Kongpepenyuu, cumnosuymol, cosewjanus

HepBHo-MbiweYHbie
BOJNIE3HH

Omyem o 5-i MBH{IIVHapﬂﬂHOﬂ wiKone muonoruu
CaHkT-letepbypr, 29 maa — 2 uoHa 2013 r.

C 29 mas o 2 mronst atoro roga B Cankr-IletepOypre
npoxoauia 5-1 MexayHapoaHas 111Kojaa Muosioruu. fopon
Ha HeBe yxe B 4-ii pa3 mpuHnMaeT ppaniy3ckuii MHcTH-
Tyt MuoJsioruu (Institut de myologie, IM, ®panunst), Ko-
TOPBIH TIOAIEPKUBACT TECHbIE KOHTAKTHI C HEBPOJIOTaMU
Poccrm 1 Cankr-IleTepOyprckoii acconnanmeiil oomecT-
BEHHBIX OOBENMHEHUI pOAUTENel AeTeii-NMHBaJINIO0B
(TAOOPION).

MexmyHapoaHast MMOJIOTHYeCcKasl IITKOJIa, OCHOBaHHAST
Ha TeCHBIX (DpaHILy3CKO-POCCUICKIX KOHTAaKTaX CITeIa-
JINCTOB, OCHOBHOI IIEJTbIO0 CTABUT IOBBIIICHUE YPOBHS
ITOATOTOBKM Bpadell, CIeHMaTN3UPYIONINXCI B 00JIaCTH
OoJre3HEll HEPBHO-MBIIICYHONW CHUCTEMBI — HEBPOJIOTOB,
maToMopdoJI0roB, TCHETUKOB, HEMPO(U3MOJIOTOB, PEHTTE -
HOJIOTOB, HEHPOXMPYPTOB, OPTOIIEAOB, PEaOMINTOIOTOB,
TICUXOJIOTOB. ExXeromabIe 3aHATHSI B MUOJIOTMYECKOM IITKO-
JIe 3HAKOMSIT TIPUCYTCTBYIOIINX ¢ HOBBIMM THMATHOCTHYE-
CKHAMU U JIeYeOHBIMU METOINKAMH.

B atoM roay niepBbiii aeHb LIIK0IbI ObLT MOCBSIIIEH Op-
TaHM3AIIMOHHBIM BOITpOcaM B MUOJIOTHH. OTKPHIBAJI CECCUTO
mpod. .M. Pynenko (Cankr-IletepOypr) ¢ mokimagoM 00
OpraHM3anuy TIOMOIIM OOJHHBIM C HEPBHO-MBIIICUHON
marojiorueit B ropone Ha Hese. OH 0c000 OcTaHOBMIICS Ha
ycrexax, JOCTUTHYTBIX 332 BpeMsl COTpyITHMYeCTBa ¢ MIHCTH-
TyToM Muojoruu, POpaHIly3cKol accolmareil MpoTUB
Muoratuii (Association Francaise contre les myopathies,
AFM) u TAOOPIIN. B 10 ke Bpemst I.U. PyneHko ocobo
MMOMYEPKHYJI, YTO ITO-TIPEKHEMY MMEIOTCSI 3HAUUTETHHBIC
TIPETIITCTBHS VTSI TIOJTHOLIEHHOU 1 3(p(heKTUBHOI pabOTHI B
TTAaHHOM obacTu. B mepByro odepenpb 3To CBSI3aHO ¢ nedu-
LIMTOM HEBPOJIOTOB-MHOJIOTOB, a TAKXKe CITCIIMAICTOB Te-
HETHUKOB, TTATOMOP(MOIOTOB, PEHTTEHOIOIOB, 0€3 KOTOPHIX
CErOMHST HEBO3MOXKHA ITOMOIIb OOJIBHBIM C ITAaTOJIOTHEH
MBIIIIII 1 HepBoB. B mokiame 0bu1a paccMoTpeHa v ipodjiema
nmeduirTa CreaaIrucTOB IO PeaduIMTaIluN, TICXOJIOTOB,
pelreHne KOTopoil He MeHee BaxKHO, YeM OCHAIIICHUE CIIe-
IMAJTM3UPOBAHHBIX IICHTPOB BEICOKOTEXHOJIOTMUHBIM AHar-
HocThuecknM obopynoBaHueM. [Tpodeccop odpaTir BHU-
MaHMe Ha IIpo01eMbl (DMHAHCUPOBAHMS Y TOCYIAPCTBEHHOM
TTOMICPKKY YUPEKICHU, 3aHNMAIOIIXCST HEPBHO-MBIIIICU -
HBeIMHI 3a001eBaHnsIMI (HM 3), a Takke Ha HEMOCTaTOYHYIO
COIMAJTM3ALINIO TAIIMEHTOB Y IIPEOIOJICHHE TIPeIyOeKICHMS
CO CTOPOHBI OOIIIECTRA.

