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MHATOJOI'MYECKUE MEXAHU3MbI MBIHIEYHOI'O
COKPAIIEHMSA CKEJETHBIX MbIHIILL

AnHortanusi. CTaThs MPEACTABIAET COOOH MOCIEAHION U3AaHHYI0 HHPOPMAITHIO O TOM, YTO
TAaKO€ CKCJICTHBIC MBIIIIIBI, UX (bH?.I/IOJIOFI/I‘-IGCKI/Ie OCO6GHHOCTI/I 1 UX IMAaTOJIOTNYCCKHUEC MCXAHWU3MBbI
MBIIIIEYHOT'O COKPAIIEHUS! CKEJIETHBIX MBIIII, ¥ KAKHe CUMITOMBI HAOIIOAAOTCS IPU TOM WJIH HHOM
IMaTOJIOTMYECKOM MEXaHU3ME.

Kuarwuessble cioBa: IlaTosorus, Mexanusm, COKpalieHue, CKEIETHBIE, MBIIIIbI.

BBenenne. Ceituac Muosnorusi, Kak Hayka, U3ydarollas CTpOEHHE, pa3BUTHE, CBOMCTBA U
(YHKIIMM MBI KaK B HOPME, TaK W MPU PA3THYHBIX MATOJOTHYECKUX €€ PEeaKIUsiX, OMUCHIBACT
MBI KaK OpPraH Tejla YelOBEKa/)KUBOTHOTO, COCTOSIINI M3 MBIIICYHOW TKAaHH, CIOCOOHBIN
COKpAIaThCs MOJ BIUSHUEM HEPBHBIX UMITYJIbCcOB. (OTHOCHTCS K OJIA) [3].

Ckenernple Mbimmbl (J1at. musculi skeleti) — 3To opranbl Tena 4elnoBeKa M >KMBOTHBIX,
COCTOAIIIME U3 MONEPEUHO-TI0JIOCATOM MBIIIEUHOM TKaHU, KOTOPBIE MPUKPEIUIAIOTCS K KOCTSIM
CKeJIeTa 4epe3 CYXOXWIHS U 00eCledrBaIOT MPOU3BOJIbHBIC ABMKCHHUS, MOJJCpKAHUE TMO3bI U
ydacTue B TepMOpPETyJsiiuu. B HalieM opranusme 1o HeKOTOPhIM HCTOYHUKAM HAaXOAUTHCS OKOJIO
600 momepeyHO-10I0CaThIX (CKEIETHBIX ) MBI [2].

[Tox maronormyeckMMu MeXaHW3MaMH MBIIIEYHOTO COKpallleHusi s OyJqy UMETh B BHIY TE
W3MEHEHHUS, KOTOpbIE MPUBOAAT K HAPYIIEHHWIO HEPBHOTO KOHTPOIS, SJIEKTPOMEXaHHUYECKOTO
COTIPSDKEHMSI, CTPYKTYPHBIX TTOBPEKICHUM, a TAK)KE PA3TUIHBIC MYTAIlH COKPATUTETHHBIX OCITKOB 1
HapyIIEHUs CO CTOPOHBI YHEPTETUIECKOTO METab0IM3Ma.

Heab padoThl — U3yYUTHh U MIPOAHATU3UPOBATH OTEUECTBEHHBIE U 3apyOeKHbIe UCTOUYHUKU
10 BOTIPOCY MATOJOTUYECKUX MEXaHU3MOB MBIIIEYHOTO COKPAIIEHUS CKEIETHBIX MBIIIIII.

Mertoa wuccieqoBaHWSl — AHAIU3 HAyYHO-METOAMYECKON JIMTEpaTypbl IO TeMe
HCCIIEIOBAHUSI.

