuo3 mpu muoguctpoduu bekkepa HamHOro 60J€Ee OIATONPHUATHBIN, BCIC/-
CTBHE OYEHb MEJIEHHOTO MPOTPECCUPOBaHUS OOJIE3HU U JJIUTEIHLHOTO COXPaHECHMUS
GYHKIIUY TBYOKCHUS Y TTAIMEHTOB. MIHBIMH CIIOBaMHM, TAIMEHTHI CIIOCOOHBI TIEPEIBH-
ratbcsi camoctoaTenbHo 10 30—35 net. Hapyiienuii HTEIUIeKTa y HUX HE ObIBaeT.

Muonamus Jlanoysu-/lexcepuna

Dt10 3aboJsieBaHue cBs3aHo ¢ TeM, uTo pepmeHT KDK (kpeatundocdokunaza) He
MOJKET MpeBpallaTh KpeaTuH B kpeaTuHdocdat, cBs3biBas ero ¢ ATD. B pesynbrare
MBIIIIA HE TIOMYyYaeT BEICOKOPHEPTETUUECKOTO COSTUHEHHS, KOTOPOE MOKET UCIIOJb-
30BaThCs MPU MOBBIIIEHHON MbIIEYHOU padoTe. B pesynbraTe HakamuBaeTcss KOK B
MBIIIIIAX, TPOUCXOIUT MX aTpodus, a B MO3AHUX Caydasx — AeHepBanus [2, ¢. 39].

Hacnenyercs mo ayToCOMHO-IOMUHAHTHOMY THITY C BBICOKOH MIEHETPAHTHOCTHIO
u BcTpeuaercs ¢ yactotor 0,9-2 na 100 000 nacenenus. B kimaccuyeckoM BapuaHTe
nepBbie MPHU3HAKK 3a00JI€BaHUs TOSBISIIOTCS B OCHOBHOM B Bo3pacte 10-20 mer.
ATpodun u MplleyHas ci1aboCTh JIOKAIU3YIOTCS B 00JIaCTM MUMHUYECKON MYCKYyJia-
TypHI, TonaTok u mied. CHavana atpodun HaOII0AaI0TCA B IJICYEBOM TOsICE, C TOCTe-
AYIOIIUM pactpocTpaHeHueM Ha Juio. OObIYHO HAYaTbHBIMU MPOSIBICHUSIMH CTaHO-
BATCS 3aTPYAHECHHE TIOJheMa PYK HaJ TOJOBOH, BBICTYIAIOIINE «KPBIJIOBHIHBIC) JIO-
nmaTku U ckoimo3. [Ipu mporpeccupoBanuu mporecca rpy0o cTpagaroT KPyroBbIe
MBIIIIIBI PTA U TJIa3 — HE YIaeTCs KPETKO 3aKMYPHTH TJ1a3a U CKaTh TyObl. Beneactaue
aTpouu IUI0 CTAaHOBUTCS THMOMUMHYHBIM. Jleuenue npu muonatuu Jlanmysu-/le-
KEpUHA CUMITTOMaTH4YecKoe. [Tporno3 — ayis ku3HU OJIaronpHUATHBIA, I KadecTBa
KWU3HU — BO3MOKHA MHBaluau3alus, HaunHas ¢ Bo3pacta B 30—40 ner. Ilpu Bcex

HaCJICACTBCHHBIX MHOITIATHUAX CHGHI/I(l)I/I‘-ICCKOFO JCUYCHUA HC pa3pa60TaH0.
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IIppuMeHeHne TOPMOHOB IPUBOAMT K 3aMEJICHUIO MPOTrPECCUPOBAHMS MOPAKECHHUS
MBIIII, TPHU BBIPAKEHHON AUCTPOPHUH MBI MOKA3aHO XUPYPTUUYECKOE JICUCHHE
(Hanpumep, omepanus apTpojie3a) MPU NPUBBIYHOM BBIBUXE OOJTAIOLIErocs Cy-
craBa [3, c. 99].

IIpoenos u npoghunaxmuxa muonamuti. ITporao3 maHHOTO 32007€BaHUS 3aBUCHUT
OT CKOPOCTH pa3BUTHS U CTENEHU AUCTPOPHUMU B TKAHAX CKEJIETHOM MYCKYJATypHl.
BaxHyto posib UrpaeT u Bo3pacT, B KOTOPOM 00JI€3Hb Hauaia MposBIIATH CeOsl.

HaunOounee Tsoxenblil ciydaid — muonatus JromeHHa, nepBble CUMIITOMBI KOTOPOH
HUMEIOT MECTO YK€ B paHHEM BO3pacTe. JTa pa3sHOBUIHOCTD 3a00JIEBaHUS OUEHb PAHO
MIPUBOJMT K MTOJTHOMY O0€3/IBH’KUBAHUIO U CTAHOBUTCS IPUYMHOM JIETAIBHOTO UCX0/1a
BBHJly HAPACTAHUSI CEPACHYHOMN U JIETOYHOM HEAOCTaTOYHOCTH, a TAKXKE IOSBIICHUS TU-
NOBEHTWISIIUOHHON M TUIIOCTaTUYECKON THEBMOHHHU. 3aCTOM KPOBU B TKAHAX MOXKET
MIPOBOJIUTH K MHPUIIMPOBAHUIO U TOCIEAYIOIIEMY BOCIAJIEHUIO JIETKUX.

3axnouenue. Bece HacaeACTBEHHbIE MUOIIATUN OTHOCSATCSA K T€HETUYECKUM pPEJl-
KUM 3a00JI€BaHUSIM M IIPH MOMOILIU MMPEHATAIbHOIO CKPUHUHIA MOYKHO YCTAHOBHTD
TOYHO, IPUCYTCTBYET JIM y TUIOA Ta UK uHas (hopma muonatud. B ToMm ciydae, eciu
M3BECTHO TOYHO «TCHEAIOTUYECKOE JEPEBO» U UCTOPHS 3a00JIeBaHUs, TO BO3MOMXHO
3apaHee NpecKa3aTh BEPOATHOCTD MOSBICHUS A€(PEKTHOTO T€HA U CHU3UTh PUCK POXK-

JeHus peOEHKa C TaHHBIM BHUJIOM TIaTOJIOTHH.
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