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Jlemnuaa wkona no muonoruu B fMapuxe
(uronb 2011 1.)

bnarogapa ycunuam 06wectsa, Monoable poccuiickine CneLuanincTbl Noayumam BO3MOXHOCTb Y4aCTBOBATb B €Xe-
rogHoii JleTHeii WwKone no muonoriu, npoxoausLueil B Mapuxe. [aHHblit 06pa3oBaTebHbIi Kype Obin yupexaeH

B 1997 . UHCTUTYTOM MUMONOrM — HeKOMMepYecKoii OpraHu3aLuei, CO3AAHHOIA rpynnoli akTUBMCTOB Bpayel
1 NaLMeHTOB 1 ABNAIOLLeIACA noapa3aeneHrem GpaHLy3ckoil Accourauun npotus Muonatui (Association Francaise
contre les Myopathies — AFM).

OcHoBHBIMU 3aa4aMu JIETHEH 1IKOJIBI TT0 MUOJIOTUH
B TeUEHUE TIOCTENHUX 14 JIeT SIBASIOTCS pa3BUTHE MEXITY-
HapOJHOTO COTPYAHMUYECTBA B 00IACTU MUOJIOTUU, B TOM
yucye co3naHue 0a3 MaHHBIX MALMEeHTOB, OpraHM3aIs
SKCMEPTHBIX TPYIII, COCTaBICHUE PEKOMEHIALNUHI MO I1a-
THOCTHUKE U BEIEHUIO TAKUX OOJIbHBIX, a TAKXKE 00yueHUe
WHOCTPAHHBIX KOJUIET C MPEIOCTaBJIEHUEM B OyayLIeM
BO3MOXHOCTU HANIMCAHUS HAYYHOW PaOOThI WU MPOXOXK-
JIEHUsI IPaKTUKU Ha 6a3e MHCcTUTyTA.

B 2011 r. [lIxona mpoBoauIachk ycuiussMu 34 BBICOKO-
KBUTU(UIIMPOBAHHBIX CIIELUATUCTOB U3 YHUBEPCUTETOB
®panuyu, [epmanuun, MUcnanun, Mtaauu, a ux ciaylaressi-
MU (M TIOPOii OTITTOHEHTaMM) ObLTN CTYAEHTHI U3 33 CTpaH.
B Teuenue 9 mHell Ha aHITIMIICKOM SI3BIKE MPOBOIMIINCH
JIEKIIUU Y KIIMHUYECKUE CEMUHAPBI IO BOITPOCAM F€HETUKH,
HEBPOJIOTUH, HEWPOhU3NOIOTUH, TATOJOTUUECKON aHa-
TOMUU, HOBBIM TMarHOCTUYECKMM U JIEYEOHBIM MTOIXOaM,
a takxke micuxonoruu. CTyoeHTbl WMEIN BO3MOXHOCTh
CJTylIaTh W BECTU HAyIHbIE Oeceibl C TAKUMU KopudesMu
B obOimactu Mwuojoruu, kak M. @appo, XK.-M. Jlexo,
A. ¥ptuzoepea, H. Pomepo, C. Bebep-Kapcrenc, C. Lmy-
nep, 2K. bon, T. Boiit, OmuBa, b. Ditmap-AnTaii, C. Buxap,
JIIx. Maomna, A. Jlom0 1 ApyriMuy He MeHee BBITAFOIITIMUCS
crienranvMcTaMu. BTopoii ron moapsii mikosa MpoXOAuia
B COTPYIHUYECTBE C OEPIMHCKUMHU KOJIJIETAMU U3 TOCTIUTA-
a5 LlapuTa B pamkax coBMecTHOro rpoekrta MyoGrad.

Jlexuuuy yepenoBaJINCh ¢ KIMHUYECKUMU pa3dopamu
B CJIe/Iytolieii (hopme: MpenocTaBIIsics KpaTKuii aHaMHE3
U1 HEKOTOpbIE TaHHbIE 00CIeI0BaHMSsI, HAIIpUMep OMOMNTaT
MBIIIIIB, B5IeKTpoHeiipomuorpadust (DHMI'), maruutHO-
pe3oHaHcHast Tomorpadust (MPT) mprm. CtyneHTH pas-
OMBAJIUCh HA TPYMIIbI, U TOCJIE HEMPOAOKUTETBHOIO
COBECILIAHUS OOWH W3 YYACTHUKOB KOMAHABI COOOLIAJT
0 CBOEU Bepcuu, KPaTKo ee apryMeHTupys. beutu ciydau,
KOT/Ia CTY[IEHTaM y/IaBaJloCh yoenuTh mpoceccopoB B He-
JIOCTATOYHOI 00OCHOBAHHOCTH TTIOCTAaBJIIEHHOM 3a1a4un.

