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B 0630pe paccmMaTpuBaroTCs Pas/inyHbI€ acreKTbl CHUKEHNS MbILLEYHOM CUJIbl M YTPaTbl ABUraTe/IbHbIX HABLIKOB Y NaLMEHTOB
C AeTcKkuM LepebpasbHbiM napaandom (ALUIMN). OnucaHbl Natogu3anoIornyeckme MexaHu3mbl, 00yC/10BIEHHbIE NepPBUYHbIM
MoBpeXAeHNeM U peopraHm3aumnen LeHTpaabHon HepBHou cuctemsl (LUHC), CTPYKTYPHO-QYHKLUMOHabHbIMW M3MEHEHUAMM
MbILIEYHOM TKaHU, bBUoMeEXaHn4eCcKkum agncbanaHcom. lpoBeaeHbl napaaienn Mexay U3MeHeHUIMM, HabagaemMbIiMuy y naym-
eHToB ¢ AUl n capKoneHnen — pu3noaorn4ecKnmM npoLieccoM yTpatbl MbILLUEYHOHM CHIIbl M QYHKLUMN Y MaLMEeHTOB MOXNI0Iro
Bo3pacTa. [lokazaHo, 4TO A4/15 NaLMEHTOB C LiepebpasibHbIM NnapasndoM xapaktepeH GeHoOMEH «paHHero CTapeHusi» 0ropHoO-
aBuratesbHoro annaparta. O6Cy)KaatTcs MoTEHUMabHbIE HanpaBAeHUs] NPOPUIAKTUKM CapKOMNEHUU y AETEH U B3POC/IbIX
c AUTT. [ToHnMmaHue onncaHHbIX MeXaHU3MOB NMEePBHUYHbIX U BO3PACTHbIX UBMEHEHUH MbILLIEYHOH TKaHH MPU PaHHMX NoBpPeEXae-
Husx UHC Heobxoanmo 4115 naaHMpOoBaHUS NoBCEAHEBHOM aKTMBHOCTH NaLMeHTOB, Bbi6opa rnpaBu/ibHON TaKTUKK peabuin-
Tauuu, MMHUMU3aLMK HeBGaronpUsITHbIX 1e4ebHbIX BO34ENCTBUI M 060CHOBaHHON KOPPEKLIMU COMYTCTBYIOLMX HapyLLIEHMA.
KnyeBble cnoBa: AeTCKui LiepebpasibHbii napasind, CapKOMeHusl, CrnacTMYHOCTb, aHabO0/IMYECKasi PE3NCTEHTHOCTS,
MbilLeYHas cuna
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BBEAEHUE
TepMrHOM «ETCKUIA LiepebpanbHbii napanuy» (ALIM)

HeBpoJsiorMyeckoro geduuuta, naumeHtol ¢ AUM gemoH-
CTPUPYIOT YXyAllEHUE ABUratefibHbIXx GYHKUMIA. B aeTckom

0603HayalT CTOMKME HapylweHUs pas3BUTUA MOTOPUKK
W MNoAAepaHWs Mno3bl, BO3HWKIUME B pe3y/nbrate nepu-
HaTalbHOro MOBPEXAEHUS MW aHOManuu pasBMBatoLLe-
rocsi rofoBHoro mosra [1]. MMoBperaeHus LeHTpanbHON
HepBHOM cuctembl (LUHC) npu LN BO3HUKaOT Ha camom
paHHeM 3Tane pa3BuTUS pebeHKa M BAUSIOT Ha ABWUraTesb-
Hble BO3MOMXHOCTU, KOOpPAMHALMIO, MOCTypasbHbIA KOH-
TPOJib, @ TaKXe Ha Apyrme — HEeMOTOPHble — cdepbl ero
XM3HU [2]. HecmOTpsi Ha Henporpeccupylownn xapakrep

Olga A. Klochkova, Alexey L. Kurenkov

M IOHOLECKOM Bo3pacTe (40 21 roga) ytpata paHee OCBO-
E€HHbIX [BWraTefibHbIX HaBbIKOB XapaKTepHa, B MepBYylO
oyepenb, ana peten ¢ lll-V ypoBHAMM no Cucteme Knac-
cubmKaummn GoNblIMX MOTOPHbIX GyHKUMIA (Gross Motor
Function Classification System, GMFCS) [3, 4], Toraa Kak
BO B3pOC/IOM BO3pacTe MOCTENEHHOE CHWXKEHWe ABUra-
TeNbHbIX BO3MOXHOCTEN NPOUCXOANUT HE3ABUCHMO OT YPOB-
HA GMFCS [5]. Mo agaHHbLIM cucTemMaTMyeckoro o63opa [6],
npumepHo y 25% naumeHToB ¢ LepebpanbHbiM Napainyom
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Muscular Weakness and Loss of Motor Skills in Patients

with Cerebral Palsy

Various aspects of muscle strength decrease and loss of motor sKills in patients with cerebral palsy (CP) are considered in this review.
Pathophysiological mechanisms caused by primary damage and reorganization of central nervous system (CNS), structural-functional
changes of muscle tissue, biomechanical disbalance are described. Changes at patients with CP equate with sarcopenia (physiological
process of muscle strength and function loss in elderly patients). It has been shown that patients with cerebral palsy have such
phenomenon as «early aging» of musculo-skeletal system. Potential approaches for prevention of sarcopenia in children and adults
with cerebral palsy are discussed. Understanding of the described mechanisms of primary and age-related changes in muscle tissue in
early CNS injuries is necessary to plan the activities of daily living for patients, choose the correct rehabilitation tactics, minimize adverse
therapeutic effects, and reasonable management of comorbid conditions.
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C BO3pacToM HabnogaeTcs yxyaleHue uan ytpaTta Xxoabbbl.
B 30He HanbonbLIEero pucka HaxoaaTcs NauneHTbl ¢ UCXOAHO
XyAWWMKU ABUraTeNbHbIMKM CMOCOBHOCTSMM, ABYCTOPOHHMU-
Mn dopmamu UM 1 Hanmunem 601M MAW 3HAYUTENbHOWM
MbileYyHoW cnabocTtu [6]. OgHaKo, Aaxe AeTu ¢ uepebpanb-
HbIM NapaanM4yoM C UCXOAHO BbICOKMM YPOBHEM M Ka4eCTBOM
[ABUraTeNlbHOM aKTMBHOCTU MMEIOT MOBbIWEHHbIW PUCK yTpa-
Tbl CMOCOBGHOCTU CaMOCTOSATENBLHOIO NEPEMELLEHUS U NOSB-
NeHns nNotTpebHOCTM BO BCMOMOraTefbHbIX CpeacTBax Ans
nepeaBuXeH1a Bo B3pocaoM BospacTe [7—9]. TpaguuMOHHO
TaKne M3MeHeHWUs OOGBLACHAT HaKOMNEeHMEM BTOPUYHbIX
optoneamyeckux gedpopmaunin [10]. OgHaKo, Ha ceroaHsL-
HWM OeHb npobnema npeacTaBAseTcs KOMMIEKCHoW. Bce
60sblle BHWUMaHWE wuccnegoBaTenen npuBEKaeT BOMPOC
CTPYKTYpHOM natonorun mbiwy, npu AUM u deHomeHa «paH-
HEero cTapeHus» ONopHO-ABUraTeNlbHOro annaparta Ha ¢oHe
ncxogHoro nospexaenus UHC [14, 12].

