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BsepeHue

HN3ydyeHue HepBHO-MBbIIIeYHBIX OoJie3Helr (HMDB)
B Poccum 6b110 mHMMmrpoBaHo Binagumupom Kapiosuuem
PoroMm u matupyercs 2-it nonosuHoi XIX B. B xone pas-
BUTHS MEIWLIMHCKOW HAyKM CTajla OYeBUIHOW BaXKHOCTH
M3YJIECHUSI TCHETUKM B KOHTEKCTE BCE HEPBHO-MBIIIEYHOM
MaToOJOTMU U MUOJIOTUM B YacTHOCTH. 1ocse 6ypHoro pac-
uBeta B 1920-e ronbl reHetrka B CCCP Ha gosiroe Bpemst
TToTaJia Mmoj 3arpeT Kak «0ypyKyasHast HaydHast JUCIIMTLII -
Ha», rccaenoBaHusl B oojgactu reHeTuku HMB Oblnu cyiie-
CTBEHHO orpaHuueHbl. [lociencTBus 3ampera TeHETUKH
B CCCP okazanuch KaracTpo(pUueCKMMHU JaKe MOCJIe TOTO,
KaK OBIIM CHSITBI BCE TIPETPaIbI IJIST pa3BUTHS 3TOM TUCIIH-
IUTMHBL. HE3aBUCHUMO OT CO3IaHUS CIeIUATN3NPOBAHHBIX
LIEHTPOB M aKTUBHOTO MEXIYHApOTHOTO COTPYIHUYECTBA
otcTaBaHMe B objactu HMDbB akTyajibHO 110 ceil AeHb.

3apoxaeHue HepBHO-MbIWEYHOI obnacmu HayRu

U 3anpem resemuru

OCHOBBI MICCJIEIOBAHUI IO HEPBHO-MBIIIIEYHOM TaTO-
siorum B Poccun 3anoxensl K.B. PotoM Bo 2-1f TojioBMHE
XIX B. [1]. I[IepBeiM B Poccuu M Obl1a cocTaBlieHa Kjlac-
cudukaunss HMb 1 yctaHOBIIeH MOpsSiAOK MaTOJI0roaHa-
TOMMYECKUX M TUCTOJIOTMYecKuXx ucciaemoBaHuii HMb
(1876). OcHoBHbIe Tpyasl K. B. Pota mocsiieHbl HacIed -
CTBEHHBIM MUOITATUSIM Y TIPOTPECCUPYIOITM MBIIIEYHBIM
arpodusIM, OTHUM U3 TIEPBLIX B MUPE OH OIHMCAJl MUOTIa-
TUU C AUCTaJbHBIM Ae00TOM. TeM He MeHee MUOJIOTusI
He BBIAENSAIACch KaK U30JIMPOBaHHAas 00J1aCTh UCCIeA0Ba~
HUII U paccMaTpuBajiach B paMKax oOIleil HEpBHO-MbI-
IIIEYHOU IaTOJIOTUM.

C navanoM XX B. CTAHOBUTCSI OYEBUIHON BaXKHOCTb
TeHEeTUYECKUX UCCIeA0BAHUI ]I pa3BUTHSI HEPBHO-MbI-
LIeYHOI NpobaeMaTuky. [lepBoHavanbHbIe IIMPOKOMAC-
ITaOHBIE MCCIIeOBaHUSI B 00JacT TeHeTuku B 1920-¢

roabl B CoBeTckoM Coro3e Ha KOPOTKOE BpeMsT OTKPbLIN
BO3MOXHOCTH IS IpOrpecca B reHeTUKe 00JIe3Hel yeao-
BeKa M HEPBHBIX 0oJie3HEel B yacTHOCTU. OCHOBOIIOIOX-
HUKOM T€eHeTUYECKUX UCCIeNoBaHU yeaoBeka B Poccun
seasetcss Hukonait Koncrantunosuu Kosbos (1872—
1940), opranuzoBasiiuii B 20-e rogasl XX B. IEPBYIO B MU-
pe TeHeTHYEeCKYI0 KOHCYIbranuio. Kpyr mHTepecoB Hay4-
HOW TpymIbl, paboTarolleil IMOJ €ro PYKOBOJICTBOM
OXBaTBIBaJI CaMBIe pa3HbIe 00JIACTH T€HETUKM, a OTKPBI-
THS, CAEIaHHbBIC BIIOCICACTBUM €ro YYeHUKaMU, BHECTU
CYIIIECTBEHHBIN BKJIaJ B MUPOBYIO HayKy. [lapayieabHo
¢ H.K. KonblioBbIM reHeTHuyecKasi TeMaTuKa aKTUBHO
pa3BUBaIach IO PYKOBOICTBOM JPYTMX KPYITHBIX YICHBIX:
B 1924 1. B.®. 3esiennH ocHoBa KnmHWYeCKUit MUHCTUTYT
(YHKIIMOHAIBHON TMArHOCTUKU U 3KCIIEPUMEHTAIBHOM
Tepanuu, nepedopMUpoBaHHBIN B KoHLE 1928 T. mpod.
I.C. JleBuTOM B KaOMHET HACJIEACTBEHHOCTU U KOHCTUTY-
LIMY 9ejIoBeKa Ipru MeanKo-0MoIOrMIecKOM WHCTUTYTE
U pacuidpeHHbIi B 1930 1. 10 reHeTUYEeCKOro OTAeIeHMUS;
B 1920-¢ rogsr C.H. laBnieHKOBBIM OblJTa OpraHr30BaHa
MEIMKO-TeHeTIIeCKast KOHCYIbTamyst B Mockse, aB 1934 1. —
B JleHuHrpaze.