[IpoGmemMaMm pa3BUTHUSI POCCUICKON MMOJIOTUM KakK
MHOTONPOMMIBHON HAYKN 1 BOSMOXHBIM ITyTSIM UX pelie-
HUs 66U TTocBsIeH nokian rnpod. C.C. HukutrHa, mpen-
cematesst O0IIIecTBa CIIEIMATMCTOB IT0 HEPBHO-MBIIIICYHBIM
oone3asiM (OHMB). O6cynuB MpUIMHBI OTCTaBaHUS OTE-
YECTBEHHOI MUOJIOTUH, JOKJTATINK paccKasaj 00 ycIrexax,
IIOCTUTHYTBIX B Poccuu B 001acTh TeHHOI THMArHOCTUKM.

Cerogng B nadoparopun JJHK-amarnoctiku, pyKoBoan-
Moii ipod. A.B. TTonsIKoBbIM, OOILIEAOCTYITHO OTpeeIeHIe
oosee 200 nacnencrBeHHbIx 0onesHent. C.C. Hukutud ne-
TaJbHO OCTaHOBUJICA Ha 1esisax 1 3anadax OHMB, oprann-
3oBaHHOrO B 2010 I, Moka3aB 3(p(eKTUBHOCTD IMMPOBOIMMbBIX
00pa3oBaTeTbHBIX CEMUHAPOB, KOH(MEePEHIINIA, U31aTeTh-
CKO¥1 IeITeTbHOCTH 1 MEKIyHAPOITHOTO COTPYIHNYCCTBA.
OH TakKe 03HAKOMUJI ¢ riepcriekTiBamu pa3sutusgs OHMDB,
OTMETHUB HEOOXOIMMOCTh O0yICHUSI U TIOBBIIICHUS KBAJIH-
(prKamm pOCCUICKMX CTIEIIMATMCTOB KaK B OTCUECTBEHHBIX
KJIMHMKAX, TaK 1 332 pyOeskoM, ITPOBEICHMSI COBMECTHBIX C
3amaIHBIMA KOJUTeTaMU HayYHBIX UCCIeIOBAaHUI B 001aCTH
KJIMHUYECKOI, MOJIEKYIISIPHOI MUOJIOTHH, a TAKXKe pa3pa-
OOTKM KpUTEPUEB W aJTOPUTMOB AuarHocTuku HM3
C YIETOM IOCTHKEHUM MOP(MOIOTMIECKIX 1 HEHPOBU3ya-
JIN3aIIMOHHBIX METOIOB MCCIICIOBAHNS.

IlepByro uyacth pabouero mHga C.C. Hukutmn
un JI.1. PyneHko 3aBepIIijii COBMECTHBIM IIPMBETCTBHUEM
npesuneHta TAOOPIUN M.A. YpmaHueeBOii I pyKOBOAV-
MOTO €10 KOJIJICKTHUBa, OTMETUB POJIb OOIIIECTBEHHBIX OP-
TaHW3AIMI B TIPOBEICHUH TTOTOOHBIX MEPOITPUSITHA.

JoxiTambl BBI3BAJIN XKapKyI0 IUCKYCCHIO, TTOCIEe KOTO-
POt TIPUCYTCTBYIOIINE B ayIUTOPUH HEBPOJIOTH TIOIETH-
JICh WH(pOPMAILIE O COCTOSSHUN MUOJOTUHM B pa3HBIX
pernoHax Poccuiickoii ®enepanuu. Bee BrIcTymaroIme
COIIUTMCH BO MHEHHMH O TOM, YTO YPOBEHB CITCIINATN3UPO-
BaHHOW HEBPOJIOTMUYECKO ITOATOTOBKY HEICTATOUEH, TIPHU
3TOM OTMEYEHHI 1IeJICYyCTPEMIIEHHOCTh MOJIOMIBIX Bpadeit
B YIJIyOJICHUY 3HAHWI, TIOHUMaHWE 1 JKeJJaHue CIeIna-
JIN3UPOBATHCS B 00JIACTA HEPBHO-MBIIIICYHOM ITaTOJIOTHH,
CTpeMJICHHE OBJIaieBaTh HOBEUIIIMMU TUaTHOCTUIECCKIMU
meTtomamu. [IpencraBuTenu pernoHOB TMTOTYCPKHYIN HE-
MOCTAaTOYHYI0 MH(MOPMAIIMOHHYIO MOIACPXKKY M3 IICHT-
poB, 3aHMMarImMxcsa Tpobiaemamu HM3, oTrmermiau