B cTpyKType coBpemeHHon peabunutauuu aeten ¢ ALMN
OTMeYaeTcs §BHOE MpeBalMpoOBaHUE TOHYCCHMKaLWMX
meTogoB [13]. OaHaKo, cnacTUYHOCTb PErucTpPUpyeTCs NUllb
B 75-80% cnyyaeB, Toraa Kak Mbille4yHas cnabocTb (napes)
B TOW WAW MHOM CTENEHW MPUCYTCTBYET Yy BCEX MaLMEHTOB
c AU [11, 14]. 3By4nT BCe 6ONblue apryMeHTOB B MOSb3y
TOro, YTO MMEHHO CTeMNEeHb MbILWEYHON c1aboCcTH, a He cnacTuy-
HOCTW, onpeaenseT ABUraTenbHbli AedULNT U MHBANUAN3ALMIO
y naumeHToB ¢ AU B gonrocpoyHon nepcnexktmee [15, 16].

Mpn oKazaHWU MeaNLMHCKON NMOMOLLM B AOIKHOM 06b-
emMe MPOJOSIKMUTENBHOCTb MU3HU GOMbLUMHCTBA NaLMEHTOB
¢ ALUMN ¢ nerkumu 1 yMepeHHbIMW ABUraTe/ibHbIMU Hapylle-
HUAMK (GMFCS I-IIl) Ha cerogHsWHWK OeHb NPUBIUNKaeT-
cs K obuienonynsaunoHHon [17]. Cnoco6HOCTb K caMocTosi-
TENbHOMY NEPEABUIKEHUIO U CaMOOBCNYKMBAHUIO ABASETCS
OAHMM M3 K/loYeBbIX GAKTOPOB, ONpPeAenstoWmX Ka4yecTBo
YU3HU U coLManbHOW aganTtaumm y B3pOCbIX NOAEN € uepe-
6panbHbiM napann4yom [18]. [MoHMMaHMe naTtoreHesa
MbILLIEYHOM €cN1aboCT U NPOrPECCHPYIOLLErO YXyALWEHUS ABU-
ratenbHon GyHKUmMKn npu UM Heobxoanmbl Ana KoppeKumm
CYLLECTBYIOLWMX NOAXOAOB B peabunutauumn naumMeHToB 4eT-
CKOro Bo3pacTta M MaKCHManbHOro COXpPaHeHUs UX aKTUBHO-
CTW Y CaMOOBCYKMBaHUSA BO B3POCION HU3HU.

Llenb paHHOro o63opa — pacCMOTPETb pasfinyHble
acneKTbl NaToreHesa MbllWeYHON cnabocTu U yTpaThbl ABUra-
TenbHbIX PyHKUMIK npu AU, a TakKe noTeHumanbHo addek-
TUBHbIX MOAXOA0B K NpodMNaKTUKe AaHHOIO ABAEHHMS.

HEAPOTrEHHBLIE OCHOBbI MbILUEYHO# CJIABOCTH

OUM — KAMHWYecKoe cneactBve MNOBPEXAEHUS WK
aHomanumn LIHC, 3aTparvnBatolmx, B NepByko o4epeab, BeEpX-
HUWM MOTOHEMNpPOH [1, 2]. K nposiBNeHUaM cuHApOMa Bepx-
HEero MOTOHENpPOHa OTHOCAT CMMMNTOMbl KaK CO 3HAKOM «-»
(MblWweYyHas cnabocCTb, HapylleHWE CENEeKTUBHOIMO MOTOp-
HOMO KOHTPONS W MOAAEPKAHUS NO3bl, 4eDULIUT U UCKaXKe-
HWe addepeHTHOM CEHCOPHON MHbOPMaLMK), TaK U CO 3Ha-
KOM «+» (NMOBbILLEHNE MbILEYHOIO TOHYCa — CMaCTUYHOCTb,
NOBbILWEHNE CYXOXKWIbHbIX pednexkcoB, KIOoHycbl) [19].
«HeraTtMBHble» CMMMATOMbI CUHOPOMaA BEPXHEr0 MOTOHEW-
poHa paccmaTpuBaloTCs Kak 60siee 3HaYumble MPeamKTo-
pbl ABUraTenibHOro MnoTeHuuana pebeHKa Mo CpaBHEHMIo
C cMMATOMaMU «+» [16].

CTeneHb CNacTMYHOCTU M BblparKEHHOCTb MblLLEYHOM cna-
60CTU KaK B OTAENbHbIX MblWLAX, Tak U B GYHKLMOHaNbHbIX
CcerMeHTax KOHEYHOCTEM HanpsiMylo He KOppenupylT apyr
¢ gpyrom [13]. CnacTUYHOCTb M BbICOKME pedneKcbl 06y-
CNoBMiEHbl BTOPUYHOM peopraHmn3aunen HempoMblLLEYHOrO
B3aMMOJENCTBUS B YCNOBUSAX CHUMKEHWUS HUCXOASLLErO TOp-
MO3HOMO BAWSIHUS FONOBHOI0 MO3ra Ha y-HEMPOHbI CMMHHOMO
MO3ra, KOHTposMpylowme MbiliedHble BepeTeHa [20], Torga

KaK MbllleyHas cnaboCTb U rMNOTOHUA — MepBUYHOE MPo-
aBneHne nopaxenuns LUHC npu UM, oco6eHHO 3ameTHoe
B OCTPbIM Nepuoa NOBPEXAEHNS KOPKOBO-CMMHHOMO3rOBOIro
nyT¥ U HEPEAKO BCTpeYaloleecs y HOBOPOXKAEHHbIX, KOTOPble
BMNOCNEACTBMU Pa30BbIOT KIIMHUYECKYo KapTuHy LM [21].