OcHoBHasi 4YacTb. AKTHBHOE W3Y4YEHHE paA3UYHBIX MATOJOTHYECKHX MEXaHHU3MOB
MBIIIEYHOT'O COKPAILIEHUS U TEepBbIe €€ HayuHbIe MyOJIMKAIMKU OTHOCSTCS K cepenune 19 BB., korna
(dbu3HoNOrHs U MEIUIIMHA HaYalu aKTUBHO MCCIIEIOBATh HAPYIICHHS] HEPBHO-MBIIIEYHOHN Mepenadn
U MblIeyHo ¢yHKiuu. VI mepBbIM 4eloBEKOM, KOTOPBIM JOKYMEHTAJIbHO 3a(UKCHUPOBal CBOM
skcnepumenT Obul Kiox bepnap (1840-50-e romsl). OH wm3ydan geiicTBue Kypape (CHIBHBIN
MIPUPOIHEIN $1/1) HA HEPBHO-MBIIIEUHYIO Tiepeaady; nocie Bunbreasm 3p0 u Apyrue HEBPOJIOTH B
1870-x, onmcany MHACTEHHUIO U CBS3AJIM €€ C HEpPBHO-MBIIIEUHOM nepeaadeit. B 1890-¢ — navanmmch
MepBble OMOXMMHYECKHE HcclienoBanus: Dpenepuk XONKHMHC W JIp. WM3Y4Yaldd POJIb MOJIOYHOU
KHCIIOTHI B MBIIIIEYHOM yTOoMJIeHUH, B 1891 — Yunbsim ["oBepc onucan MelieuHyo auctpoduro, a B
1920-x — akTHBHBIE HCCIEIOBaHUS padbmoMuonIu3a (pa3pylleHHe CKEJIETHBIX MBIIII) U MUOMATHU
(cobuparenbHbIN TEPMUH 17151 3200J1€BaHUI MBIIIIT) TPU UHOEKIHSIX.

Jyist Toro, 94TOOBI JIETANBHO TIOHATH, KAKHEe W KaK UMEHHO Ta WJIA WHAs CTPYKTypa BEIET K
MaTOJIOTUYECKOMY MBIIIEYUHOMY COKPAIIEHUIO 51 TOSICHIO, KaK MMEHHO MPOUCXOJUT MEXaHU3M
MBIIIIEYHOT'O COKPAIICHUS CKEIETHBIX MBI Y YeJIOBEKa, KOTOPOro HETY HUKAKUX maronoruid. M Taxk,
JUTSL CTPYKTYpPH3AIlMK U JTyYIIIEer0 MOHUMAHHUS MBIIIEYHOTO COKPAIICHHUS I BBIIEIHII HECKOJIBKO €0
MIaBHBIX 3TanoB: 1. I'eHepanus W mepenada HEpBHOro ummylibca 2. CUHANTUYECKas Iepenada
(HepBHO-MbIIIeuHas1) 3. OnekTpomexanuuyeckoe compsikeHne 4. CokpalleHue capkomepa S.
Pacciiabiienrie MBIIIIIEL.
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I'enepanus u nepenaya HEPBHOTO UMITYJIbCA

IlepBoe, 4TO y Hac MPOUCXOIUT, MPEKIE UYEM MBILIIA MOXKET COKPATUTHCSA 3TO KAKOH-TO
CUTHAJ U HE Ba)XHO OT TOJOBHOTO MO3ra OH MAET WIM OT mpompuopenenropa. [Ipeacrasum, 4ro
CUTHAJ IOCTyIWJ C BHEHIHEW cpeibl M IOJ JEHCTBHEM CHUTHAja IPOU30LUIO pa3ApaKeHHe
IIPONPUOPELENITOPa, 3TO OyAEeT NPUBOAUT K AEHOJAPU3ALUN MEMOPaHbl YyBCTBUTEIBHOIO HEHPOHA.
Korga nenosnsipusaiusi 1OCTUTaeT MOPOroBOrO0 ypOBHsS BO3HMKaeT moreHuuan nevcreust (I110),
KOTOpBIH nepenaéres no adhepeHTHBIM BOJIOKHAM B CIIMHHON MO3T.

IIepenaua curuana K MOTOHEMPOHY

ITocne Toro, kak cursan OblI HOTYYEH B CIIMHHON MO3T, CUTHaJI 00pabaThIBaeTCs U B CIMHHOM
MO3T€ CHTHaJl TEepPEeKIIYaeTCsl Ha 0-MOTOHEWPOH, KOTOPBIH HHHEPBHPYET 3KCTpady3albHbIC
MbIlIeyHble BOJIOKHA. II/] pacmpocTpassercs mo akCOHy MOTOHEHWPOHA J0 HEPBHO-MBIIIEYHOIO
cuHarca (KoHIleBas ruacTuaka) [1].