Cepreii Hukonaesnu JlaBunenkos (1880—1961) mpu-
3HAH B MUPE OTHMUM M3 OCHOBOIIOJIOKHIKOB MEIUIIMHCKOMN
reHeTuku. OH BIIepBBIC BHIPA3UII UICI0 O HEOOXOTMMOCTHI
«IIPaBWJIBHO OTHEJISTh MHIVBUIYaIbHBIC BApHALINH B ICHCT-
BUU OTHOTO M TOTO X€ HACJEACTBEHHOIO (pakTopa OT
BapMallMi CaMUX HACJIEICTBEHHBIX (hbaKTOpoB». bymydumn
KJIMHMUIIICTOM M YYEHBIM, OH OOOCHOBAJI TCHETUICCKYIO
TeTepOreHHOCTh OOJIe3HEW M A0Ka3aJl HEOTHOPOIHOCTH
MHOT'MX HO30JIOTHYeCKUX (hopM, pa3padoTaj OCHOBBI T€O-
PUM TIOJIUTEHHBIX, MYJIBTU(haKTOPUAIBHBIX 3a00J1eBaHUI
1 BBEJI IOHSITUE «<HEUPOTEHETHKA», UCIIONb3YeMOE CETOMHS
Bo BceM Mupe. B 1925 . C.H. JlaBuaeHKOB BbIIBUHYJI TH-
TMOTe3Y, COIJIaCHO KOTOPOil pallMoHaIbHas KJIacCUMDUKALIMS
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HACJICICTBEHHBIX 3a00JIeBAHUM IOJKHA IIPEICTaBIISITH
c000I1 «KaTaJIoT TeHOB, a He (PEHOTUITMIECKIX OTINIMI».
[IpenckazaHHBINM UM KaTaJIOT TeHOB OBUT CO3IaH ITO3THEE,
B 1966 ., B. MakKbiocukoM. IIpensunenue C.H. JlaBu-
JIEHKOBA MOCIYXXIIO OCHOBOM JATBHEHIIINX TeHETUICCKIX
HCCIENOBAaHMI II0 KapTUPOBAaHUIO XPOMOCOM. JIWMIIIb
B 1970-X romax TeHeTUKH IMPUCTYIUIN K CUCTeMaTU3alNI
T€HOB, YBCeHUYABIILIEHCS CO3MaHMEM ITIPOTPAMMBI MOJICKYIISIp-
HOM paci¢ppoBKU TeHOMA YeJI0BEKa.

HecMotps Ha Goiblive ycrexu, JIOCTUTHYThIe B 00J1a-
ctu reHeTKH B CoBeTckoM Co103¢, B CBSI3U C MOJIUTH3a-
LYei HayKu ee OypHOe pa3BUTUE ObLIO MPUOCTAHOBIEHO
HauyMHas ¢ KoHIIa 30-X roI0B MPOIILIOrO CTOJIETHSI Ha IO~
caenymolme 35 JeT, a MeIUIIMHCKAs TeHeTUKAa KaK TUCIIH-
IUIMHA ObLIa NCKJTI0YeHa M3 00pa30BaTeIbHOIO IIpoIiecca.
CrencTBueM 3arpeTa TeHETUKU CTaJIo Pe3KOe orpaHuye-
HUE U3YYCHUSI HEPBHO-MBIIIICUHON MAaTOJIOTUU M MUOJIO-
My B yacTHOCTU. JInib B 1964 1. 1Tociie U3gaHusl KHUTH
«BBeneHMe B MEAULIMHCKYIO T€HETUKY» JIEreHIapHOro
yueHoro Bnagumupa INaBnosuua D¢ppoumcona [2] B Co-
BeTckoM Colro3e HayaJloch IMOCTEIEHHOE BO3POXKIEHHUE
TeHETUKU KakK HayKu. [TocnencTBus JIMTEIbHOTO 3anpeTa
Ha U3y4eHMe FeHEeTUKU Y TOHEHUU Ha yYEHBIX He YIaJloCh
MPeoJ0JIeTh JaXe ITyTeM CO3MaHUSI MHOTOYMCIEHHBIX
LIEHTPOB 10 HEPBHO-MBIIIEYHO! MATOJOTUN W PA3BUTHS
MEXIYHAPOIHOIO COTPYIHMYECTBA. MaJIOYMCIEHHOCTh
MPENoIaBaTeIbCKUX KalpoB, OTCYTCTBUE JTOCTATOYHOTO
BHUMAaHUS K JaHHOH Ipo6jieMe CO CTOPOHBI TOCYIapCTRa,
reorpaduyeckasi pa3o0ILIEHHOCTb PErMOHAIbHBIX LIEHTPOB
MPEACTABIISTIOT CEPhE3HBIC TPYIHOCTH JJISI OCYIIECTBIICHMS
YHAGHUIIUPOBAHHOTO TTOAX0JA B OTUATHOCTUKE, JICUCHUN
1 BEICHUY y4eTa HEPBHO-MBIIIICYHBIX OOJTbHBIX.