MNosiBNeHMEe n coxpaHeHne MblleYyHON cnabocTn y nauu-
eHToB ¢ AL Ha npoTaKeHUn BCEN KUBHU MOXKHO OOBbACHUTb
HECKOJIbKUMU HenporeHHbiMu dakTopamu. oBpexaeHve
CTPYKTYp NMpaMmngHoro TpakTta npu ALIM npuBoaUT K CHUXKe-
HUIO 3PDEPEHTHON UMMYNbCALIMN K HUKHEMY MOTOHENPOHY
M YMEHbLIEHMIO €ero CrnoCOGHOCTM aKTMBMPOBATb MblLULbl-
aroHuctbl [22, 23]. HapylweHue npoLecca MbILWEYHON aKTu-
Baumu npu UM npuBOAUT K OrpaHUYEHUI0O BO3MOXHOCTH
TOYHOrO MOTOPHOIO KOHTPO/IS U MPOM3BOSILHON peryasaumm
MbllWweYyHoro ycunus [24]. CeneKTUBHbIN MbIWEYHbIN KOH-
TpoNb CTpajaeT M B pe3y/bTaTe HapyleHUs LeHTpasbHOU
perynsiuMm npoLeccoB PeLMNPOKHOr0 TOPMOXEHUS, npe-
MMYLLECTBEHHO MPW MOMbITKE COBEPLIEHUS ObICTPbIX WK
pPeuMnpoOKHbIX ABWXEHUN (Hanpumep, xoabbbl) [22, 23].
B nccnegosanum J. Engsberg v coaBT. Npyn MPOM3BOSbLHOM
crnbaHmn n pasrmbaHum KoneHa y 70% naumwentos ¢ LM
Habntofanacb KO-KOHTPAKLUMS MbllL-aHTaroHUCTOB AaXke
npu Mea/IEHHOM BbIMONHEHUN 3aAaHns [25].

duanonormyeckoe yBennyeHne Cuibl MbILUEYHOrO COKpa-
LweHuss obycnoBneHo IM60 HapalBaHUMEM YUCa aKTUBUPO-
BaHHbIX (PEKPYTUPOBAHHbIX) ABUTraTENbHbIX €AUHUL, — COBO-
KYMHOCTM MOTOHENPOHA U WHHEPBUPYEMbIX UM MbILLEYHbIX
BOJIOKOH, M60 MNOBbIWEHWEM 4YaCTOTbl UMMYNbCALUKU YIKE
paboTalolmx ABUraTeNbHbIX eanHuL,. KonnmyecTtBO Mbllley-
HbIX BOJIOKOH B COCTaBe [BuWraTtefibHblX e4WHUL, HeoauHa-
KOBO M 3aBUCUT OT TOYHOCTM COBEPLUAEMbIX [ABUKEHWUN:
OT HECKOJIbKMX [ECATKOB BOJIOKOH B MbIlWLAX NajnbLeB, rMa-
3a 40 COTEH M TbICAY B KPYMHbIX MbllLAX KOHEYHOCTEN
n Tynosuwla [22]. MNaTrepH peKpyTMpoBaHUS ABUraTesbHbIX
eANHUL, TaKkKe cneumdunyeH Ana Kaxaon Mbllwlbl. B Hopme
aKTMBaLMS HaYMHAETCH C HeOONbLUNX ABUraTENbHbIX €ANHUL,
M MOLYNMpyeTcs B 3aBMCUMOCTM OT MOTOPHOW 3ajadyu [26].
[pn noBpeXaeHUM BEPXHErO MOTOHENPOHA PEKPYTUPOBaAHKNE
[ABWraTefibHbIX €AUHUL, 3amMeaeHo, HeJoCTaToO4YHO WM MPOoUC-
XOAWT B HapyweHHoM nopsaake [27, 28]. B peaynbrate mblwua
BK/IIOYAETCH B ABUKEHME MEAIEHHO U HE MONHOCTbI0. H13Kas
CKOPOCTb MpUpOCTa MblweyHoro yeunusa npu AUIM, no cpas-
HEHWIO CO 340POBbIMU CBEPCTHUKAMM, MOXKET GblTb 06YCNOB-
JleHa OrpaHUYeHHbIM PEKPYTMPOBAHMEM BbICOKOMOPOrOBbIX
[ABUraTe/bHbIX €AVHWL, M HapyleHMeM npoLecca NoBblleHUs
4acToTbl MMMyNbCaLMM NO HU3KOMOPOroBbIM ABUraTENbHbIM
eanHuuam [29]. NMprupocT MblWEYHOro ycunus, B Hopme obec-
neynBaemMbli 6anaHCOM MeXAy npoLeccamu peKpyTMpoBa-
HUS HOBbIX ABUraTeNbHbIX €4WHUL, U MOBbIWEHWEM YacCTOThbI
UX UMNYNbCaLUK, MPU NOBPEKAEHUN BEPXHETO MOTOHENPOHA
MOXET CABMraTbCA B CTOPOHY PeEKpyTMpoBaHusa [26]. Mpwu
MonbITKE HapacTUTb MbIWEYHOE YCUIME MPOUCXOAWUT Mpe-
XOEBPEMEHHas aKTUBaLMS KPYMHbIX U ObICTPO YTOMJISEMbIX
[ABWraTefibHbIX €4MHUL, YTO NPUBOAUT K PaHHEMY UCTOLLEHUIO
N CHUXXEHUIO MblleyvHoro yeunus [30].

M, HaKoHeL, HENPOreHHbI KOMMOHEHT MbILWEYHOW Cha-
6octu npu ALUM MOXXHO paccMaTpuBaTth C NO3ULIMK TNo6anb-
HOr0 HapylWeHUs Co3peBaHMs HEPBHOW CUCTEMbI HOBOPOXK-
[eHHOoro B ycnosusax nopexaeHusa LUHC. Mocne poxaeHuns
npoueccbl MMENUHU3aLMKM M CUHaNToreHesa B LEHTpasb-
HOM M NepudeprUyecKorn HEPBHON CUCTEME HE 3aBEpPLUEHbI
N aKTUBUPYIOTCA noA AencTtBueM GYHKLMOHANbHOM Harpys-
Kn [31]. PusnonornyHoe paseButhe pebeHKa CONpoBOXKaa-
€TCA MHOrOKpaTHbIM MOBTOPEHWEM HOpPMasbHbIX ABWKe-
HUW W 3aKpenneHMem [ABUraTefNbHOro natrepHa 3a cyeTr
06pa30BaHMsa CTOMKMX CUHANTUYECKUX CBA3EN U MOCTENEH-
HOW yTpaTon «pe3epBHbix» nyTen [32]. B ycnoBusax paHHero



