YK 616.8:616.7

B@CETHUR Bemr VN
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The analysis of the diagnosis and treatment of primary and secondary myopathies was perfromed. The prospects of
raising awareness of their mechanisms and developing methods of pathogenetic action, capable of slowing their progress,
improving the quality of life of patients and prolonging life and functional activity were demonstrated.
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LIENb PABOTbI

Hatb COBpeMeHHbIVI aHanms Bonpoca ANarHoCTUKMN n
neYvyeHnd nepBUYHbIX U BTOPUYHbIX MUonNaTUi.

Mwuonatum — 370 rpynna 3abonesBaHuwin, xapakrepu-
3YHOLLMXCS Pa3NUYHbIMU HapyLLEHUSAMMW B MeTabonuame u
CTPOEHUM MbILLEYHOW TKaHWU, MPENMYLLIECTBEHHO CKeneT-
HOW MycKynaTypbl C BbIGOPOYHON aTpodonen oTAenbHbIX
BOIOKOH (MModombpmni). Pe3ynsratom SBMSIETCs CHKEHME
CUrbl B MOPaXeHHbIX MbILLLAX Y OrpaHUyeHve aABuraTerb-
HOW aKTUBHOCTU [37, 43, 48].

B HacTosLLee BpeMsi MOXHO pasfgenuts MuonaTim
Ha aBe bonbLune rpynnbl [4, 24, 28, 30, 31]:

1. MNepBrYHbIE MVOMAaTVM — B OCHOBE NEXart reHeTu-
Yeck AeTepMUHUPOBaHHbIE HapyLLEeHWS. Hacnenosanve ae-
(hEKTHOrO reHa MOXET NPOUCXOAUTL PELIECCUBHO, AOMUHaH-
THO Y BbITb CLIENIMEHO C X-XPOMOCOMOW. TedeHme oTnmyaeT-
CSl MOCTENEHHbIM, HEYKNOHHbLIM MPOrpeccupoBaHem
npouecca. lNprumepamm MOryT CrY>KUTb: FOBEHWUIbHasA MUO-
natust 3pba, MmonaTus [JioLueHHa, nneye-nonaroyHo-nuue-
Bast Mvonatus JlaHgysn — [exepuHa, cnvHansHas ammoT-
podusi BepHura— Modomara n np. [6, 49, 54].

2. BTopu4Hble MmonaTtunu, Ux eLle MoXHO Ha3BaTb
CUMMNTOMAaTUYECKMMM, MOTYT Pa3B1BaTLCS Ha YOHE ConyT-
CTBylOLLEeN naTonorvn. Hanpmumep, Ha poHe 3HOOKPUHHBIX
paccTpovicTs (6onesHn MueHko — KyLumHra, rmnotrpeosa,
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rmnepTMpeosa u np.), XpOHUHECKNX MHTOKCUKALMIA, Marnb-
abcopbumm 1 aBUTaMMHO30B, TSXKENbIX XPOHUYECKMX 3a-
6onesanui (XINMH, XxpoH14YecKol Ne4YeHOHHON HELOCTaTO -
HOCTU, cepaedHon HegocTatouHocTy, XOBJT), onyxoneBbix
npoueccos, CKB, cknepoaepmun n ap. B otgensHyto noa-
rpynny MOXHO Bbl4ENUTb NapaHeonnacTMieckme Mmona-
mmn [1, 2, 29, 33, 36, 38, 44, 57, 61].

[MpvBECTM ANUOEMMONOIVMECKOE UCCIEA0BaHME AAHHOMO
3aboreBaHVs NPeACTaBNSET 3HaHMTENBHbIE TPYAHOCTY, TaK Kak
Ha yJeTe COCTOAT Aaneko He BCce MauyeHThl, cTpagatowye
AaHHon natonorven. Kpome Toro, AnarHocTvka HeKOTOPbIX
dopM HacneaCTBEHHbIX FreHETUHECKX MUONaTWA NpeacTaB-
NSIET CNOXKHOCTB B CBS3M C OTCYTCTBYIEM BbICOKOHYBCTBUTE b~
Horo 06opyAOBaHMS! B HALLIEN CTPaHE Y BbICOKOW CTOMMOCTH
[aHHOro UCCMNENOoBaHWS, KOTOPOE He KaxkaoMy MaLmeHTy 0C-
TynHo. BcneacTsue aToro cratuctnyeckue Ldopbl MOyT He-
CKOINbKO OTNNYaTLCH OT pearibHbIX. Hanprmep, pacnpocTpa-
HEHHOCTb BOCTIANMTESNBHBIX MOMATUA COCTaBMSET OKOMo 1—
5 Ha 100 000. YactoTa nporpeccupytoLen MblLLeYHON
avetpocoym JroLeHHa BapempyeT oT 2,7 Ao 3,26 Ha 100 000,4a-
CTOTa ke NPOMPECCHPYHOLLIEN MbILLIEYHON ancTpodmm Spba—
Pora cocraensert 1,2—2,5 crnydasa Ha100 000 Hacenenus, nne-
Ye-ronaToqHO-NULEBON MoamcTpodmm JTaHaysn— [esxxepu-
Ha cocTtaBnseT 2,9 Ha 100 000 Hacenerus [3, 5, 35, 47].