Pa3zbop kaunuueckoeo cayuas edym (caeéa — Hanpaso)
npo. A. Ypmusoepea (Opanyus) u npog. b. Y00 (Quunsuous)
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HepBHo-MbileYHbIe
BOJNIE3HH

Konghepenuuu, cumnosuymol, cogeuanus

CJIOXKHOCTH 3a00pa ¥ TPAaHCTIOPTUPOBKHU MaTePUAIOB IS
JHK-n1m1arHocTuku B COOTBETCTBYIOLIME JIaOOpaTOpUH,
HEIOCTaTOYHYIO PACIIPOCTPAHECHHOCTD aJITOPUTMOB BBI-
SIBICHUSI pa3HBIX HACJEACTBEHHBIX OOJIE3HEH M CXeM
muddepeHINaTbHON TUaTHOCTUKU. Bce mpucyTcTByIO-
IIKe B OYepeaHON pa3 MOTHUMAIN BOIIPOC O HEOOXOMM-
MOCTH TIOJTHOLICHHO (DYHKIITMOHUPYIOIIETO perucTpa Ia-
IIMEHTOB.

B 3aBepiieHme mHS ObUI OpPTaHMW30BaH <«KPYTJIBIN
CTOJI», 3aadeil KOToporo ObUTa pa3padoTKa ajropurMma
TeWCTBUIA, HAIIPaBJICHHOTO Ha BKIIIoUueHne Poccun B mmot-
HOIICHHBIE YYAaCTHUKM €BPOIIEHICKOTO COOOIIecTBa II0
0opbbe ¢ MUOIIATUEH.

IMocnenyromme 3 qHs padoThl LIIKOIBI OBIITN MOCBSIIE-
HBI HETIOCPEICTBEHHO MEINIIMHCKIAM W HayIHBIM BOITPO-
caM muosioruu. Ha yrpeHHel 1 THEBHOM CECCHUSIX TIPO3BY-
yasu 7 TEOPETUYECKUX JOKIIANIOB; €KETHEBHO ITPOBOIWIIVCH
1o 3 Tapaiyie TbHBIX MHTEPaKTUBHBIX CEMUHApa, Ha KOTO-
PBIX OOCYXXKTAJIM BOIPOCH KIMHWUYECKOM TMArHOCTHKM,
TMICTOJIOTUH MBIIICYHOM TKaH!, MBIIIICYHOM BU3YaIN3allui
(MarHUTHO-pe30HaHCHAasT ToMorpadus MbI). Kaxmbrit
pabouuii AeHb 3aBeplIAICS KIMHUYECKUM pa3dopoM Ha-
OITIONEHUIA, TIPEACTABICHHBIX POCCUICKIMU CTICTINAICTA-
mu. Opranauszatopsl IIIKonbel m 3apy0OeskHBIE KOJUIETH
CMOTJIA OBICTPO HAJIAMUTH KOHTAKT C TIPUCYTCTBYIOIITMM,
BOBJICYb UX B aKTUBHYIO JUCKYCCHUIO, CO3IaTh JOOPOXKeIa-
TeJTbHYI0 aTMOC(hepy 0OMeHAa MHEHUSIMU.

M3 3apy0OeKHBIX KOJUIET JOKJIaabl MpeacTaBuiIn AHIO-
Hu Yptuzoepea (®pannus), beaprae Yon (OunmssHams),
Xanc Ie6ens (Iepmanus), [Teep u Pobep Kapnbe (Opan-
mmst), a Takke Bepuep Il tenuens (Tepmanmst) n Xamku-
onmsndopoy Oumsudopoc (Kump).