nospexaeHus LHC HenponnacTMYHOCTb MO3BONSET coXpa-
HUTb ABWMKEHMS 3a cHeT GOPMMPOBAHMSA HOBbIX CMHANTUYe-
CKMX CBSAI3EN U COXPaHEHUS OONONHUTENbHbIX NyTen [33, 34].
BmecTe ¢ TeM faHHas peopraH13alums He BOCMONHAET QYyHK-
M0 B MOSHOM Mepe, a orpaHuyeHne ABuraTe/ibHOM aKTUB-
HOCTM B paHHEM BO3pacTe B COYETAHWW C BbIHYKAEHHbIM
NOBTOPEHMEM NATONOrMYECKUX ABUKEHWUM BEAET K 3aKpen-
JIEHUIO COOTBETCTBYIOWMX HEPBHbIX CBA3EM WM natonorunye-
CKoro ctepeotuna [15].

U3MEHEHHUSA CTPYKTYPbI U ®YHKLUU MbILLLL

NMPU AETCKOM LLEPEBPAJIbHOM MAPAJIUME

CoBpemeHHOe npeacrtaBneHne o natoreHese [ALUIN pac-
CMaTpMUBaET MblLLbl KAK OCHOBHOW «OpraH-MULEHb», U3me-
HSIOLLMI CBOU CTPYKTYPHbIE U GYHKLIMOHANbHbIE XapaKTepu-
CTUKM BcneacTeue nepBuYHoro nospexaeHus LHC [11, 12].
Cpok noBpexaeHusa LUIHC, cteneHb aABuratenbHbiX Hapylle-
HUW, Bo3pacT pebeHKa ¢ LM v apyrue dakTtopbl onpeaens-
0T WUMPOKMI Anana3oH BapnaHTOB UBMEHEHUIN B CKENETHbIX
MblLWLAX, MPUBOAALLMX K KITUHUYECKU 3HAYUMOMY CHUXKEHUIO
MblLIEYHOWN CUJIbI.

HapyweHus npoueccoB pa3BUTUS

n audpPpepeHUUPOBKU MbILLEYHON TKAHU

HapaBHe co CTpyKTypaMun HEPBHOW CUCTEMbI MbllLEYHas
TKaHb MPOXOAMT ONpeaefieHHble 3Tanbl «CO3PEBaHUS» B Npe-
M NOCTHaTanbHOM nepuogax. lepecTponKka MbllEYHON TKAHM
NPOJOMIKAETCH Ha MNPOTSKEHWW BCEro AETCTBa W paHHen
lOHOCTU [35]. OMO6pHoHanbHble M HeoHaTalbHble GOpPMbI
MWO3MHa 3aMEeHSOTCS B3POCabiMM GOpMaMu Noa BANSHUEM
rOPMOHaNbHOM PEerynsunun, Mblle4YHON aKTMBHOCTU WM nac-
CUBHOIO MeXaHM4YeCcKoro pactsxeHus [36, 37]. BoipaxeHHoe
M3MEHEHWEe ABUraTeNlbHOW aKTMBHOCTM, OTCPOYEHHAas WM
OTCYTCTBYIOLLAA BEPTUKANMU3aALMUS C YMEHbLUEHMEM Harpys-
KM Ha Mmblwubl npu ALUM moryT npuBOAMTb K 3adepiKKe
W HapyLIEeHWI0 co3peBaHms B3POCbIX GOPM MUO3MHA U KX
}YHKUMOHANbHOMY HECOOTBETCTBMIO TUMUYHBLIM BO3PACTHbLIM
Harpyskam [38]. OcTaeTcs OTKPbITbIM BOMPOC, 4YTO SBASETCS
nepBuyHbiM npu AUMN — o6bem ABUratenbHOM Harpyskw,
Bbl3blBalOLWMIM NEPECTPOMKY MblLL, MK UCXOAHOE Npeobna-
JaHWe onpeaeneHHoro Tuna BOMIOKOH U UX BAUSIHWE Ha [BU-
raTefnibHble BO3MOXHOCTHU NaLMeHTa.

CopeprkaHne BONOKOH 1-ro (MeaneHHoro) n 2-ro (6bIcTpo-
ro) TUNOB B Ka)XOOW Mbilllle 3aBUCUT OT €e OCHOBHOWM
®YHKUMKU. MbiWwLbl, UCNbITbIBaOWME ANUTENbHbIE CTaTU4e-
CKMe Harpy3ku Mo yaeprKaHWio no3bl M paBHOBECUS, COCTO-
AT NPEeUMyLEeCTBEHHO M3 BOJIOKOH 1-ro Tuna (Hanpumep,
KambanoBuaHas Mbllwla). B Mbiwuax, obecnevynBatoLinx
ObICTPOE Pa3BUTME MAKCMMaNbHOIO HanpsiKeHWs, B HopMe
npeo6nagatoT BOMIOKHA 2-ro Tuna (Hanpumep, MKPOHOXK-
Haa mMblwya) [22, 39]. OTcyTcTBUE DUIBMYECKOM HarpysKu
npu UMMOBUAN3ALIUU, TEHOTOMUKU UM UCKYCCTBEHHOW HEBe-
COMOCTW MPUBOAUT K MNEPECTPOMKE MbILLEYHOM CTPYKTYpbI
1 npeobnagaHuto BoNIOKOH 2-ro tuna [40, 41]. XpoHu4yecKas
3/IEKTPOCTUMYASALMS, HANPOTMB, Bbl3blBAET MOCTEMEHHYIO
TpaHcHOPMaLMIO MblLLbl C YBEIMYEHUEM B HEW JONM BOMO-
KOH 1-ro (meaneHHoro tuna) [42, 43]. Jlorn4yHo npeano-
JIOXXWUTb, YTO paHHee HapylweHWe HeMpoHanbHOW perynaumu
NPOLLECCOB POCTa M CO3PEBAHMSA MbILL, MPU NOBPEXAEHUNAX
LleHTPaNbHOro MOTOHEMPOHA MOXKET MPUBOAWUTL K M3MEHe-
HUO AMddEPEHLMPOBKM U COOTHOWEHUSA TUMOB MbILUEYHbIX
BOJIOKOH. OHaKo nccnegoBaHus 6MONTaToB MblLUL, NaLMeEH-
TO0B ¢ ALIM nokasanu npoTnBopeYuBblie pel3ynbTaTbl. bbiio
BbISIBIEHO KakK yBennyeHne 0Nn BOSOKOH 1-ro MeaneHHoro
Tvna [44, 45], TaK 1 00N BOJIOKOH 2-ro Tuna [46], paBHO Kak
M OTCYTCTBME 3HAYMMbIX UBMEHEHWUI B COOTHOLIEHWUM TUMOB
BOJIOKOH Ha ¢oHe cnactuyHocTu [47, 48]. JaHHbi acneKT

eule TpebyeT M3y4yeHUs C y4eToM OCcOBeHHOCTEM Bbibopa
MblWL, Ansg 6uoncumn n otbopa naumMeHToB (CPOKKU NoBpeXKae-
Husa LIHC, o6bem 1 xapaKTep Harpy3ku Ha MblllLbl).

