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HEBPOJ1IOIUS
OAUIKECT

Tapanacoun ymeHbLUAET ULLEMUIO MPU MbILLEYHOW
auctpocumn bekkepa

MbiweyHas auctpodus bekkepa (MIEB) 1 ee Gonee TAXenbld BapuaHT — MbllieyHast
avctpodua [OiowernHa (M) — cuennieHHble ¢ X-XpOMOCOMOW HacneacTBeHHble
3aboneBaHus, B NaToreHese KOTOPbIX 3a€NCTBOBAH LIUTOCKENETHbIA Oenok ANCTpoduH.
B HOpManbHOM TKaHW CKeNeTHOW MbIlULbl COAEPXUTCH NULLb HeDOMbLIOe KONUYeCTBO
anctpocurHa (okono 0,002% 0CHOBHOWM Macchbl Genika MbllLLbl), OAHAKO ero OTCyTCTBUE
VNN M3MEHEHWE YPOBHA MPUBOAMT K Pa3BUTUIO TAXENON U NPAKTUYECKN Hen3ne4YrMomn
MbILLIEYHOV ANCTPODUM, B MPOLIECCe KOTOPOW HAabMIOAAITCH HEKPO3 MblLLEYHbIX BOMTOKOH,
a TakxXe nporpeccupytoLas MbllledHas cnabocTb U yTomMnsemMocTb. 3aboneBaHme MoXeT
NPUBOAMTL K UHBANMOHOCTU 1 NETanibHOMY NCXOaY.

Pa3nunyaloT aBe OCHOBHbIE OPMbI MbILLEYHOW AUCTPOMUN B 3aBUCUMOCTI OT BINSAHMSA
M3MEHeHU Ha QYHKUMOHMPOBaHWE paMKy cymTbiBaHns PHK. Ecnv mameHeHusd
3aXBaTbIBAIOT y4aCTKW AUCTPODUHE, HE MMEIOLME KPUTUYECKOTO 3HaYeHNs, QyHKLMA
Oenka MOXeT OblTb 4aCTMYHO COXpaHeHa; B 3TOM CJlydae paMKa CYUTbIBAHUS
npogonxaeTr pabotaTb, HO CMHTE3MPYeMbI OUCTPOMMH MOXET OblTb KOpode unu
LNMHHee HOPManbHOW MONeKynbl, YTO MpMBOAMT K passutmio MIb. OpgHako ecnu
pe3ynbTaToM MyTaluW BCNeACTBME MOBPEXAEHWS OLHOW WAW [OBYX Map OCHOBaHWM
ABNAETCA COBUM PAMKM CHUTbIBAHMA, TO (DYHKLMOHMPOBaHME NOCIEAHEN HapyLlaeTcs,
YTO MPVBOAUT K W3MEHEHMIO MPaBWIbHOW aMMHOKWCIOTHOW MOCIenOBaTeNIbHOCTY
Oenka. HenonHas Monekyna AWUCTPOMMHA HE MOXET BbIMOMHATE QYHKUMU U
pa3pyLluaeTcs, 4To NpMBOAUT K pa3sutnio MAL. B 3Tnx cnyyasax guctpoduH y 6onbHbIX
BOOOLLE He 0bOpa3yeTcs.

Llenblo nccnefoBaHns, NPOBEAEHHOMO aMepUKaHCKMMUW yYeHbIMK, ObiNo M3yynTb
3hdeKTMBHOCTL Tafanaduna B nedenun MAB. Taganadwun —  WMHIMOUTOP
dochoamacrepasbl 5 Tvna (POD-5), NPUMEHSIOLMIACA B N€YEHNN DPEKTUbHON
OVCHYHKUMW. ABTOPLI MPeanonoxuinm, 4to y OonbHbix MIOB Taganapun Moxert
YCTPaHATb HECOCTOATENbHOCTL Ba3oAMIaTaLMy CKeNeTHbIX MbILLL, BO BpeMs PrU3mn4eckmx
Harpy3oK, OLLyLlaeMylo naumeHTaMm Kak MbilledHas cnabocTtb 1 00fb B MbILLLAX.