Cunanrudeckas (HEpBHO-MBIILIEUHAs ) IIepegaya

[ToTeHunan nedcTBUS pacHpOCTPAaHUIICS 10 aKCOHY O HEPBHOIO OKOHYaHMs. B HepBHOM
okoH4aHMH ecTh Ca’'-KaHajbl, KOTOpPBIC OTKPBIBAIOTCS IOJ ICWCTBHEM IOTCHIMANA JCHCTBHS
OTKpBIBAIOTCS, 4TO HaéT BXoa Ca?" — 3K30IMTO3 CHHANTHYECKHUX Iy3BIPHKOB C AlCTHIXOJHHOM
(AX). ALIeTHIXOJUH B JAaHHOM CJIy4ae UrpaeT pojib MeJHaTopa, KOTOpbIii Oy1eT B3auMo1eHCTBOBATh
¢ HUKOTUHOBBIMU A X-penentopamu (nAChR) Ha nocTtcunanTuyeckoit memOpane.

ITocne Toro, kak MPOU30LLIO B3aUMOAECHCTBUE aLlETUIIXOJINHA C PELENTOPaMHU IPOUCXOIUT
otkpeitie Na'/K*-kaHamoB — JOKalbHAas JCMONSIPHU3alMs — TeHepanusl MOTCHIMAla KOHICBOM
wiactudbl (IIKII). W TyT mpoucXoAauT MOXOXKUM MeXaHM3M, KaK M NPH CO3JaHUM MOTEHIHaja
NEeICTBUS, TOJIBKO B 3TOT pa3, TeM KTo obOpasyer ero Oyner IIKII, koTopblit n1oMkKeH AOCTUTHYTh
CBOErO Mopora M IOCie TOTro oOpasyercs YK€ HOBBIM IMOTEHIMal ACUCTBUS B CapKoJeMMe
MBIIIIEYHOT'O BOJIOKHA.

DNEKTPOMEXaHUUECKOE CONPSKEHNE

HoBblll moTeHman AelcTBUS pacipoOCTpaHAETCs MO CapKOIUIa3MAaTHYECKOMY PETHKYIYMY
(cucTema BHYTPUKJIETOUHBIX TPYyOOUEK U IMCTEPH). Eciy roBopuT KOHKpeTHee, TO MOTEHIMAT UIIET
CHayvaja BJIOJIb CAPKOJIEMMbl U MPOHUKAET BIIIyOb BOJOKHA, JOCTHras MpOJAOJBbHBIX TpyOouek. B
obmnactu Tpuasl (T-Tpy6ouka + 1Be TepMUHATBHBIE IUCTEPHBI CAPKOIIIA3MAaTHUECKOTO PETUKYITyMa,
CIIP) I1[1 aktuBupyet auruaponupuauHossie peuentopsl (DHPR). [lns yero Bce 3Tu mpoiiecchl
npoucxoadar? Jis Toro, 4ToObl M3 MPOAOIBHBIX IIMCTEPH BhICBOOOAUTH Ca** mMexdpuOpuusipHOe
npoctpaHcTBo. /g sToro auruaponupuanHossie peretopsl (DHPR), koTopeie koHGOpMannoHHO
CBA3BIBAIOTCA C pUAHOAMHOBBIMHM perentopamu (RyR) B capkomnaszmarnyeckoM peTHKYJIyMe C
MOMOIIBI0  JUIMHHOTO  IMTOIIa3MaTHYECKOTO0  «XBOCTa», KOTOpbIi orxomut oT RyRI.
B3aumoneicTBue 3TUX JABYX CTPYKTYp JAENOJISPU3UPYET MeMOpaHy LHMCTEpH — MACCHBHOE
BbICBOOOXK 1eHre Ca?” B capKoIuiasMmy.