HapyweHune pasBuTnsa Mbllle4yHon TKaHu npu LN moxkeT
3aTparmBaTb He TOIbKO npoLecchl AnddEepPEHLMPOBKN BOSIO-
KOH, HO U pOpMMpPOBaAHUE CTPYKTYP, OTBEYAIOLLMX 38 HENPO-
MbILEYHYIO nepeaady u pedneKTOPHYIO Peryasumio Mbllley-
HOrO COKpaleHus. HapylleHne akTMBHOCTU LLEHTPasbHOro
MOTOHEMPOHA Ha MpeHaTajbHOM 3Tane MOXEeT MPUBOAUTb
K BPOX/AEHHbIM aHOManuaM 3aKNagKW MbllUEYHbIX BEpPETEH
M aLeTUNXONNHOBLIX peuenTtopos [49, 50].

CTpPYKTYpHble U3SMeHeHUs mbiwy npu ALUN

CKeneTHble MbllULbl 06pa30BaHbl COKPaTUMbIMKU U HECO-
KpaTUMbIMK TKaHAMKU. CoKpatumas 4acTb MblWwLbl obec-
ne4yMBaeT pas3BWUTME MbIWEYHOIO YCWUAUA W COCTOUT M3
NOBTOPSIOLWMXCA Y4aCTKOB — CapKOMEpPOB, 06pasyloLmx
MNODUBPUANBI, KOTOPbIE, B CBOKO 04epeab, BXOAAT B COCTaB
MbILUEYHbIX BOJIOKOH, OGbEAMHEHHbIX B My4yKW. Heco-
KpaTMMas 4acCTb MbllLbl NpeacTaBieHa COeAMHUTENbHON
M XKMPOBOM TKaHblo [22, 51].

Mpn AUM n3MeHeHUs B MbllLax OUKCUPYIOT Kak
Ha MaKpo, TaK M Ha MUKPOYPOBHE. Mcnonb3ys MarHWTHO-
pe3oHaHCcHyo Tomorpaduio, J. Noble ¢ coaBT. [52] cpaBHUAK
COAEPIKAHME BHYTPU- U MEKMbBIWEYHOIO KUpPa B HUMKHMX
KoHe4yHocTsax y 10 nauneHTOoB B Bo3pacTte 22,5 neT ¢ ABY-
ctopoHHum AUM (GMFCS |-I1ll) n 340p0oBbIX CBEPCTHUKOB.
Y nayumeHToB ¢ AU coaepykaHue xupa 6bino CTaTUCTUHECKHU
3Ha4YMMO BbIlEe BO BCEX MbllWLax, pasjinyanocb Mo ypoBs-
HAaM GMFCS u npeo6nagano y nauumeHtoB ¢ GMFCS Il
KonmMyectBO MEXMbIWEYHOTO KuUpa TaKKe Obl1o Bbllle npu
ALMN no cpaBHeHuto ¢ rpynnon KoHTpons. CooTHolleHue
06bEMOB MOAKOXHOW YMUPOBOW KNETYaTKM U MbllEYHOMN
TKaHW He pa3nuyanocs [52]. Y geten ¢ UMM, TeTpanape3om
B Bo3pacTe oT 5 Ao 14 net (12 yenoBekK) TaKKe Obli10 NoKa-
3aHO CHMXeHue ob6beMa MbllleYyHOoM TKaHu 6edpa Ha 51%
1 NOBbIlLEHWE 06bEMa BHYTPUMBbILWEYHOMO ¥Knpa B 2,3 pasa
MO CPaBHEHMIO C KOHTPONbHOW rpynnon [53]. [Ansa BbiSBNEeHUS
M3MEHEHUIM MapaMeTpPOB 3XO-UHTEHCMBHOCTM Y MaLUEeHTOB
¢ AU moxeT 6biTb MCNONb30BaHO M 6Goniee AOCTynHoe
NS NOBCEAHEBHOMW MPAKTUKKM YAbTPa3BYKOBOE WCCefoBa-
HMe MbllwL. ConocTtaBneHue pesynbraTtoB 06cnefoBaHUs
26 peten ¢ AUIM n 10 3g0poBbix 406POBONbLLEB NOKa3ano,
4YTO AN LepebpanbHOro napannya 6bl10 XapaKTepHO YMEHb-
leHne obbema MapeTUyHOM HUKHEW KOHEYHOCTU, YBENU-
YeHWEe WHTEHCUMBHOCTM 3XO-CUMTHana OT MbIWEYHOW TKaHu
M ero 606/blWas HeOLHOPOAHOCTb, CBUAETENbCTBYOLME
O MOBbLIWEHHOM COAEepXKaHUM HecoKpaTumMon TKaHu [54].
YBeNnM4YeHne KMpoBon MHOUNLTPALMKU U COAEPKAHUSA COean-
HUTENbHOW TKaHM B Mbllwuax npu AL BeaeT K yMeHblUeHuo
MUX COKpaTUTENbHOM CMOCOBHOCTU M CW/bl pPasBUBAEMOro
yeunus [12].

MN3MeHeHWe CTPYKTYPbl CKENETHbIX MbILUL, C YBENUYEHNEM
COAEPKAHNS HECOKPATUMBbIX TKAHEW CONPOBOXKAAETCS U3Me-
HEHWUAMM CTPYKTYPbl MblLUEYHbIX BOJOKOH. Tak, Mo AaHHbIM
MMUKPOCKOMUYECKMX MCCNefoBaHuin 6MONTaTOB MbILUEYHbIX
BOJIOKOH 605bHbIX [LIM, BbiBNEHbl BbiCOKas Bapuabesnb-
HOCTb Pa3MepPOB MbILWEYHbIX BOJIOKOH, @ TaKXe Hanuiue
60MbWOro 4Yucna «KPyribix» M «HaLKYWEHHbIX» BOMOKOH,
B OT/IM4YME OT MHOMOYrOfbHbIX BOSIOKOH OAMHAKOBOro pas-
Mepa Yy 340p0oBbix Aob6poBonbLeB [48, 55]. BolpaxeHHOCTb
OAHHbIX U3MEHEHWUI KOPPENUPYET C TAKECTLIO ABUTraTeNbHbIX
HapyLweHWn 1 Bo3pacTom nauuneHTos [44, 56].