OCHOBHOI TEMaTUKOW IIKOJbl OblIa MEePBUYHO-
MBIIIIEYHAs] MATONOTUsI (B TOM YMC/IEe KapaAuOMMOJIOTHS),
OTIEJIbHBIE JIEKIIMU OCBELIAIA MTPOOJIEMBI AU3UMMYHHBIX
HerponaTui, MAOIIATAI U TTOJIMHEUPOIIATAN KPUTUUECKUX
COCTOSTHUM, aKCOHaJIbHBbIX HEWUPOIaTUid, MaTOJOTUIO
HEepPBHO-MBIIIICYHON Tiepenaayn, 00Jie3He ABUTATeTbHOTO

HelipoHa. bosbilioe BHUMaHME yensioch maToMopdhoori-
YECKUM U TEHETUIECKUM acIieKTaM, POJI OJIM3KOPOJICTBEH-
HbIX OPAKOB U TEHETUYECKUX U30JIATOB. JIEKTOpbI HEOTHO-
KpPaTHO MOAYEPKUBATIM HEOOXOAUMOCTb C OCTOPOKHOCTHIO
uHTeprperupoBath naHHble JIHK-ananusa B cBsi3u ¢ reHe-
TUYECKUM <«ITepeKpPecTOM» (TaK Ha3bIBaeMbIi genetic
overlapping, KOTOPBIf MOXKET, B YaCTHOCTU, OOYCJIOBJINBATh
cocyliecTBoBaHue 2 1 00JIee TUTIOB MOSICHO-KOHEUHOCTHOM
MbIegHou auctpoduu (LGMD) B reHeTUIECKIX M30JISI-
Tax), a TAKXKe Pe3yIbTaTbl UMMYHOJIOTUYECKUX UCCIIENOBa-
Huii (Hanpumep, nipy 30 % neduimre KajbnanHa western-
blot-aHann3 He 0OHAPYXMUBAET MATOJIOTHH).

Muiiens @apno, yenoBeK-jiereHaa B 00J1aCTU COBpe-
MEHHOU MMOJIOTMHU, TTOBEIAJ 3aXBaThIBAIOIIYIO UCTOPUIO
U3y4YeHUsT MBIIIEYHBIX 3a00I€BaHUI, OMHUM U3 OCHOBO-
TMOJIOKHUKOB KOTOPO# ObUT BhIHAIOIIMIACS (DpaHITy3CKUiA
yueHblil [JromieH ne byaoHsb.

IIpodeccop AnmoHM YpTm3Oepea OCTAaHOBWIICS Ha
TPYIHOCTSIX KIMHUYECKON ¥ TeHETUUECKOM TMarHOCTUKHI
MOSICHO-KOHEYHOCTHBIX MBIIIEYHBIX AucTpoduii. Briep-
Bble onucaHHas B 1884 . Y. Dpbom u 3HaYUTENBHO pac-
IIMPEHHAs K HACTOSIIIIEMY BpEMEHHU, 3Ta (hopMa MbIIIIey-
HBIX TUCTPODUIA 10 CUX TIOp HE MMEET CIeHMMUISCKUX
4epT, 1 ee KiaccubuKaiys MOCTOSTHHO MOAUMDUIINPYETCS;
Ha CEeromHsI HACUMUTHIBAeTCS yXe 14 OCHOBHBIX TPYIII,
B CBOIO OYepe/b MMOIpa3aeisieMbIX Ha TIOITHUIIBI B 3aBUCH -
MOCTU OT 00JIaCTU PACTIPOCTPAHEHUST U XPOMOCOMHOI
aHOMAaJINU.