Cokpaiienue capkomMepa (TeopHsi CKOIb3AIIUX HUTEH)

3nech BaxkHO jBa drtama: | BsammoneiictBue Ca?* ¢ TPONMOHMHOM W B3aMMOJICHCTBHE
TPOIOHMHA C TPOIIOMHO3MHOM 2. B3anMoelicTBre TPOITOMHO3HHA C aKTUHOM U 00pa30oBaHHE aKTo-
MHO3UHOBOT'O KOMIIEKCA.

1. Ca?" cBs3bIBAaCTCS C TPOMOHMHOM — MEHSIET KOH(OPMAIIMIO TPOITOHHHA — H3MEHEHHBIIH
TPOIOHUH TSAHET 3a OO0 TPOMOMHO3UH

2. Ilon gelicTBUEM TPOMOHMHA TPOITIOMHO3UH JIOXKUTHCS B KEI000K AKTUHOBBIX BOJIOKOH, YTO
MIPUBOAUT K OTKPBITHIO aKTHUBHBIX LIEHTPOB Ha akTHHE. W BCE 3TO MPUBOAMT K 0OPAa30BaHUIO aKTO-
MHO3MHOBOro komiekca. Ilocie Toro, kak oOpa3oBajics KOMIUIEKC HAET HPUCOECTUHEHUE
MUO3UHOBOMU roJIOBKH (¢ AT® — AJI® + ®DH) K aKTUHY — KPYTALIUNA MOMEHT IOJIOBKM MHUO3UHA U
MPOMCXOAUT CMeIeHne MocThKa Ha 120 rpaaycoB, Takoe sIBICHHE €II€ Ha3bIBAIOT '"TpeOKOBOE
JBUKEHHE" — MMEHHO OHO UM NPUBOJIUT CKOJIBKEHUE TOHKUX HUTEH OTHOCUTENIBHO TOJCTBHIX. Tak
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MPOJOJKAeT O MOMEHTA, MOKa BBIACNSAETCS U IMOCTyMaeT Hy)KHas SHeprus (K LUCTEepHaM U Ha
o0pa3oBaHNe aKTO-MHUO3MHOBOT'O KOMILIEKCA).

Pacciiabierre MBIIIIBI

IMpoucxoaut, koraa Ca?*-ATda3a (SERCA) 3akaurnBaet Ca** obparno B CIIP.

Venosue: nipu orcytctBun Ca?" TPOTIOHUH-TPOIIOMHO3MHOBBIN KOMIUTIEKC OJIOKMPYET aKTHH
— IpEeKpalIeHUe COKpaILECHUSI.

[TaTonmornyeckue MexaHU3Mbl COKPAILICHHS MBIIIIIIBI

Kak yxe panee ObLJIO CKa3aHO 5 PAacCMOTPIO MATOJIOTMYECKHE MEXaHU3MBI CO CTOPOHY
HapylUIeHUs] HEPBHO-MBIIICUHON Tepefauyd, HapyUIeHHE OJEKTPOreHe3a MBIIICUYHbIX KIETOK,
HapyIIeHHE COKPATUTEIBHOTO anmapara, MeTaboJIn4ecKrue MUOTIATHH.

Hapyuienne HepBHO-MBIIIIEYHOM TIepeaayn

K nanHoll rpynne HapyleHUN OTHOCATCS T€, KOTOPBIE CBSA3aHbI C MEXaHU3MOM BOCHPUSATHUS
u obpaszosanue [1]], a Takxke ¢ mepegaueil caMoro UMITyJbca B IOCTCHHANTHYECKYIO 111ejb. B qanHoi
CTaThe sl PACCMOTPIO CaMble MOIYJISAPHBIE €€ (OPMBI.