PasBuTME MaKCMManbHOro MbIWEYHOrO YCUANS 3aBUCHUT
OT 4YMCna CapKOMEPOB B MbIWLE M WX ANMHbI, OTparkato-
len cTeneHb NepeKkpbITUS GUNaMeHTOB aKTMHa U MUO3U-
Ha [22, 35]. POCT MbIlWEYHbIX BOMOKOH MPOUCXOAUT MyTEM
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no6aBneHns HOBbIX CapKoOMepoB Moa [AencTBMEM pac-
TSAXKEHUS, Harpy3ku WAM pocTa npunexallen koctu [57].
OrpaHuyeHne ABWUratenbHOM aKTMBHOCTM M CMACTUYHOCTb
npu nospexgeHusax LLHC moryt HapylwaTb npouecchbl Mbllley-
HOrO pocTa W MPUBOAWUTb K YBENMYEHMIO HE KONMYeCTBa,
a [AMHbl capkoMepoB. Ha npumepe MbllLbl JIOKTEBOrO
crnbaTens KUCTU Y NOAPOCTKOB M MONIoAbIX B3pocabix ¢ AL
6bIN0 BbIABAEHO YBEIMYEHUE AIMHBI CAPKOMEPOB, COMPOBO-
KOaemoe CHUXKeHMeM cunbl MblwLbl 4o 40% oT HopMbl [58].
YonnHeHne capKkomepoB NPUBOAMT K YMEHbLUEHMIO NoLLaan
NepeKpbITUS aKTUHOBbLIX 1 MUO3MHOBLIX GUNAMEHTOB U, Kak
CNeacTBMUE, CHUMKEHMIO CWJIbl MbILLEYHOMO COKpalleHus [22].

OOHON M3 BO3MOXKHbIX MPUYUH YAJIMHEHWS CapKomepa
MOeT OblTb M3MEHEeHWe CBOMCTB OEeNKOoB, OTBeYvalolinX
3a noagep)kaHve ero [AAuHbl M COMPOTMBASEMOCTU pac-
TAXEHUI. MraHTCKMM 6eNoK TUTUH — CTPYKTypHasi OCHOBa
capKomepa — MPOAEMOHCTPMPOBAN CMOCOBGHOCTb MEHSATb
CBOM M30DOPMblI U MEXAaHWYECKME CBOWMCTBA B CepAaeyHOMn
MbilWLEe noa AEWCTBMEM XPOHWYECKOW wuwemuun [59, 60].
AHanornM4yHble NPoLLecChl MOryT NPOUCXOANTL U B CKENETHOWM
MblWLEe Ha POHE HaPYLLEHHOM MHHEPBALMK U CNACTUYHOCTMU.
Tak, B pa6otax R. Lieber v J. Friden 6bl110 NOKa3aHO yMeEHb-
WEeHNEe PaCTAHKMMOCTM OTAENbHOrO MbIWEYHOrO BOJIOKHA
cnacTUYyHOM Mblwubl [61, 62]. MoBbILEHHOE CONPOTUBIEHME
PacTAKEHUIO He O6blN0 CBA3AHO C M3MEHEHWEM 3MEKTPO-
MUOrpadryeCcKmX XapaKTEPUCTUK BOJSIOKHa [63] 1, No Bcew
BEPOSTHOCTU, OOYCNOB/IEHO MEPECTPOMKON CTPYKTYp, OTBE-
YyalLlmMx 3a NoaaepKaHme 4anHbl capkomepa.

HecMoTps Ha CHUXKEHMEe PacTaKMMOCTU OTAENbHOro
MbILWEYHOro BOMIOKHA, NYYOK CMACTUYHbIX MbIWEYHbIX BOJSO-
KOH 06nafaeT 60Mbluen pacTAKMUMOCTbIO, YEM MYYKKU BONO-
KOH 340p0BOM MbllLbl [61, 62]. B 300p0BOM MbILLLIE MYYOK
BOJ/IOKOH 06/1ajaeT 3HaA4YUTENbHO OOSblUEN YCTOMYUBOCTLIO
K PacTSKEHMIo, YeM OTAeNbHOE MbllEeYHOE BOSIOKHO, 3a CHET
CBOWCTB BHEKNETOYHOIrO MaTpUKCa, COAEPKALLErO B CBOEM
cocTaBe KofnareHbl pasfiMyHbIX TUMOB, a TaKKe NPoTeoru-
KaHbl 1 rukonpoTteunHsbl. Mpu QUM mbiwubl cogepxaT 60/b-
Lee KOIMYEeCTBO BHEK/IETOYHOIO MaTpMKCa, HO ero Ka4ectso
M COMPOTUBIIEHUE PACTAHKEHMIO 3HAYUTENBLHO YCTynaeT 340-
pPOBbIM MbiWLUam [61].

Taknm 06pa3oM, CTPYKTYpHbl€ WU3MEHEHWS B MblliLaX
npu AU oTparkaloTcs He TONbKO Ha WX COKpaTUTENbHOWM
CMNOCOBGHOCTH, HO U Ha MacCUBHbLIX MEXaHUYECKMUX CBOMCTBAX
OTAENbHbIX MbIWEYHbIX BOSIOKOH M WX My4YkoB. N3meHeHus
YNPYro-anacTMYECKUX XapaKTEPUCTUK MblWLbl BAWSET Kak
Ha CONPOTUBMIEHNE, KOTOPOE HEOBXOAMMO NPEOAONETb MblLL-
Le AN Havana COKpalleHus, TaK U Ha TO, C KaKoW cuiomn
MbllLa 6ygeT COMpPOTUBASATLCS PaCTAXKEHWUIO MPU COKpa-
LLEHNN aHTaroHuctoB [15]. MTorom NoAo6HbIX M3MEHEHUM
CTAHOBUTCH CHUXEHME CU/bl MbILWEYHOro COKpalleHUs
M M3MEHEeHMe 3Hepro3aTpar Ha MHULMALMIO ABUKEHUS.
OTCpOYEHHbIM CNEACTBMEM HapyWeHUs CTPYKTYpbl M ana-
CTMYHOCTM MblLIEYHON TKaHW cTaHoBMUTCA GOpMUpOBaHHUE
KOHTPaKTyp, BCTpeyatolleecs y nauuneHTos ¢ AU co Bcemun
YPOBHAMMU ABUraTtenbHoro pa3sutms no GMFCS [64].