Hauano 3abonesaHus, kak NpaBunio, Npu NePBUYHbIX
MuonaTmsx B OOMbLUMHCTBE Cry4YaeB B AETCKOM UIW IOHO-
LLEecKoM Bo3pacTe. TUnu4HbIMY YepTaMmu M1MonaTum sBnsi-




l0TCH: NPOrpeccupytoLLas MbillevHas cnabocTb (OHa oT-
MeYaeTcs B NPOKCMManbHbIX OTAenax KoHeYHocTen (Ha
3TOM (POHE Takve NPOCTble AENCTBUSA, Kak NogbEM MO NeCT-
HULIE UK pacYechIBaHWe NPEACTaBNSoT Ans NauneHTa He-
MOCUINBHYHO 3aady ), PasBUTNE CUMMETPUYHBLIX MbILLEYHBIX
arpochuii (B Ha4anbHOM Neproae MOXeT HabnoaaTLcs npe-
obnanaHve atpodouii Ha OLHOW CTOPOHE), CHDKEHUE CYXO-
XUnNbHbIX peddNeKCcoB U ToHyca MbiLLLL. BeneacTeue crnabo-
CTV MbILLEYHOTO KopceTa Y YernoBeka BO3HUKaET UCKpUBIie-
HVE NO3BOHOYHOTO CTOrNBa — 3T0 MOXET ObITb K03, Topaos,
CKOMMO3, KOTOPbIE CO BPEMEHEM NPOrPeCcCMpyHoT.

[ns nocTaHOBKM OKOHYaTENbHOMo AnMarHo3a O4HoOM
KIMUHWUYECKOM KapTWHbI He oCcTaToqHO. [narHoctuyeckue
1ccneaoBaHus BKIMHOYaOT ANeKTpoMUorpadoM4ecKoe 1 arek-
TpoHerpomumorparyeckoe uccreaoBaHme, aHanms Kposm
Ha depmeHThl (KOK, anbaonasa, ACT, AT, J14I v gp.).
B TeueHne HeCKONbKMX AECATUNETUIN ceporiornieckve Gro-
MapKepbl HEPBHO-MbILLEYHbIX 320011eBaHUI, KaK ANCTPO-
dvm, Tak 1 Mumonatun, GbINM orpaHnYeHbl 0BbIYHBIMK
KIMUHUYECKMUN BUOXMMUYECKMMU NoKasaTensamm. 9T no-
KasaTenu Ans onpeaeneHns AoCTyMHbI, UX NErko KOHTPOo-
nupoBatb. OHY MOryT BbITb NPeAUKTOPaMU NPOrpeccmpo-
BaHus 3aboneBaHns. BoNbLIMHCTBO MbILLEYHbIX 3a60ne-
BaHWI BKITHOYaIOT YCKOPEHHOE pa3spyLLeHUe MblLLEYHbIX
BOJIOKOH, BOCManeHue, 3aMeLLeHue TKaHW XXMPOBOW U/unu
dmbpo3om. Bece aTn natonornyeckme YepTbl MOryT npvBe-
CTN K UBMEHEHMIO CEPOIIOTMYECKMX NENTUOHBIX Griomapke-
POB B APYrvX TKaHsX. MNaTtonorns KOHKPETHLIX MOCTTPaHC-
NSALMOHHBIX MoAMGVKaLMA— cBOeoOpasHble «neoepitopey,
KOTOpble MOrYT NPeACTaBNSATb COOOM NEPCNEKTVBHBIN KNace
nenTuaoB AN obHapyxeHns GromMapKepoB, CBA3AHHbIX C
HEPBHO-MbILLEYHBIMUY 3a00NeBaHNSIMUN, HAXOAATCH B CTa-
avv pa3paboTku [38, 52, 58].

[Mpn HeOBGXOQMMOCTM BbINOMHAETCS MblLLEYHas O1o-
ncus. B HekoTopbIX Cny4vasx nokasaHo NpoBeaeHne M-
MYHOOVOXMMUYECKVX UM UMMYHOTUCTOXMMUYECKUX UCCIe-
O0BaHWi, B criyvae nogo3peHnii ayToMMMYHHOW Unu Ka-
Kor-nnbo namonaTudeckon natonorum [65, 59, 62, 63).

Mpn NOAO3PEHNUN HA MUOMATUIO «TEHETUYECKOrO»
NPOMCXOXAEHNS He0BX0AMMO NPoBeAeHNE MONEKYNAPHO-
reHeTUYECKNX METOL0B UCCNeaoBaHust, 6e3 KOTOPbIX OKOH-
YaTenbHbIN AMarHo3 nocTasneH ObiTe He MoXeT [29, 32].