PasBumue HepBHO-MbIWEYHOr0 HanpaBneHus

B Cankm-Memep6ypre u Mockse

B 90-x romax XX B. IOSIBJICHHUE B pa3HBIX PETMOHAX
Poccnu acconmaninii, HalrpaBJICHHBIX Ha COTPYTHUYCCTBO
Bpauel ¥ MAllMeHTOB, TOCIIYKIIIO UMITYJIbCOM JIJISI pOCTa
WHTepeca ¥ pa3BUTHUSI HEPBHO-MBIIIIEUHOTO HATIPABJICHUS.
I[ToMUMO aKTUBHOM COLIMAIBLHOM MTOMOIIM TaHHBIC OpTa-
HU3aIlMW BHECIIN CYIIECTBEHHBIN BKIAI B pa3BUTHE CIIC-
IUATM3UPOBAHHBIX HEPBHO-MEBIIIICYHBIX IEHTPOB. Bax-
HBIM 3TanoM B n3ydyenn HMB crano cozganme B 1989 1.
MEIUKO-TeHeTHIEeCKO Tabopatopun Ha 6a3e MHcTHTyTa
TeHeTHKHM (HbIHe MemUKO-TeHeTHUeCKII HaydHBIN IICHTD,
MTI'HII). C Tex mop B abopaTopui BeleTcsl aKTUBHOE
U3yYeHNE MOJICKYJISIPHBIX OCHOB HACJIEICTBEHHOM HEepB-
HO-MBIIIeYHO# naTonoruu yenoneka, a ®I'bHY MT'HI
SIBJIICTCSI OMHUM M3 BEIYIINX B CTPaHEe LIEHTPOM 10 00b-
emy (0oee 250 HO30JIOrMYECKMX HAC/IeICTBEHHBIX 00J1e3-
Hell 4yeloBeKa) U KauyeCTBY IPOBOAMMON IMArHOCTUKU
HaCJIEACTBEHHBIX O0JIE3HE.

B 1992 r. B Cankr-IlerepOypre c 11eb10 00beIMHEHMS
M KOOPIWHALIMKU YCUJIMI OOIECTBEHHBIX OpraHU3aLuiA,
MPEICTaBISIONINX UHTEPECH AeTeil-UHBAIMUIOB U UX Ce-
Meii, OKa3bIBaOIINX UM MTOMOILb U TTOAAEPXKKY, 13 poau-

TEJbCKNX OOBEAMHEHWII OCHOBAJIM HETIPaBUTCIHCTBEH-
HYI0 HEKOMMEPYECKYI0 TOPOIACKYI0 aCCOIHAIUIO
00IIIeCTBeHHBIX O0BEIMHECHNI pOINTENICH TeTel-MHBAIM -
moB — TAOOPIU [3]. Accoumarus Havajga co3daBaTh
pa3HbIe MOACIN COLMATbHON MOMIePKKI IeTel ¢ orpa-
HUYCHHBIMHA BO3MOXHOCTSIMHM M MX ceMeil, a HanboJee
YCIEITHBIC M3 HUX CTajla OCYIIECTBIISATH IIPU MOIICPXKKE
MEXITYHAPOIHBIX OJIaTOTBOPUTEIBHBIX (DOHIOB 11 OPTaHOB
rocygapcTBeHHOU BiracTh. OCOOEHHO aKTUBHO ITPOBOINT-
cs1 pabota B obactu HMBbB. HayuHo-nipakTuyeckoe co-
tpyaandectBo TAOOPI U ocyiecTBisieTcss Ha IPOTSIKe-
HUU MHOTHX JIET C KOJIJISTaMU U3 pa3HbIX cTpaH EBpoITsl
(TREAT-NMD) — ®pannuu (®paHiy3cKas MUOJIOTH-
yeckasl accolualusl IpoTUB MMomaTuii — Association
Francaise contre les myopathies, AFM), Benukoopura-
Huu (Oxchopackuii yuubepcureT), [epmanun (YHuBep-
curet MaitHi u kivHuka Illapure, bepaun), @uHsaH-
I (XeabCUHKCKUI yHUBepcuteT), Anonun (MHCTUTYT
HeBpoJioruu U ncuxuatpun), Uspauns (Teab-ABUBcKuMit
yHuBepcuteT) u CIIA (TapBapackuii yHUBEPCUTET).