BuomexaHuuyecKne acneKkTbl MbILLEYHOW C/aGoCTH

Y nauueHtoB ¢ AU oTmevaeTcs cHuxeHue obbema
W ANTMHbBI NapeTUYHbIX MbILWL, a TaKXKe naowanm nonepeyHoro
cevyeHus MbllleYyHoro 6plolKa W yrna MepucToCcTU Mblll-
LUbl — MapaMeTpoB, onpeaensiowmnx cuay U CKoOpocTb pas-
BUTUS MbllLeYHOoro ycunus [45, 65]. MNpn remmnapese MblLl-
Lbl Ha CTOPOHE MOBPEXAEHWS MEHbLUEe, YEM Ha 340POBOW
KOHEYHOCTH, HO M Te W Apyrue OoTaMYaloTCs Nno A/iHe M 00b-
€My OT MblLLL, Y 340P0OBbIX CBEPCTHUKOB [55]. CHUKEHME 06b-
eMa MKPOHOXHbIX Mbiwy, npu AL MoXKeT 6biTb BbIABAEHO
y)e B Bo3pacte 15 mec [66], K AOWKOIbHOMY BO3pacTy

noxoauTtb Ao 22%, a K B3pocaomy — Ao 45% B cpaBHeHUH

CO 340POBbIMU CBEPCTHUKaMM [66]. HapacTaHne MbllleyvyHo-

ro agepuumnta ¢ BO3pacTtoM OTMEYaeTCs BO BCEX OCHOBHbIX

MbILWEYHbIX Fpynnax KOHeYHoCTeNn ¢ npeobnajaHnemM B AuC-

TanbHbIX cCErmeHTax [67].

M3meHeHune anvHbl MblwL npy AUMN BkaovyaeT gBa nato-
NIOTMYECKMX acneKTa:

1) yKOpoOYeHue MbllevyHoro 6ptolka (Ha 10% ans meaunanb-
HOW FOIOBKM MKPOHOMXHOM MbllWUbl MO AAHHbIM yabTpa-
3BYKOBOr0 uccnenoBaHmnsa 16 noapoCcTKOB CO criacTtuye-
CKUM remunnapesom [68]);

2) yanvMHEHWe cyxoxunus [15].

OnTuManbHoe pa3BUTME MbILLIEYHOIO YCUINS BO3MOXK-
HO MpW ONpeaeneHHoOM UCXOAHOM AnnHe Mblwubl [22, 30].
YKOpPOYEHHOE MblleYHOE OPIOLIKO COAEPIKUT MEHbLLEE YUC-
/10 CapKOMEPOB, YTO MPUBOAUT K CHUMKEHUIO MaKCUMasbHO
pa3BMBAEMOro MbIWEYHOroO ycununs. B To e Bpems 3a cyeT
nepepacTsaKeHUss CYXOXMNbHOM YacTu MOryT HabnogaTbCs
yBenuyeHve obLen AIMHbI MbllEeYHO-CYXOXKMUIbHOMO0 KOM-
njeKca W ero HeonTMMasnbHasa npeacraptoBas AnunHa [30].
[nuTenbHoe BbIHYXAEHHOE MOMOXKEHNE KOHEYHOCTH BChed-
CTBME YKOPOYEHMS CNacTUYHbIX MblwL npu ALUM npusogut
K nepepacTaKeHWIO MbllL-aHTaroHUCTOB M MX GUoMexaHu-
YECKOM HEecOCTOATENbHOCTM [15], YTO MOMKET ycyrybnsatbcs
pa3BUTUEM DUKCUPOBAHHbIX CyCTaBHbIX KOHTPaKTyp [64].

Taknm 06pa3oM, K OCHOBHbIM BMOMEXaHUYECKMUM acneK-
TaM CHUWXEHWUS MblleyHon cuibl npu AUM MOXHO OTHe-
CTW paHHee W nporpeccupyollee yMeHblEHWE MbILEYHOrO
o6beMa (KaK B MapeTuyHbIX, TaK U KIMHUYECKN MHTaKTHbIX
KOHEYHOCTSX), U HapylweHne 6GuomMexaHudecKoro 6GanaHca
BCMEACTBME WM3MEHEHUS AJIMH MbIWEYHON U CYXOMXKMIbHOWM
YyacTer B MbllWLax-aroHUCTax M aHTaroHucTax.

CAPKOMNEHMUSA NMPU AETCKOM LLEPEBPAJIbHOM

NAPAJIMME

BblwenepeyncneHHble CTPYKTYpHbIE U GYHKLMOHANbHbIE
nameHeHus npu AU MOXXHO paccMmaTpuBaTh KaK NepBuYHbIE
NPUYUHBI Mbllle4yHon cnabocTn. OaHaKo, Hapaay ¢ UCXOAHbI-
MU MOBPEXAEHUSAMM HEMPOMOTOPHOrO annapata Ana AaH-
HblX MaLUMEHTOB XapaKTEPHbl CHUXEHWE MbILEYHOW CUMbI
W yTpaTa ABWratenbHbIX HaBbIKOB C Bo3pacToM. [daHHoe
SIBfIeHMe He 0OBbACHSAETCS B MNOHOM Mepe GopMUpOoBaHUEM
KOHTPAKTYP MAN MHbIX OPTONEANYECKMX OCTIOKHEHWUM U MOXKET
OblTb Ny4ylwe O06OCHOBAHO C MO3ULUMK PU3UOSIOTMYECKOro
npoLecca — CapKOMeHnM — U3MEHEHWNS KayecTBa Mbllley-
HOWM TKaHW, CHUXKEHWS ee B6E/TKOBOW MaccChl, a TaKKe yTpaTbl
MbILLIEYHOM CUMbl C BO3pacTom [69], npoTeKatollen, ogHakKo,
C MHOWM CKOPOCTbIO, 4eM B HopMe. [1o 20 feT MbilleyHas Mac-
ca 30pPOBOro YenoBeKa pacTeT 3a CYET YBENMYEHNUS pa3me-
POB MbIWEYHbIX BONOKOH. [MpnumepHo nocne 25 net HaynHa-
loTCS MOCTeNneHHas yTpaTta ABUraTeNbHbIX eanHuL, 1 atpodus
BXOASLWMX B HUX MblLLEYHbIX BOSIOKOH [70]. Han6onee aktus-
HO 1 3aMETHO 3TOT Npouecc NpoTeKaeT nocne 60 NeT, CHUXKas
noBceaHeBHble (QYHKUMOHANbHbIE BO3MOXHOCTU MOMXMIbIX
nogen [71, 72]. B TeyeHue OAWUTENbHOrO BPEMEHW POb
COCTOSIHWS CKENETHOM MYCKynaTypbl B COXPaHEHUW 340POBbS
M Ka4yecTBa MWM3HM OcCTaBanacb HegooueHeHHoW. OAHako,
uccneaoBaHus MocnefHMx NeT 3acTaBuaM Mpu3HaTb cap-
KOMEHMIO OAHUM M3 Beaywmx GaKTopoB PUCKa NOBbILLEHMS
3a60/1€BaeMOCTU M TpaBMaTU3Ma, YacToTbl FrocnuTanmMaaumnn
1 NOTPEBHOCTU B YXOAE, a TaKKe yXyAWEHNS KavyecTBa KU3HU
M CMEPTHOCTK Y NNy, cTaplue 65 net [73].