KnuHnyeckoe mcnbiTaHve coctosno w3 Asyx ¢as. MNepsas dasa npeacrasnsna cobon
NCcCnefoBaHve TUNa «Cy4an—KOHTPOMb», B kKoTopom 10 mauveHtoB ¢ MIb cpaBHMBanu
C 7 300POBbIMW NNLEM, COMOCTaBMMbIMK MO MOMY W BO3PACTy, MHOEKCY Maccbl Tena,
YPOBHAM apTepmanbHOro LaBleHWs, 4HacToTe CepAedvHbiX COKpalLeHUr 1 dpakLmm
BbiOpoca neBoro xenypoyka. Hanuuve 3aboneBaHuns cepaula Obino Kputepuem
NCKIIOYEHNA.

YYaCTHUKM nonydYany nerkyo PUTMWYECKYD Harpysky Ha KWCTb C MOMOLLbIO
OVHaMOMeTpa ¥ NofBepranncb OTPULATENIbHOMY AABMEHMIO Ha HWXHIOID 4acTb Tefa
(LBNP) — TexHuvKe, OKa3blBalOLLIEN CTPECCOBOE BO3AEWCTBUE Ha KAPAMOBACKYNAPHYIO
cnctemMy. Bo Bpems LBNP HMXHAS YacTb Tena nomeLLaetca B Kamepy C oTpuuatesibHbIM
LaBleHWeM, 4TO CUMYNUPYEeT Nerkm OpTOCTaTMYeCKM CTPecc, WHAYLMPYIOLLMM
pednekTopHoe NOBbILLEHNE CUMNATUHECKOM Ba3OKOHCTPUKLIN.

Vccnepnosateny MCNonb3oBany NapanH@pakpacHyo CnekTpockonuio Ana onpefeneHus
OKCMTeHMPOBAHHOMO remMornobrHa 1 MUOrIobMHa B MblLlLax Npeanieybs.

B nokoe okcureHaums Obina OfMHaKoBOW Y YHaCTHUKOB rpymrbl KOHTPOMS 1y BONbHbIX
MIB, onHako npu paboTe Ha AMHamomeTpe B ycnoBusx LBNP y nocnegHux AaHHbI
nokasaresib Oblfl 3HaYUTENIbHO MEHblUe, YTO YKa3blBAET Ha MbILUEYHYIO WLLIEMUIO NPK
LaHHOM 3aboneBaHmN.

Bropas ¢asa npefctasnsna cobow AgoviHoe crernoe nnauebo KOHTPONMPOBaHHOE
nepekpecTHoe uccefoBaHWe, BO BpeMs KOTOPOro Te e MNauWeHTbl nepopanbHo
npvHUManu Taganacbun 20 Mr vy nnauebo B BUAE OOHOKPATHOW A03bl (nepuof
«BbIMbIBaHWUS» COCTABAAN 2 Hefl).

Bbino ycraHoBneHo, 4TO Taganadun BOCCTAaHaBMMBAN HOPMaNbHbIM CYMNATONMN3MC
y 8 13 9 naumerToB ¢ MIB (1 naumeHT He NPUHMUMAN y4acTns B 3ToW hase NccneaoBaHms,
TaK Kak y Hero Obina oOHapyxeHa HeobbldHas MyTauums). Kakune-nnb6o nobouHble
3(ppekThl Taganaduia He PerncTprPOBanCh.

Mo MHEHWIO aBTOPOB, MOMyYeHHble pe3ynbTaThl ABASIOTCH OOHALEXMBAIOLLMM 1 CITy>KaT
OCHOBaHVeM s NpoBefeHVs bonee MaclUTabHbIX KIMHUYeCKMX UCMbITaHU Taganahuna
N apyrnx uHrnobutopos ®03-5 y naumeHtos ¢ MAB n MO,

Martin E.A., Barresi R., Byrne B.J. et al. Tadalafil Alleviates Muscle Ischemia in Patients with Becker Muscular
Dystrophy. Sci Trans| Med 28 November 2012: Vol. 4, Issue 162, p. 162ra155 Sci. Transl. Med. DOI:
10.1126/scitranslmed.3004327

FeHpepHble pasnuyus B pasBUTUM U NPOrpeccMpoBaHnn

6onesHu Anbuyrenmepa

Ha 98-m KoHrpecce Pagmonorudeckoro obuiectsa CesepHort AMepuki (RSNA) yyeHble
13 MeamumHckoro yHuBepcuTteTa tOxHon KaponuHbl (CLUA) npenctaBunm nHTepecHble
LaHHble, CBUOETENbCTBYIOWME O HANUYUW FeHOEePHbIX Pasnuynin B PasBUTUM U
nporpeccnpoBaHnm GonesHn Anburenmepa (BA).