Bnarogaps 60nNbLUIOMY KONMUYECTBY reHETUYECKMX
nabopaTopuii Mo BCEMY MUPY C KaxkablM rO4OM AMarHoc-
TKa MHOTMX 3aboneBaHui CTaHOBUTCH BCE AOCTYMHEE.
B HacTosem rogy 661110 npoBeaeHo nccrenoBaHve, on-
penensiowme asa Mukpo-PHK, MIR-30c n MIR-181A, ko-
TOpble MOryT OKa3aTbCs KIYEBbLIMU perynsaTopaMmu Mbl-
LeyHom anctpodum. MNokasaHo, YTO OHM MornKM Obl CTaTb
Mapkepamu 458 AMarHoCTMKK, NporHo3a n addeKTnBHOC-
T neveHus npu donesnn QioweHHa n bekkepa (MO 1
MOB) [64, 71, 66, 67, 70].

Celtyac nget aktmBHoe 0bCyaeH1e nepuHaTansHow
OMarHOCTUKN U FEHETUYECKOTO KOHCYNBTUPOBaHNS CEMEN,
KOTOpble HAaXOAATCS B rpynne NOBbLILLEHHOIO PUCKa, a Tak-
e AMarHoCTUYECKNE BO3MOXXHOCTW B CNOpagnyecKux criy-
Yasx [30, 31].

BECETHUR Bom VN2

JleyeHne MmyonaTuii MOXHO pa3aenuvTb Ha ABe 6omb-
e rpynnei [28, 30, 31, 401:

1) MeQMKaMeHTO3HOe NneYeHue;

2) He MeAMKaMEHTO3HOE NeYeHue.

MepnurKameHTO3HOe NneyeHre BKNoYaeT B cebs pas-
NYHBIE rPYMMbI NpenapaTos:

— aHTUXONMH3CTEPasHbIE N Ba30AKTUBHbLIE CPEaCTBa;

— NpUHATVE aHaboNMYECKMX NpenapaTos;

— NPUMEHEHUE MMIOKOKOPTUKOCTEPOMAOB;

— BUTaMMHbI rpynnbl B;

—npenaparbl kKanusi;

— aHTMOKCUAaHTHas Tepanvs;

— npenaparbl FreHHON UHXEHEPUN.

AHTUXONUH3CTEpasHble cpeacTsa. MexaHusm gen-
CTBUWSI aHTUXONMH3CTEPAa3HbIX CPEACTB 3aKio4aeTCs B yCu-
NeHnn AenCTBUSA aLeTUNXonuHa Ha xenesbl, cepaue, He-
PBHbIE y3rbl, MMaaKyto U CKeNeTHYIo Myckynatypy. Yawe
NPUMEHSIOT Takon Npenapar, Kak HeMPOMUAWH, KOTOPbIN
ye [oNrve rofbl He NepecTaeT TepsTb CBOEW akTyarnbHO-
ctn [32, 42]. Ero gencTare 0CHOBAHO Ha CoMeTaHUu ABYX
MeXaHU3MOB AENCTBUS: Brokabl KarnvesbIX KaHarnoB MeM-
GpaHbl HEMPOHOB Y MbILLIEYHbIX KIETOK, a Taloke 0bpaTumMo-
ro MHMBMPOBaHNS XONUHACTEpPa3bl B cuHancax [42, 46, 50].

MpenapaTbl kanus. BeegeHue conen kanus u
CpeacTB, KOTOpble CMNOCOOCTBYIOT HAKOMIMEHMIO Kanus B
opraHvamMe, Talke yry4LlaeT CUHOMTUYECKOoe NpoBeaeHne
MUMnyrbca No HePBHOMY BONOKHY. D dekTnBHas Jo3a Ka-
nusa xnopuaa 2—3 r B AeHb Ha Bcex aTanax fedenns [31].

AHabonunuyeckunx npenapatbl. OCHOBHOE AENCTBYE
npenapaToB — ycureHune npouecca obmMeHa 1 ycBoeHust
TeX BELLECTB, KOTOpbIe UAYT Ha NOCTPOEHWE TKaHEeW XMBO-
ro opraHu3ma, C OfHOBpEMEHHbIM OcrabneHnem peakumii
obmeHa, CBA3aHHbIX C pacnazoM CITOXHbIX OpraHN4ecKkmx
BeLecTB. OCHOBHbIM NOKa3aHWEM K NPUMEHEHNIO aHabo-
TNINYECKNX CTEPOUAOB ABMSETCH KPUTUYECKOE CHIDKEHUE
Macchbl Tena, B JaHHOM Cry4ae 3a CYET BbIPaKEHHOrO CHU-
YXEHUSI NN NOSHOo OTCYTCTBUSA (ON3NHECKON aKTUBHOCTW.
Kak npaBwuro, aTv npenapatbl Ha3Ha4aTCs 0ObIYHO Kyp-
camMu NpoJoMmKMTENbLHOCTEI01—2 Mec. C nepepbiBaMu
Mexay oTaensHbIMU Kypcamu 1—2 mec. [39, 41].