IMomumo TAOOPIIUN B Cankr-IleTepOypre cylecTByIOT
LIEHTPBI, KOTOPbIE MPOBOIST UCCICIOBAHUS HEPBHO-MbIIIEY-
HOW MaTOJIOTMA W OOBEAMHSIIOT CIELMATMCTOB Pa3HOIo
npodwisd. B CTpyKTypy 3THX LIEHTPOB BXOIAT YYPEXKAECHUS
U COTPYIHUKU (helepaTbHbIX 1 MyHULIUTIATBLHBIX CTPYKTYD,
CIELMAIU3UPYIOIIMECS KaK Ha JIETCKOM, TaK U Ha B3POCJION
HEepPBHO-MEBIIIIEUYHOI MMaTojIOrui. MOJIeKYISIpHO-TeHETIE-
CKYI0, BKJIIOUasi TIpeHaTalbHY10, TMarHocTuKy B CaHkT-ITe-
TepOypre MPOBOISIT MPU PsSIAe MBIIIEUYHBIX TUCTPOPUIA,
CMIMHAJIBHBIX MBIIIIEYHBIX atpoduii, KaHamornatuii B GIT'BHY
«HWMW akyiepctsa u ruHekonoruu um. [1.0. Otra» B 1abo-
paTopyH MpeHATATBHON TMarHOCTUKN. COTPYTHUKAMU 3TOM
Ke 71abopaTopuM BeASTCS MEXIYHApOIHEBIA PETUCTp
no HMBbB, a Takke HaydHble UCCIEIOBAHUS, B YACTHOCTH
0 TeHHOI Teparmu. B cTpyKTypy crienmaln3upoBaHHBIX
HEepBHO-MBIIICYHBIX Toapa3meneHnit CaHkr-IletepOypra
BXOJMIT Takke JIlnarHoCTUIECKU LeHTp (MEIMKO-TeHeTh4e-
ckuit), HCTUTYT MONEKYJISIpHONA OMONOTUU U TEHETUKH,
HayunHo-uccrenoBaTeabckast 1adopaTtoprs maroMopdosio-
ruu, PenepaqbHBIIT MEAUIIMHCKUI MCCIICIOBATEIbCKUI
meHTp M. B.A. AnmmazoBa (PenepanbHBIN LEHTP cepala,
KPOBHU 1 SHIOKPWHOJIOTMH), HEBPOJIOTUIECKIE Kadeapsl
MemUIIMHCKUX By30B CaHKT-IleTepOypra 1 HeBpoOJIOTHIe-
ckue otnesieHns ropoackux 6onpHMIL. C 2008 1. B CaHKT-
[TetepOypre mon srumoit PpaHITy3cKOit acCOMAI MHO-
matun (AFM) npoBoauTcs TIporpaMMa pa3BUTHS TIOMOIITN
nauyentam ¢ HMBb.

B 1995 . B Mockse H.A. IepacuMoBoii ocHOBaHa
MexpernoHanbHast accouuauus GOHI0B ITOMOIIN 0OJIb-
HBIM HEPBHO-MBIIIIEYHBIMU 3a001eBaHusSIMU «Hagexma».
Acconuanusi CTaBUT Iepel co0oit 3agaun yCTaHOBICHUS
U Pa3BUTUSL KOHTAaKTOB MEXAY BpadyaMu, POIUTENINSIMU
U netbMmu, ctpagatomumMu HMDB, a Takxke moBblIlIeHUS
YPOBHSI 3HaHMI1 0 XapakTepe TedeHuss HMb cpeau 3aTpo-
HYTBIX CEMEMN, BO3MOXKHOCTSIX CUMITOMATAYECKOMU Tepa-
miu 1 3(Pp@GEeKTUBHOCTU MpeHaTaabHON IMArHOCTUKM.
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ITo nnuumaTube H.A. TepacumoBoii 6611 cozgaH Poccuii-
CKUWIA HALIMOHAJIBHBIN perrucTp. MeanKo-peaduInTalioH-
HBIM LIEHTP MEXpernoHajabHOU accouuauumu «Hamexma»
COTPYIHUYACT ¢ MEXKIYHAPOOHBIMU OPraHU3aLMSIMU —
TREAT-NMD, AFM, Hucturyrom muojornu (PpaH-
ust), EBpomneiickuM ajbsTHCOM acCOLIMALIMii MUOITATHI
(EMDA), 3annMaiommuMucs podieMaMi TUarHOCTUKH
U pa3pabOTKOIl HOBBIX METOIOB JICUCHMS IJISI OOJBHBIX
HEPBHO-MBIIIICYHBIMA 3200JICBAHUSIMH.