ABTOPbI MpoaHan13npoBanu AaHHble 60 My>X4H 1 49 XeHLUMH, MPUHVMaIOLLMX y4acTue
B ADNI — MHOrOLEHTPOBOM KIIMHWYECKOM MCCiefoBaHun, nposogsllemcs 8 CLUA n
KaHage € Lenblo-1M3y4eHst MPOrpeccpoBaHna Nerkoro KOrHUTMBHOMO PacCTPOMCTBa
B BA.

CpegHuii BO3pacT MaLMEHTOB COCTaBUN 77 NeT. MarHUTHO-pe3oHaHCHas ToMorpadus
rO/IOBHOrO MO3ra NMPOBOAMIIACH A0 Pa3BuUTUA bA, Ha MOMEHT yCTaHOBNEHNSA AMarHo3a v
cnycTa 12 Mec nocsie ANarHoCTMPOBaHMs 3aboeBaHus.

Pe3ynbTaTthl NOKa3anu, 4To arpoduns roflOBHOrO MO3ra y >KeHLUMH Ha4YMHaeTCs paHbLue,
4eM Y My>X4MH. Tak, 3a 12 Mec 4o yCTaHOBEHMS AMarHo3a Y XeHLUWH Habniofganacs Gonee
BbIpaXKeHHas aTpodus 3a4HeN NOSCHOM M3BUINHDBI, @ HA MOMEHT YCTaHOBIIEHNS AMarHo3a
BA — cpepHel BUCOYHOW U MOSICHOW M3BWIIMH C 00EMX CTOPOH, NEBOW MOAMO30MMCTOM
MN3BWIMHBI 11 TPaBOro OCTPOBKa.

Mo obbeMy Ceporo BeLLeCTBa B LIEIOM MYy>XUMHbI W XKEHLUMHbI He Pa3nM4anncs BO BCEX
BPEMEHHbIX TO4Kax. TemM He MeHee 3a 12 MeC 0O YCTaHOBNEHVS AMArHO3a Y >XeHLLMH
B Oonblien cTeneHn yMeHbllancs oObeM Ceporo BellecTBa B kpiodke (C obenx CTOpoH),
a y MYX4MH — B HWXKHeR dpoHTansHon fone (C 0benx CTOPOH) M B MPaBOM KpIouKe.
[enzepHble pas3nnyus 3adUKCPOBaHbI Takxe Yepes 12 Mec nocsie OMarHocTMpoBaHmns bA:
Y XKEHLLWH CUNbHEee yMeHbLUancs oObeM Ceporo BeLecTBa NEBOro rmnnokamna, BUCOYHON
nionu (c oberx CTOPOH) 1 MPaBOV 3aTbINOYHON A0NN, B TO BPEMS KaK Y MY>XXHMH 3TOT NpoLecc
Obin Gonee BbipaxkeH B runmnokamne (c oberx CTOPOH), MPaBOW MaparvnnokamMnansHON
M3BUIMHE, NIEBOM OCTPOBKE, @ Tak>Xe B JIEBbIX XBOCTATOW, TOOHOW 1 3aTbIIOYHON LONSAX.

HecmoTpsa Ha TO 4TO aTPOdUA rONIOBHOrO MO3ra y XeHLUMH NpoaBnanach paHbLue, 4em
Y MY>XYWMH, CHUXEHVE KOTHUTUBHOW (PYHKLMM Y NaLMEHTOK MPOUCXOAMNIO MefJIeHHee.
TaK, Ha MOMEeHT yCTaHOBNEHNs amarHosa bA oueHka no wkane CDR-SB y MyX4mH Obina
3HA4YUTENIBHO XYXe.