miokokopTuKOoCcTEPOUALI. [NpUMeEHseTCs, Kak npasu-
1o, NpegH13anoH, MapokopTu3oH 1 np. CyToyHasa aosa
paccyuTbIBaeTCA MHANBUAYaNbHO, UICXOAS 13 BeCca nauy-
eHTa U TshkecTu 3abonesaHus. [py JOCTVKEHUMN KIMHUYEC-
koro adhhekTa neyveHns B BUOE YBENMYEHUS MbILLEYHON
CUMbI NPOM3BOASAT NOCTEMNEHHOE CHVXEHWE CYTOYHOM 03bl
00 nopgaepXusaroLLero ypoBHs — okorno15 mr/cyT. MNauwy-
€HTbl MOTyT ANUTENbHO NPUMEHATL NOAAEPKNBAIOLLYIO
Tepanuio, 0COOEHHO B Cry4Yasix BOCNAnNMTENsLHON U nam-
onaTuyeckor hopmel 3abonesaHust. B Tskenbix cnyyanx
BO3MOXHO MpoBeAeHne Nynbc-Tepanum METUNMNPEAHN30-
NOoHOM. CNOXHOCTb MPUMEHEHNS ONTUTENBHOIO NeYeHus
[MIOKOKOPTUKOMAAMM COCTOUT B UX MOOOYHbIX ahdekTax,
13-3a KOTOpPbIX NOA0OHast Tepanus NPOTUBOMNOKa3aHa naLw-
€HTaM C 13BeHHOI BOMNe3HbI0 1 A3BOV XXenyaKa, aprepyarb-
HOW rMnepTeH3nel, OCTEONOPO30M, KaTapaKToOM U rNayKoMOM.
OTcyTCTBME YBEMUYEHUS MBILLEYHOW CUMbl B TEYEHUE
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3 MecsILEeB C MOMEHTA Havara NeyveHns KopTrkocTepoMaamm
FOBOPUT O CTEPOUOHON PE3UCTEHTHOCTU MmonaTm [32, 34].

ButamuHbl 1 aHTMOKCUAaHTbI. ButamuHbl rpynnsl B
YYacTBYIOT B NoAAepaHnum HopMarbHOro (yHKLMOHUPO-
BaHWS1 HEPBHOW CUCTEMBI, FOSTOBHOO MO3ra, cepaua u co-
Cy[0B, OpraHoB nuiesapeHus. Kpome Toro, BUTaMuHbI B
ynyyLwaoT 3awuUTHbIE (PyHKLUMKM OpraHmM3mMa oT arpeccuB-
HOW BHeLUHeN cpebl. ButamuHbl He ABNSI0TCA Henocpea-
CTBEHHbIM Ne4YeOHbIM MEPONPUATUEM, CKOSTbKO SBISAOTCA
obLeyKpennsoLUMM, aHTUOKCUAAHTHBIMW U MUENeHOC-
TUMYNUPYLLMMK chakTopamu. [Npenapatbl HECKOINBKO yMEHb-
LLIaIOT NoBpEXAEHVEe MeMBpaH KNeToK MbiLL,. OaHako Obiro
npoBedeHo UccneaoBaHne, B Xo4e KOTOPOro B fle4eHun
Oblna oTMeyeHa aAvHamMmuka. [Npy BpOXAEHHbIX MUONaTusaX
OCYLLIECTBNAMNM KOPPEKLMIO BTOPUYHBIX MUTOXOHAPUArbHbIX
M3MEHEHWIN NyTEM SHEProTPOMHOM Tepanuu, 3aKrnoYaloLLmn-
cs1 Bo BBeAeHun L-kapHutuHa B Ao3e 20—30 mr/kr/cyT, Ko-
aH3vma Q10 B go3e 60—90 Mr/cyT., AHTapHON KUCNOTbl—
200 mMr/cyT, TIMMOHHOW KUCNOTbl — 50 MI/Kr B CYT., BATaMU-
Ha B, — 100 mr/kr B cyT, ButammHa B, —200 mr B cyT,
BuTamuHa B, — 200 mr/cyT. B TedeHue ABYX MecsLEeB
[ABa pasa c nepepbiBoM B ABa Mecsua. OTMeyeHa guHa-
MWKa nokasarernen yHKUMOHanLHOro knacca Apurarerb-
Hom akTMBHoCTM no wkane FC to Vignos (1960) npu Bpox-
[OEHHOM MblLLEeYHON aucTpodun. [NokaszaHa amHamvka 6an-
NbHOW OLEHKN ABUraTenbHbIX yHKLMIM No wkane MDS to
Scott y nauneHToB ¢ BPOXX4EHHLIMU MbILLEYHBIMW AUCTPO-
dumsmun. [NpeacraBneHb! KpUTEPUM OLIEHKN MbILLIEYHOM CUTbI
koHeuHocTen no MRS Scale [50].

MpenapaTbl reHHOW HXeHepun. Ha HacToAwmi mo-
MEHT y>Ke CYLLLeCTBYIOT [jBa npenapara, KoTopble Npoxo-
OST KMUHUYECKUE UCTbITaHWS Y peKOMeHA0BaHbI Ans ne-
YeHU MuogmcTpocm [ioLeHHa.