Bbnaromaps aktuBHOMy y4actuio poHma «Hamexma»
n TAOOPIU ¢ 2010 1. B PD exerogno npoxomut «IlIkoia
MMOJIOTU», OPTAaHM30BaHHASI €BPOIICHCKNM COOOIIIEeCT-
BoM TREAT-NMD, UnHcTtutyToM Muonoruu (Ppaniius)
n AFM-Téléthon, Ha KoTopoil Beayliue 3apyOeskKHBbIE
CHELMAUCThI BBICTYHAIOT C JIEKIMSIMMU 10 KIMHUYECKHUM
acriektam HMDb, HeiiporeHeTnke, maToMop@ooruu.
«IIxoma MruoIIOruM» MO3BOJISIET 3aHTEPECOBAaHHOI poC-
CUICKOM ayTUTOPUU 3HAKOMUTBCS C OITBITOM €BPOITEUCKUX
koutel. B pamMkax maHHOro COTPYZHUYECTBA MOJIOIbIE
CIEeLIMAIMCTBI HEOJHOKPATHO UMEIM BO3MOXKHOCTh yJacT-
BoBaTh B JleTHei1 mkoyie Muonoruu B [Mapmxe (Summer
School of Myology) [4], yupexxneHHol B 1997 . UHCTUTY-
TOM MMOJIOTUH TIOJI PYKOBOJICTBOM AHIOHM YpTHU30epea.

PeruoHanbHbie opradusayuu nomowu nayuesmam ¢ HMb

I[Momumo 1ieHTpasibHOM Poccuu HepBHO-MBbIIIEUHAs
MTaTOJIOTMSI aKTUBHO M3y4yaeTcsl B IPYTMX perhoHax. Tak,
HMDbB — 13 ocHOBHBIX HalpaBiieHUt BopoHexkcKoil Mex-
00JaCTHOI MeAuKO-TeHeThnYecKoi KoHcyasraiuu (MI'K),
KOTOpasi ObuTa ocHOBaHa B 1971 I. B yucie nepBbIX MSITU
B CoBetrckoM Coto3ze o unuumaTtuae rnpod. Ietpa Ceme-
HoBMYa baOkuHa u Ogaromapsl COAeiCTBUIO aKaJeMUKa
JI.O. Bapangna. C 1985 . MT'K nmeet ctatyc Mexooiact-
HOU CTPYKTYpbI, OKa3blBasi MEIUKO-TEHETUYECKYIO TMO-
Molllb HaceneHuto LleHtpanbHoro YepHo3eMbsi, ¢ Befe-
HUEM pEerucTpa HacjeACTBEHHON HEPBHO-MBILIIEYHON
narojorun. Haunnas ¢ 1980 . B LieHTpe BeaeTcs akTUBHOE
uzyyenue 6osesnu lllapko—Mapu—TyTta, B TOM uucie
COBMECTHO C IpPYTUMH perrnoHamMu. Tak, HaumHas ¢ 1997 1.
corpynnuku JIHK-na6oparopun MTI'HLI (Mocksa) usy-
ynin JHK-o00pa3usl mpobaHaoB ¢ HACIeACTBEHHBIMU
MOTOpHO-ceHcopHbIMU Heliportatusivu (HMCH), Ha6mo-
nmasmmxcd B Boponexckoit MI'K Ha mpotskennu 20 Jier.
OcHoBBIBasgICch Ha obcaenoBanum 6osee 100 mpodbaHIOB,
Ha MOJICKYIISIPHO-TEeHEeTUYECKOM YPOBHE YIaJI0Ch Bepr(pH-
uupoBath 6ojiee 80 % cinyyaeB HMCH [5]. CoBMmecTHas
pabora MI'K BopoHe:ka ¢ oTeuecTBEHHBIMU U MEXXAyHa-
POIHBIMUA MHCTUTYTaMU TIpUBeEJa K OTKPBHITHIO HOBOIO
nokyca CMT (OMIM606595) [6]. JanbHeliliee MeXayHa-
POIHOE COTPYIHMYECTBO ITO3BOJIMIIO BEIIMTH HA Ka3yaTUB-
Hblit red CMT 2F — HSP27 (HSPB1) u3 cemeiicTBa 6eJIKOB
TEIIOBOTO IT0Ka ¢ (PYHKIIMEH IIIallepOHOB, a TAKXKe ycTa-
HOBUTb MUCCeHC-MyTaluio S135F; Obuto ToATBEpKIEHO
Hanuuue a(pdekra pomoHayaabHUKA [7].