B nexuuu mo danuockaryaoryMepaibHbIM TUCTPO-
¢usm (FSHD, Jlanmy3u-Jlexxeprna) A. Yptuzoepea Hapsimy
C TUMWYHBIM (PEHOTUTIOM OMMCAT TakXKe BHEMBIIIICUHbIE
TIPOSIBIICHUST OOJIE3HU: COCYIUCTOE TOPAaXKEHUE CETYATKHU
(J4acTo acCMMIITOMHOE), TIOTEPIO CITyXa y 2/3 TTallieHTOB (TIpU
5TOM XaJIOObI MPEABSIBISIOT MeHee 1%), opToneanyeckue
HapyIeHus (pectus excavatum, yMepeHHBIE KOHTPAKTYPHI,
TsDKeNbIN Kuockonos). OTMEUEHO, UTO XOTSI IbIXaTeIbHAsT
HEIOCTAaTOYHOCTh, TICEBAOTUMNEPTPODUS MUKPOHOXHBIX
MBIIIILL ¥ 33[IePXKKa YMCTBEHHOTO Pa3BUTHS HE XapaKTePHbI
IUIST 9TOM MATOJIOTMM, MX HAaJIW4ue HE MCKIII0YAeT JAaHHOM
¢opmbl MbiieuHo# nuctpoduun. OTnenbHO ObLTH paccMO-
TPEHBbI MOJIEKYJISIPHO-TEHETUYECKNE ACTIEKThI: CEeTOTHS
v 95-98 % GOBHBIX BBISIBIISIETCS CLIETUICHHOCTb C XPOMOCO-
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MoIi 4q, OTHAKO OTBETCTBEHHDIN TeH ellle He HalineH. Bmecte
C TeM M3BECTHO, YTO pa3Mep neheKTHOro hparmMeHTa (1o-
BropsiembIii yuacTok JITHK D4Z4) onpenensieT BeIpaxkeH-
HOCTh TATOJIOTUU (KOpPESAIUs TeHOTUIT — (DEHOTHII).
B mrocieqHMe TOMBI B IMTEpaType TOSIBIUINCH YKa3aHUS Ha
BO3MOXHBIN TeH-KaHIWUAAT, OOHAPYKEHHBIN B TTIOBTOPSTIO-
muxcst pparmeHTax D474 — DUX4, KomupyroInii akT-
BaTop TpaHckpunuuu PITX1, kpaiiHe TOKCUYHBIN B OIpe-
JIeJICHHOM COCTOSTHMH XpOoMOCOMBI 4 (padothl V. Kowaljow
U coaBT., M. Dixit 1 coaBT. 1 0COOEHHO MOCAEAHUE YOI~
Kallud KOMaHIBl YYCHBIX M3 JIeimeHCKOTro YHUBEpCH-
TETCKOTO MEIUIIMHCKOTO IIEHTpa II0A PYKOBOACTBOM
R.J.L.E Lemmers). Borpoc reHeTnyeckoro KOHCYJIETUPO-
BaHus mpy FSHD ocTaetcst crtopHBIM, €T0 IIpOBeICHNE IO
CHJTY TOJIBKO OITBITHBIM BBICOKOKBATM(DUIIMPOBAHHBIM KJTH-
HUYECKUM TeHETHKaM, ITOCKOJIBKY IPU MOJICKYJISIPHO-
TeHETUYCCKOM 0O0CJIeMOBaHNM BO3MOXKHO BBISIBJICHUE
yJacTKa AeJIelIMM, HO He caMOro TeHa, a IpeHaTaJbHas
JMarHOCTHKA 9aCTO HEIOCTYITHA.

XKuzens BoH, MOJIEKYISIPHBIN TeHETUK U3 TOCITUTAIIS
I[Muree Canbnerpuep (PpanHius), caemanra 0030p IO
OCHOBHBIM BOIIpOCaM T'€HETUYECKOM ITMAarHOCTUKU
HEPBHO-MBIIIIEYHON TTaTOJIOTHUM, a TAKXKE FOPUINICCKIM
BOIIPOCaM, CBSI3aHHBIM C 3a00pOM M TPaHCIIOPTUPOBKOM
OuomaTepuaa.

B nexkumu mno ©Oonesnu Ilapko—Mapu—Tyra
(Charcot—Marie—Tooth) cpenn mpoynx ObLIa OTMEUEHA
X-cuerenHas popma — CMT 1F/ CMT2E, reH Kotopoii
TepBOHAYAIHHO OBLT BHISIBJICH B OOJIBIIION PYCCKOM CEMbE
(Mersiyanova et al., Am J Hum Genet, 2000). JlanHBIi TATT
XapaKTepu3yeTcsl BapuaOelbHBIM Ne0I0TOM (HauMHas
C JETCKOTO BO3pacTa, 3aKaHUYMBas 5-M IECITUIICTHUEM
KW3HW) U MEIJICHHO TTPOTPECCUPYIONINM TeueHreM. [1a-
TOTE€HE3 CBsI3aH C reHoM, kKomupyroimuMm oeinok NF-L,
COOTBETCTBYIOIINIA JISTKUM IICTISIM HeipodrIaMeHTa.