Eteplirsen. OceHbto 2016 . FDA (ynpasneHue no
KOHTPOSIO MULLEBLIMW NPOAYKTaMU U fekapCTBEHHLIMU
cpeacteamu) B CLLA ogo6puno npenapat neveHns Myo-
anctpodum [oleHHa npu oka3aHHOW MyTauun, reHa
avcTpodmHa B 51 3k30He (cocTaBnsieT okoro 13 % oT Bcex
cny4vaes 6onesnu [ioweHra). OgHako Ha faHHbIA MOMEHT
MOMHOCTBLIO KIUHNYECKast 3pEKTUBHOCTL NpenapaTa Jk-
coHauc 51 He foka3aHa 1 TpebyeT [ONONHMTENbHBIX KIk-
HUYeCKMX uccnegoBaHns. B kavectse npyMmepa MOXHO
NpuBECTU CrneaytoLLEee NCCreaoBaHne: Mans4nkoB B BO3-
pacTe oT 7 4o 13 neT ¢ NoATBEPXAEeHHbIM JUarHO30M M-
oguctpodms [roweHHa ¢ NponyckoM 51 3k30Ha U HU3KOM
hM3NYECKOM aKTUBHOCTLIO Pa3aenuim Ha rpynnsl, rae et
exeHegenbHO Nornyyanu B BUAE BHYTPUBEHHLIX MHY 3NN
30 vnu 50 mr/kr/Hea. eteplirsenunu nnauebo B TeueHne
24 Hepensb (n = 4/rpynna). MNaumeHToB U3 rpynnbl nnave-
60 nepesenu Ha30 nnu 50 mr/kr eteplirsen (n = 2/rpynna)
Ha 25-1 Hepene. M3HavarnkbHo Bcem nawyieHTam nposerniv oro-
MCu1o Ha UCXOAHOM ypoBHe. B pesynistare, Ha 24- Hegene
nauueHTam, nonyyaewmnm30 mr/kr eteplirsen, 6bina npo-
BefieHa O1oncust, 1 OT UCXOAHOIO YPOBHS ANCTPOCHMH No-
BblcMNCS Ha 23 %; H1KaKOro yBenuyeHusi He 6birno obHa-
pyXeHo B nnauebo-neveHnmn 6onbHbix (p < 0,002). Ewe
Gonbllee Bo3pacTaHue OUCTPOdMHA NPOM3OLLNO Ha
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48-n Hepene (52 % 1 43 % B 30 1 50 mr/kr rpynnax cooT-
BETCTBEHHO) [71, 56].

Translarna (Ataluren) B CoeguHeHHbIx LLITaTax TpaHc-
napHa siBrsieTcsa uccnegyembiv HoBbIM NpenapaToM v 4o
cux nop He ogobpeHa FDA ans 6onbHbIX ¢ MvogucTpodm-
et QrowenHa. OgHako BeQyTCst OOLLMPHbIE KNMHUYECK/E
nccnefoBaHWsl Ha TeMaTuKy AaHHOro 3abonesaHus. Pe-
LLEHUEe SKCNEPTHOWM KOMMCCUM BbINO NPUHATO NOCHEe U3y-
YeHUS AaHHbIX KMTMHUYECKUX UCCNEA0BaHMUIA C yHacTUEM
174 nauueHToB. Bbino npeacraeneHo, YTo 6ornbHbIe, MONy-
YaBLUVe aTanypeH B 4o3unpoBke 40 Mr/Kr Macchbl eXXeaHeB-
HO B TeyeHwve 48 Heaenb, NPy NpoBeAEeHUN TecTa C LWecTn-
MUHYTHOW Xoabbol npeoaonesanu Ha 31,3 meTpa 6orbLue
MO CPaBHEHWIO C NaUUeHTamMu, NpUHMMaBLLMMK nrauebo.
Kak oTMevaloT uccnegosarenu, B Xo04e KNMUMHUYECKUX UC-
MbITaHUIA He BblNO OTMEYEHO KakmMX-NMbo cepbe3HbIX No-
6o4HbIX achhekToB NpenapaTa. ATOT Npenapar Ha HacTos-
LLIMI MOMEHT TaloKe Mony4nn cTaTyc fekapcTsa Ans pea-
Knx 6onesHen ans Tpex 3aboneBaHuii; KUCTO3HbIM hrmbpo3
1 Mykononucaxapvaos[56, 66, 70].

He MeauKkaMeHTO3HOE rieqeHmie BKlouaeT B cedsi 6onb-
LLION 06BbEM MEPONPUATUIA, HAaNPaBMEHHbIX HA yryJLLEHWe
Ka4yeCTBa >KM3HW U coLvanusaumnm naumeHToB [53, 54, 55].