MonekynasspHo-TeHeTUIecKue uccienoBanus B Bopo-
Hexckoit MI'K nposonsrcs ¢ 2006 I. ¢ UCHOIb30BaHUEM

METOIIOB TOJMMEPa3HOU IIEIMHON peaKIny, aHaan3a I0-
JuMopdu3Ma IIMH PeCTPUKLIMOHHBIX (parMeHTOB IS
caMbIX yacTbix HacaeactBeHHbIX HMB: HMCH Ttuna 1A
(dup17p11.2), cimHaIbHBIC MBIIIEYHBIC aMUOTpodhum [—
III tunoB (ren SMN del 7-8Ex), mvonatuu JlioiieH-
Ha/bexkepa (del Ex MDD/MDB), nammane CAG repeat
AR nipu cimHaNbHOI OyIp0apHoit amuoTpoduu Kennenu.
C 2010 . ZOCTYITHBI METOINKN PEHTTE€HOBCKOI KOMITBIO-
TEPHOM M MarHUTHO-PE30HAHCHOU TOMOTpachr MBIIIIII,
¢ 2012 r. — mpoBeAeHNEe OMOTICUM MBIIIILL C TUCTOJIOTHYEC-
KUM (203UH-T€MaTOKCWIVH U APYyTUE PyTUHHBIE OKPACKM)
1 UMMYHOTHUCTOXMMHUYECKUM MCCIIeIOBaHNEM 00pa3lioB
U 3JIEKTPOHHO-MUKPOCKOITMYECKUM aHAJIM30M.

B Boponexe Takke co3naHa Accolpaius ceMeil ¢ MUO-
natueii [omenHa. B pamkax paboThl ¢ ceMbsIMU, CTpaia-
IOLIMMM HEPBHO-MBbILLIEYHOU ITATOJIOTUMEI, IMPOBOAUTCS
MEIUKO-TeHeTUIECKOe KOHCYIBTUPOBaHNE, PEeHaTaIbHAs
JIHK-gunarHocTuka, ycTaHOBJIEHHE TEHETUYECKOTO CTaTy-
ca IJ10/1a Ha paHHUX CPOKaX OEpeMEHHOCTH.

JIpyrum KpyImHbIM LIEHTPOM, aKTMBHO BEIYLLIMM pabo-
Ty IO HEPBHO-MBILIIEYHOU TaTojoruu, spasercs Kpac-
HosipcK. 31ech B 2006 . mo muuumatuse pod. M. I1. Ap-
TIOXOBa ObLla OpraHu3oBaHa Kadeapa MeIUIIMHCKOMN
TeHEeTUKM W KJIMHUYECKON Helipodusuonornu Ha 6asze
HMHctuTyTa nociaenurioMmHoro oopasoBanusi KpacHosip-
CKOTO TOCYIapCTBEHHOTO MEAUIIMHCKOIO YHUBEpPCUTETA
nM. Tipod. B.D. BoitHo-SIcenenkoro. HacnenctBeHHEBIE
HEpBHO-MBIIIICYHEBIC 3a00JieBaHUS W (hapMaKOreHETHKa
SIBJISTFOTCST TIPUOPUTETHBIMM HaAIIPaBICHUSIMH PaOOTHI Ka-
denpul. IIpn 3TOM MCcclienoBaHUS B OOJIACTA TEHETUKU
HENPOMBIIIICYHO IMaTOJIOTUH YeJIOBEKA IIPOBOASITCS COB-
MECTHO C¢ Kadeapoit BHyTpeHHUX Oone3Heil. B 2008 r.
npu Kadenpe coznana [TL[P-naGopaTopust st IMarHOCTU-
KJ MOHOTECHHBIX Y TIOJIUTEHHBIX (MYJIBTH()AKTOPUATTEHBIX)
3200JIeBaHUI B peKMME PEaIbHOTO BpEMEHH, a TAKKE BbI-
SIBJICHUSI HOBBIX TOYKOBBIX MYTAllMil ¢ MCIIOJb30BaHUEM
metonuku Touku riasieHus: JHK. Bee cotpyaHuku kade-
JIPHI UMEIOT TTOATOTOBKY B 00JIACTA MEINITMHCKOM TeHETH -
KU, 3aHMMAIOTCS JICUeOHO-TUAarHOCTUUYECKON M HayIHO-
HCCIICIOBATEIbCKOM PabOTO B 001aCTH HEMPOTeHETUKM,
BKJTFOUAsT HACJICACTBEHHBIC HEIIPOMBIIIICYHBIC 3a00JICBaHMS,
HacJIeICTBeHHBIC HeHPOKOXHBIC CMHIPOMEI, HACICACTBEH-
HBIE HeWpomereHepaTUBHBIC 3a00JI¢BaHUS, IATOJIOTHIO
MotoHelipoHa 1 ap. C 2008 r. kadenpa METUITMHCKOM TeHe-
TUKA U KIMHAYECKOW HEWpODU3MOIOTUN COTPYITHUYACT
¢ Accommanmeit [llapko—Mapu—Tyra (CIIA), ¢ 2012 1. —
¢ AnbstHCOM TyOepo3Horo ckiepo3sa (CILA).