I1pu oOcykaeHn HelipOHAIbHBIX 00JIE3HEeH, TAKMX KaK
CIIMHAJIbHBIE MBIIIeUHbIe atpodun (tipod. . Menku,
Tocrurans bucetp, [Tapik) n 60KoBOI aMHOTpODIIeCKIit
cknepos (D. Canama, LleHTp 60KOBOro aMruoTpopuIecKoro
ckitepo3sa, [lapick), B OCHOBHOM paccMaTpUBaIMCh COBPE-
MEHHBIE TEOPUU PA3BUTHUST 3TUX COCTOSTHUM. JlOKIIamanKku
o0paTI BHMMaHWE Ha HAJIMYME CXOXero medekTa Ipu
000MX TUIIAX TTATOJIOTUU — HapyleHust Metadoam3ma PHK
BCJICIICTBIE COOTBETCTBYIOIIMX TeHHBIX aHOMaJnit. M30m-
paTebHasT YSI3BUMOCTh MOTOHEHMPOHOB IIPU 3TOM MOXKET
OBITH OOBSICHEHA TU3PETY/ISILINEH TPAHCKPHUIITOB, SKCITPEC-
CHPYEeMBIX WY TOKCUYHBIX UCKJTIOUYNTENIEHO B HUX, a TAKXKE
HapyIIeHUEM CIUTACIHTA.

JI>x. Menku pacckasajia O JOCTHKCHUSIX B M3yUYeHUU
6enka SMN — mpoayKTa COOTBETCTBYIOIIETO T'eHa, 00Ha-
PYXKMBAeMOT0O B pa3HbIX y4acTKax MOTOHEUPOHOB (sIpe,
LIMTOTUIa3Me M aKCOHAJIBHBIX arperatax). B 3aBucumMocTtu
OT (pOPMBI CITMHATIEHOM MBITIIeuHOM aTpodun (CMA) Ha-
OromaeTcsl pa3Hasi cTerneHb ero neduimra. CerogHs Be-
IyTCSl MHTCHCUBHBIC TTOMCKM JICKAPCTBEHHON Teparmuu

npu CMA-II, HatipaBiIeHHOM HA MOIYJISILINIO IIPOMOYTE-
POB M CIUTAMICHHTA U CTAOMIM3AIINIO CaMOTo OejTKa.

B cBoeM moxiage @. Caramra mpeactaBuI OOJIBIIIOE
YUCJIO HOBBIX ITATOTCHETUYECKUX MOAeieili OOKOBOIO
aMHOTpo(UIECKOro cKiiepo3a. B 3akmoueHMe JIeKTOp OT-
METWJI, YTO COBPEMEHHBIE JaHHBIE O TEHETMYECKOM pa3-
HOpPOMHOCTHU, a TaKXe BapHaOeIbHOCTH KIMHUYCCKOM
KapTUHBI B €Ill¢ OOJIbIIEH CTeTICHW ITO3BOJISIIOT CETOMHS
YTBEPKIATh O TOM, YTO OOKOBOM aMUOTPO(PUIECKIIT CKITe-
PO3 SIBIISICTCSI TETEPOTeHHBIM CUHAPOMOM.

HNHdbopmaTtnBHBIE 0030pbI OBUIM MpPENCTaBISHLI Ha
TeMBI caTeJTUTHBIX KJ1eToK (I batnep-bpaynn, MactutyT
Muosioruu, [1apisk) — B3pOCIIBIX CTBOJIOBBIX KJIIETOK, KO-
TOPBIC ABISAIOTCS OOBEKTOM M3YyUEHUS C LIETbIO MX JIeueO-
HOTO TIPUMEHEHMS TIPU MBIIICYHBIX TrCcTpodmsx (romre-
Ha, OKYyJIO-(hapuHTeaIbHON, BPOXIECHHBIX MBIIICTHBIX
IUCTpOo(USIX); KICTOUHON Tepanuu B muojorum (XKaH-
Toma Bunbksan, CNRS-INSERM-UPMC-AIM, IMapux);
KIMHUYECKNX UCCIIeAOBAaHNIT HEPBHO-MBIIIICUHBIX 00JI€3-
Heit (T. Boiit, CNRS-INSERM-UPMC-IM, Ilapux);
renHoi tepanuu (MB ®pom, CNRS-INSERM-UPMC-
IM, IMTapwx); MuOCTaTUHA 1 POCTOBBIX (PaKTOPOB (A. DITb-
ke, Tocrmurans Hekep, Ilapmxk). CTOUT OTMETUTH, YTO
WB ®pom Havar cBoii JoKyaa caoBaMu: « Hukorma He 3a-
OBIBaliTe, YTO €CJIM BHI MpEIioaraeTe Kakoi-1mbdo reHe-
TUYECKMIT TIpernapaT JieueOHBIM, UMMYHHAsI CUCTEMa TaK
He qymaeT!».