Hapymienne HepBHO-MBIIIEYHON TPOBOAUMOCTH

1. MuacteHusi TpaBUC — OCHOBHOM MeXaHHM3M NpEACTaBIsieT co00il ayTOMMMYHHOE
MOpaXeHNUEe HHUKOTUHOBBIX aleTHIXOJIMHOBBIX penentopoB (nAChR) mnocrcuHanThueckoin
MeMmOpanbl. ATuTena (IgG) 6I0KUPYIOT HITH pa3pyIIAlOT PELEeNTOPbl, YMEHbINAsk YyBCTBUTEIILHOCTh
Kk anetwixonuny (AX). IlociencTBusi: CHIKEHHE TOTEHIMAla KOHIEBOM IJIACTUHKH —
HEJIOCTAaTOYHAs JCTONSpU3aLus — CI1adoCTh M ObICTpasl YTOMIISIEMOCTh MBI, [Ipu TsKembIx
(hopMax — MUACTEHHYECKUN KPHU3 C IbIXaTeIbHON HEJTOCTATOYHOCTHIO.

2. Cungpom Jlambepra-ToHAa — MEXaHWU3M TPEICTABISAECT COOOW MMMYHHYIO PEAKITHIO
OpraHusMa, TJie ayTOaHTHUTEeNa MPOTUB MPECHHANTHYECKHX KalbIMeBbIX kaHanoB (P/Q-type) —
Hapymenue BoiOpoca AX. [locnencTBusi: CHUKEeHHE BBICBOOOKACHNST AX B CHHANTHYECKYIO HIETh
— €J1a00CTh MPOKCUMABHBIX MBIIIII.

Hapymienue anekTporenesa MbIIIEYHBIX KIETOK

1. Muotonus (Myotonia congenita, 6one3up TomceHna/bekkepa)

Mexanusm: Myramun B reae *CLCNI1* — nucdynkums xmnopueix kanaio (CIC-1) —
TUNepBO30yIMMOCTh capkojemMMbl. llociencTBus: 3aMe/ieHHas penoisipu3anusi — MOBTOPHbBIE
paspsabpl — JTUTEIEHOE COKpalleHne (MUOTOHHYECKUN (DEHOMEH).

2. N'mmoxanuemudeckuii nepuoanueckuii mapanud (HypoPP)

Mexanusm: Myrtamun B *CACNAIL1S* (xanpumensnii xkanan) win *SCN4A* (maTtpueBblit
KaHall) — aHoMallbHas jenosspu3anus npu Huskom K*. TlocnmencTBus: MPUCTYIBI MBIIICYHON
crnabocTu/mapainya u3-3a MHaKTUBanuu Na*-kaHanoB.

Hapymenue cokpaTuTenpHOro anmapara

1. Mermeunslie quctpoduu (Hanpumep, Jromenna/bekkepa). Mexaamsm: Jleunut quctpoduna
—  pa3pylleHHEe CBS3M IMTOCKENeTa C BHEKJIETOYHBIM MATPUKCOM — HEKpO3 MHO(PUOPHILI.
[locnenctBusi: nporpeccupyomias ci1adocTb, NceBAOTUNepTpodus, Kapauomuonartus [4].

MetabonanuecKkue MUOIaTUH

1. Hedunur wmumodochopunazel (Oonesnr Mak-Apana). Mexanusm: Hapymenue
rnukoreHonnsa — jaebumur AT® npu Harpyske. I[locnmencTBusi: CyJOpOrd, MHOTIIOOWHYPHS
(Hanmu4uie B MOY€ MUOTJIO0MHA), BTOPUYHBINA paOaOMUOIIN3 (paciia]l MBILIIbI).

3akio4eHue.

[Ipu u3yyeHHMH NATOJIOTMYECKUX MEXAHW3MOB MBIIIEYHOTO COKpAIIEHUS] CKEIETHBIX MBIIIII
Ba)XHO IMOHUMATh CTPOEHHE, (PH3HOJOTNIECKHEe OCOOCHHOCTH U MEXaHN3M MBIILICYHOTO COKpAILICHUS B
HOpME, a TaK¥Ke, YTO OHH CBSI3aHbI C HAPYIICHUSIMH Ha Pa3HbIX YPOBHSIX: HEPBHO-MBIIIEYHAs Miepeiada
(Muactenus), BO30yIMMOCTh MEMOPaHbI (MUOTOHWUSI, IEPUOTUUECKIIA apaind), COKPaTUTEIbHbIC OSITKI
(mactpodun, MH), MmeTabomm3M (TJIMKOTEHO3bI, MUTTOXOHIPHATIbHBIC O0JIE3HN ).
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