Pa3Bumue HepBHO-MbIWIEYHOr0 HanpaBneHus B NOCNeAHUE rofbl

B 2010 . B MockBe co3naHa pervoHajabHas o0IIecT-
BeHHas opraHn3anus «O0IIeCTBO CIENATNCTOB IO HEPB-
HO-MBIILIEYHBIM OO0JIE3HSIM», UMEIOIIAsI CBOCH 1IEJIbIO I10-
BbIllIEHWEe MH(POPMUPOBAHHOCTH CIELUAIICTOB B 001aCTU
IUarHocTUKU u nedeHnst HMB, BHenpeHue mexxayHapoa-
HBIX CTaHAAPTOB OWAarHOCTUKM U BEIEHUS MAlIMEHTOB
C HEPBHO-MBIILIEYHOM ITATOJIOTUEN; TIPEIOCTABICHUE U T10-
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HepBHO-MbilUeYHbIE
BOJIE3HH

U3 ucmopuu nesponocuu

MyJIsipu3aluio HOBbIX cBeneHuit o HMDbB; paszButue co-
TPYAHUUYECTBA C POCCUIACKAMU U MEXIYHAPOIHBIMU OpP-
raam3anussMu. OOIIeCTBOM OCHOBAaH €XKEKBapTaJbHBIN
Hay4YHO-MIpakKTHYeCKuil XypHan «HepBHO-MBILIEYHbBIE
0oJIe3HM»; €XETOMHO TPOBOIATCS HayYHBIC KOH(EpPeH-
I, 00pa30oBaTeIbHbIC CEMUHAPHI, JICKIIMOHHBIC KYPCHI,
MAacCTep-KJIacChl U APYTUe MEPOIPUSITHUS C IPUBIICYEHUEM
BEIYIINX OTEYECTBEHHBIX M 3apyOe:KHBIX CIICIIMATNCTOB
B 00JIACTV HEPBHO-MBILIIEYHO naTojiorny. O6IIeCTBO CO-
TPYIHUYACT KaK ¢ poccuiickuMu opranm3anvsimu (MITHII,
Mocksa; HIIH, Mocksa; TAOOPI U, Caukr-IletepOypr;
MTIK, Boponex; KpacHosipckuit T'MY um. B.®. BoiiHo-
SceHenkoro u np.), Tak u ¢ 3apyoexkHbiMu (AFM, Institut
de myologie, ®panmus; University medical center Utrecht,
Hunepnanaer; University of Helsinki, ®unasugns;
Harvard Medical School, CIIIA).

B03MOXHOCTb OpraHM3aiy 1 peajn3aliiy porpaMmm
no otneabHbIM HMB Ha rocymapcTBeHHOM ypoOBHE I10-
sauiack B 2012 1. 6iarogapst co3ganuio Beepoccuiickoro
obmiectBa opdaHHbIx Oone3Heir. K HMbB, Bxomsimmm
Ha CEeroAHSIIIHUI AeHb B CIIMCOK Op(aHHbBIX OOJIE3HEN,
OTHOCATCS Oosie3Hb [Tommie, MUTOXOHIpUATbHAS HEpo-
racTpPOMHTECTUHAIbHAS SHLIe(haToMronaTs, TOpOUPUH,
cunapoM MELAS, 6one3ub Pedpcyma (HMCH 1V Ttuna).

CIHMCOK 1IEHTPOB, CIICIUATM3UPYIOIIMXCST HA HEPBHO-MbI-
IIEYHOI TTAaTOJIOTHH, OE3YCJIOBHO, HE MCYEPITHIBACTCS TIePeIl-
CJICHHBIMU BBIIIIE YUPEKICHUSIMU, YTO CBUICTEILCTBYET 00
AKTMBHOCTHY M OTBETCTBEHHOCTH CIELIMAIMICTOB, OCO3HAIOIINX
BaXKHOCTb 00CY>KIaeMO¥i MPoOIeMbl M1 HEOOXOAUMOCTb PacILiv-
PEHUST UCCIIENOBAHWI 1 OKa3aHMsI [TOMOILIM TTAlMEeHTaM.