Brictynnenue npod. Hopma Pomepo u3 MHcTtutyTa
P. ITyankaps (ITapuk) ObU10 MOCBSIILIEHO BCEM OCHOBHBIM
(opmaM BpOKIEHHBIX MBIIIIEUHBIX TUCTPODUIL, C aKIIeH-
TOM Ha UCKITIOUUTENIPHYIO BapUa0eTbHOCTD KITMHUYIECKIX
(op™M pu TaHHO TTaTOJIOTHH.

Kiraccuaeckue 1 HOBBIE IIPEACTABICHUS O TU3UMMYH-
HBIX HelpomaTtusx TmpenctaBuia mpod. XK.-M. Jlexos
(Toctutans Canprnietpuep, Ilapmx). B wacTtHOCTH, yITO-
MuHas o teyeHun CI'b 1 mpomosmkaroriemcs crope o 1ie-
JIeCO00pPa3HOCTH MPUMEHEHUSI CTEPOMIOB, OH BBIPA3WII
COJMMIAPHOCTh C MHEHHMEM pPOTTEPIAMCKUX YYCHBIX
(van Koningsveld et al., Lancet, 2004 Jan 17) u ipu 3TOM
TIpUBeJI PeKOMEHIAIIMA AMEPHKAHCKOW aKaJIeMUM He-
BpOJIOTHH, B KOTOPBIX cTepousl ipu CI'b He pekomeHmo-
BaHbl. K.-M. Jlexxs mpoaeMOHCTpUPOBaAJl JUATHOCTUYE-
CKHE KPUTCPUU TUITWYHBIX U aTUIMMIHBIX XPOHUIECKUX
BOCITAJINTENIHBIX AeMUCTMHU3UPYIOMNX TOJIMHEHpOoIia-
it (XBJIIT), paspaboTanHbie padoueit rpymmoii EBpo-
Meiickoil emepaliii HEBPOJOTHUYCCKUX COOOIIECTB
B 2010 1., maj KpaTK1ii 0630p O CpaBHUTETHLHOMY UCCIIe-
MIOBAaHUIO CTEPOMIHON Teparnuu, B XOIe KOTOPOTO Iepo-
pabHBIN TIPUEM BBICOKMX 03 JeKcameTa3oHa (40 Mr/cyT
B TeueHue 4 THei ¢ TocienyonmM 24-1HeBHBIM I1Tane0o0-
[IEpUOIOM — OOllee YKMCIO LUKIOB PaBHSUIOCH 6) ObLI
CPaBHMM CO CTaHIapTHBIM TIEPOPaAIbHBIM IIPUEMOM IIpeI-
HM30J10Ha (60 MI/CYT C IOCTENEHHOI OTMEHOI B TeYeHME
32 mem) (Lancet Neurol 2010; 9), a Takcke TIpeacTaBuI pe-
3yJIBTaThI UCCIeA0BaHUS 3(PDEKTUBHOCTH BHYTPUBEHHOTO
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MMMYHOIJIOOYJIMHA, BHYTPUMBIIIEYHOTO MHTEephepoHa
B-1a u metotpekcara mpu XB/I1.

AKTYaJTbHOCTh M3YYCHHUSI W OINTHMM3ALNM JIeIeOHBIX
MEPOIPUSTUIA (B TOM YUCIIE PAaHHEN MOOMIM3aLMK OOJIbHBIX)
TIPY MUOTIATUHN U TTOJIMHEPOTIATIH KPUTUIECKIX COCTOSTHII
6n1a ocBetieHa pod. Crecanom Bedep-Kapcrerncom (Io-
cnutanb lllapurs, bepnun). B yacTHocTM OH pacckaszan
0 TEHETHYECKOM KOppeJIsiTe aTpodri MBIIIIEYHBIX BOJIOKOH
2-1o Trma (3kcnpeccusi reHoB MuRF1 u arporun-1), HeBo3-
OyIMMOCTH MBIIIICYHOI MEMOpaHbI B pAaHHEM KPUTUIESCKOM
COCTOSTHMM, YXYOIICHWW HEPBHO-MBIIICUYHOM IIepemnadn
1 COCTOSTHUSI LICHTPaJIbHOM HEPBHOM CHCTeMBI Ha (pOHE Me-
JMMKaMEHTO3HOM celalliil, COOTHOIIICHIE CICTEMHOTO OOMe-
Ha MHCYJIMHA Y MeTa0O0IM3Ma MBI, MAJIOTHBIX JTaHHBIX
0 TIOJIOXKUTETBFHOM 3(heKTe Kypca JIEKTPHISCKOI MUOCTH-
MYJISILIMA, HA OCHOBaHWHM pe3yJIbTaToB onoricuu u DHMI