[0 MHeHWIO aBTOPOB WCCNef0BaHWA, TreHAEepHble pPasNuying B Pa3BUTUM U
nporpeccupoBaHmn BA MOryT 03HayaTb, YTO MYXXYMHbBI W XeHLLUMHbI OyayT no-pasHomy
0TBeYaTb Ha MpodunakTudecke n neyebHble NOAXOAbI, MPUMEHSIOLMECS MPY JIErKOM
KOFHWTMBHOM PaccTponcTBe M BA, 1 3TOT MOMEHT creayeT y4ecTb B OyayLimx
KIIVHNYECKMUX UCMbITaHNAX.

Radiological Society of North America (RSNA) 98" Scientific Assembly and Annual Meeting. A6ctpakt
SSE16-02, npepcrasneH 26 Hos6ps 2012 r.

BbicTpoe NefanupoBaHue Ha BeNoTpeHaxepe obneryaeT

CUMNTOMbI 6051e3HM [apKMHCOHA

B nocnenHee Bpems nosensetcs Bce Oonblie AaHHbIX O TOM, YTO PU3NYeCcKMe Harpy3kn
MOTYT yny4llaTb TeYeHWe OereHepaTVBHbIX 3a00neBaHNA FOIOBHOTO MO3ra, TakmMx Kak
bonesHb lMapknHCOHa. Tem He MeHee pe3ynbTaTbl UCCNefoBaHWS, NPeAcTaB/eHHble Ha
KoHrpecce RSNA-2012, nokasanu, 4to 3TOT GnaronpusTHbIN 3PhEKT NPUCYLL HE BCEM
TMNam GU3NYeCKUX Harpy3ok.

YyeHble 13 Knvenenackon knuHukm (CLUA) Habniopany 26 naumeHToB ¢ OonesHbio
MapKMHCOHa, KOTOpbIX PaHAOMU3MPOBANM AN 3aHATUM  Ha BeloTpeHaxepe
C MPOW3BOJSIbHOM NNOO € POPCMPOBAHHON CKOPOCTbIO MEAANMpPOBaHMs; B MOCIeAHEM
Cy4ae BO3Me MalMeHTa Haxogmncs TpeHep, KOHTPONMPOBABLUMIM HacTOTy BpaLLeHWs
neganen, 1 GopcnpoBaHHoe NefannpoBaHMe ObINo He MeHee YeM Ha 30% ObicTpee
NPOW3BONBLHOrO.

Mocne 8 Hep 3aHATUM Ha BENOTPEHaXepe B rpynne hopcpoBaHHOMO NefanpoBaHms
cnMnToMbl BIMT ymMeHbLWNAnCh Ha 35%, B TO BpeMs Kak B Ipynne CpaBHEHNS yiyyLlLeHns He
0TMeYanoch.

C nomollbto  dYHKLUMOHANBHOM MarHUTHO-pPe30HaHCHOW ToMorpaduu  Gbino
YCTAHOBMIEHO, YTO ObICTPOE NefanvpoBaHMe akTUBU3MPYET FOfIOBHOW MO3M U yNyyWaeT
LLeNoCTHOCTb MeXAy ABUraTeNbHOM KOPOW 1 33AHNUM PErMOHOM Tanamyca.

Radiological Society of North America (RSNA) 98" Scientific Assembly and Annual Meeting. A6ctpaxr LL-
NRS-MO3C, npeacraener 26 Hos6ps 2012 r.

ACNMPUHOPE3NCTEHTHOCTb CBsi3aHa ¢ 601ee 06bEMHbIM U

6osnee THXKENbIM UHCYSILTOM

Auetuncanuumnoas kucnota (ACK) LWMPOKO MpUMeHseTcs BO  BTOPUYHOWM
NPOPUIAKTUKE UHCYbTa U MO3BOMIAET CHM3UTb KaK 4acTOTy, TaK W TAXECTb MOBTOPHbIX
OCTPbIX HAPYLIEHW MO3rOBOro KpoBOOOpaLLLeHW.