3akniouenue

HCCMOTpH Ha IIOABJICHUE CIICINAIN3MPOBAHHBIX HCPB-
HO-MbIIIICYHLIX HEHTPOB B PA3JIMYHBIX PETUOHAX Poccuii-
CKOM q)CI[CpaHI/II/I, BHCAPCHUEC HOBBLIX OIMArHOCTUYCCKMX
MCTOIUK B OTACIbHBIX YUYPCXKICHUAX, CO3AAHUC MAIIMCHTCKUX

OpraHW3alINi, MEXXIyHAPOTHOE COTPYIHNIECTBO, HA CETOI-
HSIITHWM AeHb (YHKIMOHNPOBAHNE OpPraHU3aIlniA, CITeII-
AMM3UPYIOLINXCS Ha HEPBHO-MBILICUYHBIX TTATOJIOTHSIX, OCTa-
€TCSI BO MHOTOM HEITOJIHOLICHHBIM U He3(D(hEKTUBHBIM
Kak B MacIlTabax CTpaHbl, TaK ¥ B OTIEIBHBIX YIPEKICHUSX.
JaHHas cuTyalysi OTYACTH SIBJISIETCS CIISICTBUEM OCOOCH-
HOCTEM COBETCKOI 00pa30BaTeIbHOM CUCTEMBI, B IIEPBYIO
odepeb 3TO JINTEIbHBIN 3allpeT TCHETUKU M, KaK CJIeI-
CTBHE, OTCTaBaHWE YPOBHS UCCICIOBAHNI M N3YICHHOCTHU
HMDb, ypoBHsI oOpa3oBaHusl CIIELIMAIMCTOB B 00JIACTU
HMB. [Ipyrumu npudnHaMU SIBISIIOTCS: a) KPUTHYECKUI
HEIOCTAaTOK KBaIU(bUIIMPOBAHHBIX IEAATOTMYECKUX Ka-
npoB B obnactu HMB; 0) orcyTrcTBHE COBpeMEHHOI 6a30-
BOI MEIULIMHCKOM MOAroToBKU B ooactu HMb B pamkax
rocyIapCTBEHHOIM 00pa30BaTeIbHON CUCTEMBI, B IIEPBYIO
oyepeab Bpauyei pa3HbIX CIIEUAIIBHOCTEN — HEBPOJIOTOB,
TeHETHKOB, MaTOJOroaHaTOMOB, KapIMOJIOTOB, peadu-
JINTOJIOTOB U IPYIUX, & TAKXKE CPEIHETO MEAULIMHCKOTO
nepcoHaza, ICUXO0JIOrOB U NPYTUX CMEXHBIX CIICLUAIN-
CTOB; B) OTCYTCTBHME CHCTEMaTU3MPOBAHHOTO, MYJbTUINC-
LIMIUIMHAPHOTO ToAXoAa B BeaeHUU nauueHToB ¢ HMb
Ha YPOBHE roCcyIapCTBEHHBIX MEIMIIMHCKUX YIPEXKICHUA,
B TOM YMCJIE XOCTIUCOB [8]; T) HemoCcTaTOYHOE MTOHMMaHUe
colMalibHOM 3HauyuMocTu 1pobiaeM HMb u duHancoBoit
MOJIEPKKU CO CTOPOHBI TOCYIapCTBEHHBIX CTPYKTYD [8],
HeIoCTaToYHas NMoAAepKKa MporpaMm (B TOM uucie, 6ja-
TOTBOPUTEJbHBIX U (hapMalleBTUYeCKUX) B chepe HMDB,
HaIIpaBJICHHBIX Ha YJIyYIIeHWe TAKTUKHU BeIeHUS (BBISIB-
JICHUSI, TUAaTHOCTUKM, JICYCHNST) M KaUeCTBA KM3HM TTaIy-
eHToB ¢ HMbB; n) HemocratouHass Koomnepalusi pa3HbIX
MEIMITMHCKUX CTY>XKO0 KaK BHYTPU OJTHOTO CITELIUaTU3UPO-
BaHHOTO YUPEXKICHUS, TAK M MEXKIY PA3HBIMU IICHTPAMH,
3aHuUMarolumucs BornpocaMmu HMbB. be3 pelieHus ka-
KOO U3 3TUX TPOOJIEM MTOJTHOLEHHOE PA3BUTHUE OTEUECT-
BeHHOI Hayku B obiactu HMbB u noctukeHune MexayHa-
POIHOTO CTaTyca HEBO3MOXHO.
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