PykoBomuTe b HEBPOJIOTUIECKOTO OTACICHUS B YHI -
Bepcutere MusnaHa JI)kuoBaHHU MeoJia B JIEKIIMU O MUO-
TOHUYECKUX TUCTPO(UIX BbICKA3all OMHY M3 TTOCICTHUX
TUIIOTE3 B OTHOIICHWM Te€He3a TaHHOTO 3a00JIeBaHUS,
a UIMEHHO — €T0 LIeHTPaJIbHOM IPOUCXOKAECHUH.

OcBemanmch MpoodIeMbl IEHTPOHYKIICAPHBIX U MUO-
3uHOBBIX MmomnaTtuii (A. byx beiio, I[eneron, IMapuxk;
A. Onadopc, Tocnurans Hlaputs, bepnun); Mmuoduopumi-
nsapHbIX Muonatuii (M. OmuBs, Tocnurtans JIpoOpurar,
Bapcenona); mbrnmeuynbix ramkoreHosoB (IT. Jladopo,
[Mapux); MuTOXOHIPUATBHBIX Muomatuii (A. Jlomo, NH-
cruryt Koman, ITapmx); 3a6oieBaHMi1, acCOIMMUPOBaH-
veIx ¢ FHL-1 (K. bon, Tociurans [Mutee CambpnieTpuep,
[Mapwmx); mbrmeyHbix HOHHBIX KaHamoB (C. Bukap, Toc-
mmtaib [Tutee CanbnieTpuep, [1apiok); MuacTeHUM TpaBUC
(C. bepu-AxkuuMm, Tocrmurans Ilutbe CanbrieTpuep,
[Mapmx); BpPOXIEHHBIX MHACTEHHMYECKUX CHHIPOMOB
(b. Ditmap, Tocmurans IMutebe Canbrerpuep, Ilapux;
ITOJTHBIN TeKCT cM. B Nel xypHana «HepBHO-MBbIIIeYHBIC
o6omesnn» 3a 2011r); CMA ¢ aucrpecc-CUHIPOMOM
nn 1 — SMARDI1 (M. Lyneke, Tocrmmatans Llaputa,
BepmH); mprnoOpeTeHHBIX BOCITAIMTEIBHBIX MUOIATHI
(0. bensenucrt, [ocrurans [Tutee Canpnerpuep, I1apik);
RYR1-accouuupoBanHsie 6one3nu (Ix. JlyHapau, YHu-
BEPCHUTETCKUIT TOCTIMTANIb, [peHOO).

7151 Bcex MOKJIAmoB ObUIa XapaKTepHAa MpaKTHIeCcKast
HampaBJICHHOCTh HCIIOIb30BAHUS TTOTYUYCHHBIX HAyUHBIX
IAHHBIX — C IIeJIbI0 Ooylee TOHKOW muddepeHIaim
HEePBHO-MBIIICYHOI TTATOJIOTMH, BHEAPSHNS TIPEHATAIbHOMN
JMMATHOCTUKM, JICUSHMS HA PAHHUX U TIPOIBUHYTHIX CTAIMSIX
6osie3Hu. Takke momyepkuBagach HEOOXOIMMOCTb MEXKITY-
HapOIHOTO COTPYIHMYECTBA 1 paOOTHI KOMAHIIbI CITCIIAAIH -
CTOB TSI ONTUMU3AIMN TIOMOIIN OOJIBHBIM M HAyIHOTO
00BSICHEHMS MTaTOTeHE3a JAaHHbBIX 3a001eBAaHUIA.

IMocne oKOHYAHMS IITKOJIBI TTIPOBOIMIICS TBYXTHEBHBIM
ceMHrHap MIJ1T HeOO IO TPYIIITEI CTYICHTOB IO HEMHBA -
3UBHBIM METOIAM HUCCIICTOBAHMS IIPY HEPBHO-MBIIIICYHBIX
3a00JIeBaHUSIX, OPTaHM30BAHHBIN TUPEKTOPOM Jlabopa-
topun RMN-AIM-CEA (MaCcTUTYT MHOJIOTMH, [Tapmx)

Ilpenodasamenu u cmydenmot 14-ii Jlemueii wikonvt no muonoeuu, utons 2011 2.