deHomeH pe3ncTeHTHoCTK K ACK onmcbiBaeTCs Kak CHUXEHHOE NOoAaBeHue arperaumm
TPOMOOLMTOB Yy HEKOTOPbIX OOMbHbLIX, MPUHUMAIOWMX 3TOT npenapat. TepmuH
«aCMMPUHOPE3NCTEHTHOCTb» CTan MCMOMb30BaTbCA Ha OCHOBaHMW TOro, 4TO y psga
NauMEeHTOB, Yy KOTOPbIX MMeeT MeCTO [AaHHbIM (PeHOMEH, Pa3BMBAaIOTCA KapAvo- Wt
LepebpoBacKynspHble COObITUA, MPeAnoNOXMTENbHO CBA3aHHble C  akTMBaLMewn
TpoMOOUMTOB. OfHAKO O MPAMOV KOPPENALMM MeXAy Pa3BUTMEM 3TUX COOLITUM 1
aKTUBaLMen TPOMOOLMTOB ex Vivo paHee He coobLLanoch.

B HacTodAweM wccnefoBaHWW, NpPOBeAeHHOM B ABCTpannu, MNPUHANKU yvacTue
90 nauWeHTOB C OCTPbIM MLLEMUYECKM WHCYNbTOM, nonyyasmnx ACK (100 mr/cyT)
Ha MpOTAXeHUn B cpedHeM 5 neT Ao MHCynbTa. M3 HUX y 26 GonbHbiX (28,9%)
Oblna ycTaHoBMEHa acnMpuHope3ncTeHTHoCTb (>550 ARU mo AaHHbIM 3KCnpecc-TecTa
VerifyNow).

ACNNPUHOPE3NCTEHTHOCTb CTaTUCTMHECKM 3H3YMMO aCCOLMMPOBanach C TAXECTbIO
NHCYNbTa, onpeaeneHHon no VHCynbTHOM Lwikane HauMoHanbHbIX MHCTUTYTOB 340P0OBbA
(NIHSS). CpenHsist oueHka no NIHSS coctaBuna 11 6annos (o1 4 go 16) y nauneHToB,
pe3ncteHTHbIX K ACK, 1 4 6anna (oT 2 Ao 6) y GonbHbIX, YYBCTBUTENbHBIX K 3TOMY
npenapaty (p<0,001).

MosbiweHe ARU Ha 33 eOuHMUpBI acCoUMMPOBANOCh CO CTAaTUCTMYECKN 3H3YMMbIM
yBenmyeHnem oueHku no NIHSS Ha 16ann (p=0,001).

Kpome TOro, acnmpuvHOpPEe3UCTEHTHOCTb [LOCTOBEPHO KOppenMpoBana ¢ 00beMoMm
MO3roBoro MHhapKTa, 0 YeM CBUAETENbCTBOBAMA bonee H13Kas oLeHka no AnbbepTckon
wkane paHHux KT-npu3HakoB MHcynbTa (ASPECTS). Tak, cpeaHss oueHka no ASPECTS
coctaBuna 5,5 Ganna y acnnpuHopesncTeHTHbIX GonbHbIX 1 10 GannoB y NaumMeHTos,
qyBcTBUTENBHBIX K ACK. C KaxabiM cHuxeHneM ARU Ha 50 eamHumy, oueHka no ASPECTS
ymeHblianack Ha 1 6ann (p<0,001).

ABTOPbI YKa3bIBalOT, 4TO aCMUPUHOPE3UCTEHTHOCTL Yallle OTMeYanach y KypunbLLKOB,
B TOM u4ucie ObiBWMX. [lOMUMO  3TOro, He3aBUCUMbIMU  MPEenMKTOPaMU
aCNMPUHOPE3NCTEHTHOCTM ObINM HanWyMe B aHamHese WHMapkTa MuoKapaa, MHCynbTa
NI TPaH3UTOPHOW MLLIeMMYecKor ataki (oTHoCcUTeNbHbIN puck 8,04; p=0,001).

B npenbigylwmx McCnefoBaHUAX ObiNo yCTaHOBMEHO, YTO OCHOBHOW MPUYUHOWM
pe3uncteHTHOCTU K ACK SBASIETCA HN3KMI KOMMaMeHC NaleHToB,

Zheng A.S.Y., Churilov L., Colley R.E. et al. Association of Aspirin Resistance With Increased Stroke Severity
and Infarct Size. Arch Neurol. Ony6ankosaro onnaiit 19 Hosbps 2012. doi:10.1001/jamaneu-
rol.2013.601.
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