JlevebHas uskynsrypa n ousmorepanus. [1o HacTos-
LLIero BpeMEHU HET YETKOro OTBETa Ha BOMPOC, Kak JONro 1
KaKy'0 M0 MHTEHCMBHOCTM Harpy3ky He0OX0aMMO NPUMEHSITb
B JaHHbIX Cryyasx. Tak Kak TOHyCHO-CUINOoBOW AncbanaHe
MbILLILL Y K&XKO,0ro MaumeHTa pasnuyeH. YnpaxkHeH st npuxo-
AMTCH NoadvpaTh M 031POBaTh MHANBMAYANBHO KaXOOMY
nauuveHTy. Bo nsbexaHuve nosiBneHmst CTOMKMX KOHTPaKTyp,
KOTOpbIE eLLie CUNbHEE CHWKAIOT Ka4€CTBO XXU3HW NauueH-
Ta, 3aHATYS Ne4ebHoN chraKynsTypor HeobxoaMbl Gorb-
HbIM exegHeBHO. Maccax JoMmKeH codeTaTb TOHU3UPYIO-
LLIMIN Maccax Ha ocrabreHHble y4acTKv C paccrnabnstoLLmm,
pacTArMBatoLLyM 1 paccachiBalOLLIMM Ha YNNOTHEHHbIE y4a-
CTKM MbiLLLL. Ecrnin umeeTtcs cnabocTb AbixarenbHOM MycKy-
natypbl, BbINOMHAETCS Maccaxk rpyaHOM KNeTky Ans obner-
YeHus AblXaTenbHbIX ABMKEHUA. BonbHOMY O4eHb BaXHO
Bbly4UTbCS Y creumanucta camomaccaxy [19].

OpHoM 13 nocrnefHMxX pa3paboTok ABMNSETCA KOCTIOM
(Molli), npegHasHa4eHHbIN Ans NeYeHns 1 peabunuTaumm
NaLMEeHTOB C Pa3NMYHbIMN HEPBHO-MbILLEYHbIMM 3a60ne-
BaHuAMK. C nomoLubio Molli yaaeTcs ymeHbLWnNTL Takve
nposiBneHns 3abonesaHui, kak 60mb, NOBbILLEHHbIN Mbl-
LLIEYHbIN TOHYC, HENPOU3BOSbHbIE MblLLEYHbIE COKpaLLle-
HWS, @ Takke NOBbICUTL MOBMNBHOCTL NauueHTa. B HacTo-
sauee Bpems koctiom Molli nonyyun mapkuposky CE.
PaboTa kocTioMa ocHoBaHa Ha Ype3KOXHOM NEeKTPOCTU-
MYTSILMY HEPBHbIX BONIOKOH. CTUMYNSALMSA NPON3BOAUTCS
nyTem noga4n HA3KOBOILTHOIO HaNPSHKEHUS Yepes arek-
TpOAbl, KOTOPbIE pacrnonaralTcst Ha BHyTPEHHEW NoBEpX-
HOCTM KocTioma. Becero yctaHoBneHo58 anekTpoaos, Ko-
TOpble MOryT BO34ENCTBOBATh Ha 42 pasnuyHble MbILLLb,
B 3aBMCUMOCTM OT NoTpebHOoCTel NnaumeHTa. Ha gaHHbIn
MOMEHT NPOBOAMTCS MaclUTabHOe KNMHUYecKoe nccne-
[OOBaHMe 1 B CKOPOM BpeMeHU pe3ynbTaTbl 6yayT ony6-
nnKoBaHsbl [46].




Mcuxonoruueckas peabunuraums. MNporpeccuposa-
HMe MVonNaTWii ABNAETCA A1 NaLMEHTOB CEPbe3HbIM Mcy-
XMYECKUM CTPEeCCOM. B oueHb peakux cnyyasix 6onbHble
MOTYT CaMOCTOSATENBHO CMPaBUTBLCH CO CIIOKUBLLENCS CY-
Tyaumen. Ha dooHe 6onesHn 4acTo pas3BmBaroTCs BTOPUY-
Hble Aenpeccun ¢ anatnen N HexenaHMeM 3aHMMaTbCs
CBOWM 30,0p0BbeEM. A 3TO BeleT k 6onee BbicTpomy npo-
rpeccupoBaHuio 6onesHu. bonbHomy Heobxoaymo npovi-
TV KypC NCHUX0TEepaneBTUYECKOro NieyYeHns, YTobbl CTaTh
Gonee yCTOM4MBBIM K NMCUXMYECKAM PasgpaXuTensm, craTb
aKTUBHee, NO3UTUBHO OTHOCUTLCS K NEYEHMIO, U 3TO Hesa-
MeanuUTernbHO ckasblBaeTcs Ha paboTe Mol [pn HeoO-
XOOMMOCTW BO3MOXHO HazHa4YeH1e CoBpEMEHHbIX aHTuaen-
PECCaHTOB (CENeKTUBHbIE MHMIMOUTOPLI 0BpAaTHOro 3axBara
CEepOTOHWHA, Takne kak Linnpanekc, dnyokceTuH u ap.).