IIsepom Kapinbe. IlepBast yacth ObLia IOCBSIILIEHA pac-
CMOTPEHUIO HOBBIX JIWAaTHOCTUYECKUX METOIOB IS
OLIEHKM ABUrartesbHoi dyHKumuu, uHxeHep 2K.-M. Erpenb
(Toctiurane Ilutee Cambrierpuep, Ilapmk) pacckaszan
0 HOBEMIIMX aIaparax, MCITOJIb3yeMbIX B TaHHOM 001acTH
(Locometrix-2, ELIT, VICON systems). Bo BTopoii vactn
Ilbep Kapnbe geranbHO pacckaszan o meroauke MPT
MBIIII] ¢ MATEMATUICCKUX 1 (DM3MIECKHX ITO3UIIHIA; O He-
MOCTAaTOYHOM MoKa3aTtenpHOCTH Y3W I yTOUYHEHUS
MBIIIIEYHOM TTAaTOJIOTUH B CBSI3U CO CIOXHOCTBIO Tudde-
PEHILIMPOBAHUS OTIACITHHBIX MBIIIIII, MAJIOH IJTyOMHOM TTpo-
HUKHOBEHMSI CHUTHAJIa, HEBO3MOXHOCTBHIO ITPOBEIACHMS
V3U MbIIILL BCero Tena; 0 MpeuMYyIIecTBax MIpuMeHeHUS
MPT nepen KT, B yacTHOCTU OTCYTCTBUU PEHTTEHOBCKO-
TO OOJTyYEHMSI, CTIOCOOHOCTH BRISIBICHUS (hMOpO3a, Hea-
BUCHUMOCTH MP-uccnenoBaHmMsT OT HaIW4Us OTE€Ka WU
BOCTIAJICHUS B TKAHU, €T0 CITIOCOOHOCTH M hepeHIINPO-
BaTh TKaHU, a TaKXKe TaKWe JTOTOJHUTEIbHBIC CBOMCTBA
MPT, kak ¢yHKIMoHaIbHOe MP-uccienoBanue u Bo3-
MOXHOCTh OITpeneieHnsT MeTaboiau3Ma MbIil. [Ibep
Kapibpe 0003HaYMIT OCHOBHEBIC 3a1a41 ¥ TPYTHOCTH B LN~
poxkom nipuMeHeHur MPT mbiii. Tak, oH paccuuThIBaeT
Ha ucronb3oBanre MPT c 11e1b10 JOTTOTHUATETFHOTO (0CO-
OCHHO B TeX Clydyasx, KOrma SMIIMPUYECKH W3BECTHO,
YTO TIOpAKACTCsI OIpeIeIeHHAsI IPYIIa MBIIIII, HalIpUMep
acMMMeTpUYHAsT 3aMHTEPECOBAHHOCTD MBI Oeapa Tpu
dammocKamnyJoryMepalbHO AUCTPO(GUN) ITHATHOCTH-
YECKOTO METOMa MPUW MBIIICYHOM ITaTOJOTUM B paMKax
YCTAHOBJICHUS €€ KOHKPETHOTO BUIA 1 CTaanH (IT0 XapaK-
Tepy M3MEHEHUI B MBIIIIAX — TPO(PUIECCKOMY CTaTyCy
¥ IeTeHepaTUBHBIM U3MEHEHMSIM (rpamamus 1—4), a B Oy-
OyIIeM — JUII MOHMTOpHWHTa 3((GEKTUBHOCTA TEHHOMU
tepanuu (pyHkumoHanbHas MPT). [1aBHpIMM orpaHmMye-
HUSIMU TSI LLUPOKOTO ucnoib3oBaHus MPT, nomumo ee
CTOMMOCTH, SIBJISIETCSI OTCYTCTBME METOIMKU TIO BBIIETIC-
HUIO0 KOHKPETHOM MBI (B YACTHOCTH, M3-3a HE3HAHUS
TIPUYMHBI CeJICKTUBHOTO BOBJICYCHUSI MBIIII), ¥ (PU3UKO-
MaTeMaTUIECKHUX CIIOKHOCTSIX MpH ee pa3padborke. [Trep
Kapisibe oTMeTn1 Takke Apyrue 0COOEHHOCTH, 3aTPYIHSI-
romue npumeHeHrue MPT mbiii: Tak, 00J1acTh Mpearlie-
Ybs SIBJISIETCSI CaMOI CIIOKHOM IJIST MCClIeNOBaHMST 13-3a
TPYAHOAOCTYITHOCTA W HAJIMIHUS KOHTPAKTYp (B CBSI3U
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HepBHo-MblweYHbie
BOJNIE3HH