TemaTnka DOKJIamoOB OXBaThIBasla KAK OCHOBBI MUO-
norum («BBemeHne B KMMHUYECKYIO MUOJIOTHIO», A. Yp-
tu3depea, B. Ilrenuens, .M. Pymenko; «BBemeHue
B TMCTOJIOTMIO MBILLIEYHOI TKaHU», X. [e0enn; «BBeneHue
B MEIMIIMHCKYIO TeHETUKY B C(hepe HepBHO-MBIIIICUHBIX
pacctpoiict», b. ¥Yaa), Tak 1 OCHOBHbIE BUbl IEPBUY-
HO-MBIILLIEYHOH BPOXAECHHOI U TPUOOPETEHHOI MaToJI0-

run («CrmmHaabHasI MbIIeyHas atpodus», 1. Pymerko;
«bonesns [lommne», A. Yptusoepea; «BpoxaeHHast MbI-
mevyHas auctpodusi», P. Kapnwe; «BocnanutenbHast
muormnarus», B. llltenuens; «Juie-aomnaroyHas miedeBas
MbIIeYHas guctpodust», 1. Pynenko; «[Iucrpodpuueckue
n Henuctpoduueckue MuotoHum», C. Kypbaros; «/Iu-
crpoduHomatnm», [. Bromaseir; «/JIuctpodus JleiineHa»,
«J[ucranpHass muonatus» b. Ynn;, «HeBponormueckue
macku 6osie3nu Mabpu», JI. Kyzenkona; «HeBponmormnue-
CKHe TIpOSIBIEHHMS ocTpoil mopdupuu», E. INummk)
1 COBPEMEHHBIE TATOTEHETUYECKME ACTIEKThl MbIILIEYHOMN
natonorun («IlepBUUHBIC KaHAJOIMATUW: Ha TPaHUIIE
KapIuOJOTUU U HeBpoJjiorun», E. 3akisa3pMuHCKAT).

B noxnagax Takxke ObUIM OCBEILIEHBI ACTIEKThI 10Ka3a-
TeJbHON MeaunuHbl («THHOBaIIMOHHBIC KPUTEPUU 3(-
(EeKTUBHOCTY B KIIMHMYECKUX UCITBITaHUSIX», [1. Kapibe),
Teparmu IePBUYHO-MBIIIIeTHOI maTojiornu («Kirerounas
M TeHHas Tepanusl NMpyu aJTMMEHTAPHOU MbIIIEYHOU Av-
crpodun», «OOMEH OIBITOM Y MHHOBAIIMOHHBIC METOIBI
teparmu HM3», A. Yptusoepea; «HoBbrIit moaxon K pea-
owmuranmu nmaureHToB ¢ HM3 ¢ momoripio MeTona KuHe-
suorepanuu K-SET», X. Ouusudopoc; «Peadbunuramnus
0ompHBIX ¢ HachencTBeHHbIMU HM3», H. I1laxoBckast).

IMocneanuii nens I1Kkobl, aHOHCUPOBAHHBIN KaK 1€Hb
«BMecte pamm gereii», OBIT ITOCBSIIEH BOIPOCaM MHHOBA-
LIMOHHBIX METOAOB Tepanuu, peaduiuTaluuu OOJIbHBIX C
HM3. beimn mpoBeieHbl THAMBUIYAIbHBIC KOHCYJIBTALINHT
MaluMEeHTOB U WX POAUTENIEN, TPYMNIIOBOE OOCYXXAEHUE C
y4JacTHeM CIEeLIMAIMCTOB 1 YJIEHOB ceMeil. B TeueHue Bcero
JHSI BeAyllMe TBOPYECKUX MACTePCKMX, MpUIJIallleHHbIE
TAOOPIU, npoBoaniii MHTEPAKTUBHBIE WUTPHI, MacTep-
KJTacCHI TT0 METOIaM COIMATbHOM amartaruy gereit c HM3,
KOHKYPCBI TSI JIETeN U UX pOACTBEHHUKOB.

Het comHeHuii, 4yTo npoBeneHne nogooHoi Mexmy-
HapOJHON MUOJOTMYECKOM 1IKOJIbI MOJIE3HO Y UHTEPECHO
BCEM yYyacTHHMKaM — BpayaM, NallM€eHTaM U POAMUTENSIM, 1
11e1eco00pa3Ho Kak B CBETE MOJYYEHUS] HOBBIX 3HAHUIA,
TaK U HOBbIX KOHTAKTOB.

M. Koganvuyx