CoumanbHas peabunuraums BkrtovaeT cHabxeHue
ObITOBLIMY MPUCMIOCOBNEHNSIMI C YH4ETOM XapakTepa ABU-
raTenbHoro aedpexra n obydeHe camoobenykmBaHnio [18].
MockornbKy naumeHTy Heo6x04UMO NOHUMaHKWE TOro, YTO
OH cnocobeH BbIMOMHATL CaM XOTHA Obl caMble NPOCTbie
aremMeHTbI CaMoOBCIyXVBaHNA: CaMOCTOSITENBHO NepenBu-
raTbCs C MOMOLLBIO Pa3nnyHbIX NPUCNocobneHnn, ecrb,
cobntogarb NUYHyto rrveny v np. Ecnv anst 6oneHbIX nu-
LLEHHbIX BO3MOXHOCTW NepeaBuratbCsl B HaCTosLLEE Bpe-
M$1 €CTb MHOXECTBO BHELPEHHbIX CPEACTB (KOMSCKU, XO-
OYHKU 1 Np.), TO A1 BONbHbIX, HE UMEIOLLIMX BO3MOXHOC-
T ABUraTb pykaMmu, Takve CpeacTBa noka He BHEAPEHbI B
MpaKTVKy coLmanbHon peabunurauum [21, 26, 27].

HoBbIM Larom B abunuraumm n peabunurauum naumy-
€HTOB C MVOMaTUSMM1 1 Pa3BUBLLMMCS NPY STOM BEPXHUM
BSbIM Napa- (MOHO-)ape3oMm siBrnsieTcs paspabotka Bor-
rorpagckum rocy1apCTBEHHbIM MEANLIMHCKAM YHUBEPCY-
TeToM ak3ockeneta «OK3AP». [NokazaHus K ero ucnorb-
30BaHUI0 JOCTAaTOMHO MHOMOUUCIIEHHDI: apTPOrpynos; AeT-
CKuii LiepebparbHbIn napanvy (aToHuyYecku-actatnyeckas
dopma 1 Te PopMbl, MPU KOTOPbIX UMEETCS CMELLIaHHbIN
TOHYC MbILLL, KOHEYHOCTEN C NpeobnagaHeM MmMnoToHy-
ca); HeBparbHas amuoTtpodus Lapko — Mapu — TyTa;
CMyHarbHas amMmoTpodms; NeveBast nnekconaTns Ha doHe
TpombouuToneHn4eckom nypnypsbl LLeHnanH — MeHoxa;
TpaBMbl U POAOBbIE NOBPEXAEHUS («aKyLlepCckuin napa-
nnyy»); euHapom MNuieHa — bappe — LWTpons; cuHgpom
JlapceHa; cuHgpom Anepca — [aHnoca; guctpoduyec-
Kasi AMCnnasvs; BpoXaeHHasi MronaTus (CUHOAPOM «LEHT-
parbHOro CTEPXKHS», HEMaNMHOBasi MUoNaTWs 1 Ap. Bapy-
aHTbl CMHOPOMa«BANOro pebeHKay ); MMOTOHMYecKas amc-
Tpodusa; GOKOBON amMMOTPOPUYECKUN CUHOPOM,
nepegHeporosmyHas popma. Mpy JaHHOM NaTonommm pas-
BMBAETCS CUMMNTOMOKOMIIIEKC BEPXHENO BAMOro napa-
(MOHO-) Napesa 1 NPoONCXoAUT aHaTOMO-OU3MOITOMMYECKOe
pa3obLueHne Mexay LieHTpanbHbIM U neprudgepruieckimM
oTAenamMm HepBHOM CUCTEMbI, MPUYEM HapyLLaeTCcs Kak
npsMas, Tak n obpaTHas csasb [7, 13, 23].

lpomusoriokazaHusiMu s18r1sH0Mces Bo3pacT 4o 3 NeT,
3a4epXKKa MCUXMYECKOTO Pa3BUTYS Y AETEN, BblpaXKeHHbIe
KOFHWUTWBHbIE HAapYLLEHWUs Y B3pOCTbIX, HarnmMune cnactu-
YECKOro MNepToHyCa MbILLILL BEPXHUX KOHEYHOCTEN, Hanm-
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Yne KOHTPAKTYP B KPYMHBIX CyCTaBax BEPXHUX KOHEYHOC-
Tew, OHKonorn4eckve 3abornesaHusi B MHOKypabenbHol cTa-
amm [13, 20, 23, 25].

PaszpaboTaHHasa Bepcus 3k30CKeneTa MeeT BO3MOX-
HOCTb ABWXKEHNS B TPEX NIMOCKOCTAX — carntTarbHON,
hPOHTAaNBHOM Y FOPU3OHTaIbHOM (MPOMEXYTOYHbIE W ONTU-
MarbHasi MockocTh). PoTaumoHHbIe ABWKEHWA B annapa-
Te AaHHOW KOHCTPYKLMM OTCYTCTBYHOT. Jedbnumt asuxeHni
B annapare He KpUTUYEH U MO3BONSAET AOCTAaTOYHO MOSHO
BOCMPOW3BOAUTL ABWXEHWS B €0 LapHMpaXx B COOTBET-
CTBUW C HOpMarbHbLIMW ABWKEHUSIMU BEPXHEN KOHEYHOC-
. Pacuet cebectommocTtu ak3ockeneta «OK3AP» noka-
3arn, 4YTO ero MOXXHO OTHECTU K 9K30cKeneTam JOCTYMHOM
cToumocTn [13, 14].