C 9THUM UTAJIbsIHCKAsl KOMITaHUST pa3pabaTbiBaeT crelua-
JIM3UPOBAHHBIE allIapaThl I OTACTbHBIX KOHEUHOCTEI);
JIPYTUE CJIOXKHOCTU CBSI3aHblI C HECOBEPLIEHCTBOM IIPO-
TPaMMHOTO 00eCIIeYeHUSI, HETOCTATOYHBIM TUDhEpeHIIN -
pPOBaHKEM BOCHAIUTEILHOIO MTPOLIECCA, FETEPOTeHHOCThIO
MbILIEYHOrO curHana. Hanm Bcemu aTumu mnpobjiemMaMu
pabotaet komaHzaa [1bepa Kapnibe.

B oauH u3 BeuyepoB cocTosiiach YHUKaJIbHAs BCTpeya
JIOKTOPOB, TIAIIMEHTOB 1 X pOICTBEHHMKOB B [1apke dPio-
panb B Buacen — Cemeiinblii meHb AFM, TIOCBSIIICHHBII
MMPaKTUYECKUM BOIIPOCaM MUOJIOTUHM (peadrIiTaIliuy, TICH-
XOJIOTMUECKOM TOMIEPKKE, COLMATN3ALINY OOTbHBIX).

bosblioe BrieyaTieHe Ha BCeX MPOM3BEN TOKYMEHTAIb-
HBIN (DUITBM O CYIIPY>KECKOI ITape, B KOTOPOI XKeHa CTpagaeT
CMA (tun V), npyuHrMaroIiieit perieHre o 3a9aTiui peoeHKa.
B ¢mipMe mmokaszaH Bech mepron 6epeMEeHHOCTH, a TaKKe
ponpl, 0003HAYEHBI «IIPO» M «KOHTPa»-apryMEHTHI TAKOIO
perreHyst. GUIBM BbI3BAJI HEOMHO3HAYHYIO PEAKIIMIO 3aa,
OIHAKO OOJIBIIMHCTBO 3puUTeJiell (COCTOSIILMX MpPEeuMylle-
CTBEHHO W3 MALIMEHTOB C HEPBHO-MBIIIIEYHOM TTATOJIOTHECH)
BbIPA3WJIM CBOE UCKPEHHEE YYaCTUE U COUYBCTBUE CYMpPYXKe-
cKoit mape. Bce repou 3T0ro J0KyMEHTaJIbHOTO KMHO, B TOM
YHCJIe U CaMblii MaJIEHbKUIA, TPUCYTCTBOBAJIN HA CLIEHE.

Bbruta oprann3oBaHa BBICTaBKa IMPAKTUICCKUX M30-
OpeTeHuUit Wil oberyeHus: ObiTa MAMEHTOB C HEPBHO-
MBIIIIEYHOM ITaToorueii. Beuep corpoBoxkmascs urpamu,
IIap>kaM#, KOHKYPCaMM M TaHIIAMU C Y9aCTHEM BCEX Ke-
Jarorux. Beyep 3aBepImiacst yKMHOM, TIe CaMble aKTHB-
HBbIC YYaCTHUKHU TPEICTABIIM KyJIMHApHBIC M3BICKU M3
Bcex pernoHoB PpaHINN.

CrnemyeT OTMETHTh, YTO CPEICTBA Ha OpPraHM3aIUIO
JMAHHOTO MEPOIPUSTHS OBUTM COOpaHBI TIPY ITOMOIIM OJIa-
TOTBOPUTENIbHOIT SMS-cucTeMBl, B KOTOPOW MPUHSIIN
ydJacTHe MPOCThie TpaxnaHne O paHIInu.

ITo oxonuanuM JleTHE IIKOJIBI CTYIEHTHI TTOIYYIIA
cepTU(dUKATH YUaCTHUKOB, a TAKIKE JICKIIUU BCEX TOKIIAI-
YUKOB B 3JICKTPOHHOM (hopMaTe M OTHEeIbHBIC ITeYaTHBIC
W3IAHMS.

YuacTHMKY IIKOJIBI BRIpaXKaroT OOJIbIIYIO OJjlarogap-
HocTh M TipusHareabHocTh OHMB 3a mpenocraBieHue
YHHUKAJIPHOI BO3MOXKHOCTHA OOYYCHMS Yy BEAYIIUX €BpPO-
MEMCKUX CIELUATIUCTOB.

Jlonoanumenvnas unghopmayus — na caiime www.institut-myologie.org

Martepuain noarorosuia Mapus Kosaavuyk

75