IMpu ncnonb3oBaHWM annapara y 6onbHbIX Habnoaa-
NuUcb cnepfytoLLme nonoxutensHble 3ddekTbl. Ighgbekm
ysernuyeHus1 amrnumyobi 08UKeHUU 8 rre4esom U J10K-
mesbix cycmasax. [aHHbIn 3heKT ABNSETCA KMHOYEBLIM
B AencTBUM annapara. BeisBneHo, 4To BO BCex crnydasix
npu Nonb3oBaHMKM ak3ockenetToMm «IK3AP» npovncxogut
3HaYUTENbHOE YBENUYEHe amnnnTyAbl ABWKEHWUI B NOK-
TEBbIX M MIeYEBbIX CycTaBax. Aghghekm abunumayuu. AToT
adhheKT CBSA3aH C yBENMYEHNEM aMnNuUTYAbl OBWKEHWUIA.
[MornyyeHHble pesynsraThl nokasanu, YTo yHKUMOoHaNnbHas
3HaYMMOCTb BEpPXHEN (-1X) KOHEYHOCTU (-ei) Bo3pacTaeT
Ha nopsigok. CrniegoBaTtenbHO, Y 6OMbHOrO NOSIBNSIETCA
BO3MOXXHOCTb BbIMOMHEHWNS NOBCEAHEBHBLIX (OYHKLMI MO
CaMOCTOATENBbHOMY OBCNYXMBaHUIO — MMrMeHa, npvem
MULLIK, a Takke BOCMOMHEHNS YTEPSAHHBIX HABLIKOB — Urpa
Ha NMaHWHO, PUCOBaHWE, TaHL bl C y4acTueM pyK. ghgpek-
mbI peabunumayuu. B cBsi3n C KOPOTKMM CPOKOM UCMOMb-
30BaHWs 3TOT BONPOC U3y4eH HegocTaTo4HO. [ANg NomnHo-
LIeHHOTO OTBETAa A0IMKEH MPONTU I0CTATOMHbI CPOK Habnto-
OEHNS 1 HAKONIEH ONbIT UCNOMb30BaHUS NMPU Pa3nUYHbIX
natonorusx. Bmecte ¢ TeM, UMEIOLLMNCS MakCcUMarnbHbIN
nepvog HabnoaeHust B 2 roga 3a 60nbHOM ¢ apTporpmno-
30M BHYLLAET HEKOTOPbLIN ONTUMM3M. AMNNUTY A ABWXKe-
HUI BEPXHEN KOHEYHOCTU AaHHOM NaLMEHTKM NPy NOrL30-
BaHWK ak30ckeneTom «IK3AP» cyLlecTBeHHO pacLumpu-
nacb. OdekT peabunurauum, N0 MHEHUIO aBTOPOB,
OCHOBbIBAETCS Ha MexaHu3me buornornyeckor obpaTHoOM
cBs3u (aHer. biofeedback) [12, 14, 15, 16, 171].

Spchbexkm npoghuriakmuku HapyuieHuUs ocaHku. [laH-
HbIA 3PEKT CBA3AH C MCMOMNb30BaHNEM HECYLLIENO Kopce-
Ta (kakeTa), KOTOPbI MTOMUMO CBOEN OCHOBHOWN (OYHKLUM
CNocobCTBYET KOPPEKLIMN HApYLLIEHMSI OCAHKV MOCPEACTBOM
npegoTBpaLLEHNS IMNepnopao3a, 00yCrnoBNEHHOrO BKITHO-
YeHWEeM B NoabEeM PYKU AOMOMHUTENbBHBLIX MbILLIL, CMIVHBI.

AHanua ncnonb3oBaHus «9K3AP» no3sonseT cun-
TaTb, YTO pa3paboTaHHbI MaCCUBHBIN 9K30CKENET BEpXHEN
koHe4HOCTU «AK3AP» NOMHOCTLIO COOTBETCTBYET KINUHU-
KO-aHaToOMM4eCckuM TpeboBaHUAM, NO3BONSET AOCTATOYHO
MOSTHO BOCNPOM3BOANTbL ABWKEHUS B €r0 LUapHUpax B Co-
OTBETCTBUM C HOPMaribHBLIMU ABUXEHUAMM BEPXHEN KOHEY-
HOCTV 1 obecnevnBaeT abunutaumio 1 peabunuraumio na-
LIMEHTOB C Nepucepryeckum BepXH1M napa-(MoHo-)nape-
3om [8, 10, 11, 12].
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Takvm 06pa3oM, HECMOTPsI Ha BCHO CEPLE3HOCTL 3a-
GorneBaHus U MHOXXECTBO Bap/aHTOB MUOMAaTUM, U3y4eHO
OHO MoKa He oCTaTo4HO. BmecTe ¢ Tem, npocmaTprBatoT-
cs onpeferneHHble NepcrnekTUBLI K MO3HaAHWI0 ero Mexa-
HU3MOB 1 pa3paboTke METOLOB NaTOreHETUYECKOro BO3-
JEeNCTBMS!, CNOCOGHBIX 3aMenUTb ero Xof, YNy4LlnTb Ka-
YECTBO XM3HW GONbHBLIX U NPOANUTE UM XU3Hb U
(hyHKLIMOHABbHYO @KTVBHOCTb.
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