K OCHOBHbIM acnexkTamM CapKOoMeHUMU MOXKMUAbIX UL, OTHO-
CAT aHabOoNMYeCKyl0 PE3UCTEHTHOCTb, M3MEHEHWS Kaye-
CTBEHHbIX XapaKTepUCTMK WM coCTaBa MbIIEYHON TKaHU
N HYTPUTUBHbIM aedunumt [12]. 3TK Ke naTtoreHeTU4ecKue
daKTopbl eaBa M He B 6ONblIEN CTENEHUM MPUCYTCTBYIOT



y nauueHtoB c nospexaeHusamu LIHC, npuyem B cnydvae
¢ ALUMN — c camoro paHHero Bo3pacTa.

AHaGonu4yecKana pe3MCTEHTHOCTb

MopaepxaHue NOCTOSHHOW MbllEYHON MaccChbl Y 340p0-
BbIX MONO/AbIX UL, OCYLLECTBASETCS 3a CHET 6anaHca Mexay
YPOBHEM CUHTE3a (aHabonnama) 6e/KOB MbILLIEYHOW TKaHu
M uX pacnaga (Kkata6onuama). C BO3pacTOM MNPOUCXOAUT
ocnabneHue peaKkumm opraHMama Ha GaKTopbl, B HOPME CTH-
MynupyloLmMe cMHTe3 6eflKa B MblllLax (noTpebneHne amu-
HOKMCNOT C NuLen n GU3NYECKYI0 aKTUBHOCTb), pa3BUBaETCS
aHabonuyeckas pe3ncTeHTHoCTb [74, 75]. PopmunpoBaHuio
aHab0/MYECKON PE3UCTEHTHOCTU Y MOMWAbIX UL CNOCO6-
CTBYIOT TaKue @aKTopbl, KaK CHWXEeHWe ABUraTtesibHOM
aKTUBHOCTU, XPOHMYECKOEe BOCMaNieHWe U OKCUMAATUBHBbIN
cTpecc [76, 77]. NTorom sBnAseTcs oTpuuaTenbHbl 6enKo-
Bbl 6anaHC W MOCTENEHHOE CHUXKEHUE MacCbl CKEeNeTHbIX
MblwL,. B cBOl ovyepeab, COKpalleHWe MblEYHON MaccChbl
BEET K CHUXEHUI0 06BbEMOB AEMOHMPOBAHUSA U MeTaboIN3-
Ma rt0KO3bl, YTO CNOCco6CTBYET GOPMUPOBAHUIO MHCYIUHO-
PE3UCTEHTHOCTU U CHUMKEHMIO OBLLErO YPOBHS 3HEpreTnye-
CKOro o6meHa B opraHuame [78, 79].

dopmnpoBaHme aHaboIMY4EeCKON PE3UCTEHTHOCTU MNpwU
[ALLMN B HacTosiLee BpeMs Mano nadydeHo [12]. BmecTe ¢ Tem
4NS NauMeHToB € AaHHbIM 3a60seBaHMEM XapaKTepHbl Kak
orpaHnyeHne GpU3M4YEeCKoN aKTUBHOCTU B CBSA3M C MEpPBUY-
HbIM HEBPOMOrMYECKMM AedULIMTOM, TaK M YacTble 3Nn3oabl
ONUTENbHOW UMMOGUNN3aLMKM — 3TanMHOEe W nocneonepa-
LMOHHOE runcoBaHue, cnocob6CTBytollee npeobnagaHuio
KaTaboIM4EeCKNX MPOLECCOB 1 MblllEYHON aTpodUU. TarKeCTb
ABUraTeNbHbIX HapyLWeHUN KOppenmpyeT Co CTENEHbIO CHU-
EHUS ABUraTeNlbHOM aKTMBHOCTM U GOPMUPOBAHUEM BTO-
PUYHBIX opToneanYecKnx gedopmauui, KoTopble, B CBOIO
oyepeab, ele 60nblle orpaHMyYnBatoT nepeasuKeHune [77].

OKcuaaTMBHbIM CTPEecC W XPOHWYECKoe BoOcnaneHue
npyn AUM moryt 6bITb 06ycnoBneHbl AedpULMTOM OTAENb-
HbIX HYTPMEHTOB U BUTAMWHOB, GaKTopaMun OKpyXKatloLlen
cpeabl (MacCUMBHLIM KypPeEHUEM, ANUTENbHbIM NpebbiBaHueM
B 3aKPblTbIX MOMELLEHMSX), COMYTCTBYIOWMNMMU XPOHUYECKHU-
MW 3a60neBaHUAMU U X Tepanuen (anunencuemn, 4actbiMu
pecnupaTopHbIMU UHEKLMAMK U T. A.) [80].

U3meHeHne KauyeCTBEHHbIX XapaKTepPUCTUK

M cocTaBa MbILEYHOW TKAHU

Hapsigy €O CHUXEeHMeM 4ucna v pasMepoB Mbllley-
HbIX BOMIOKOH ¢ Bo3pactoM (4o 50% c¢ 20 go 90 nert) [81]
ANS CapKOMEHUMU MOXKMUAbIX NOAEN XapaKTepHO U3MeEHEHWe
Ka4yeCTBEHHOro cocTaBa MbllLEYHOM TKaHU. 3adUKCUPOBAHO
YMEHbLUEHWE YWCna MbllWEYHbIX BOJIOKOH 2-r0 (6bICTPOro)
TMNa, a TaKKe BO3PacT3aBMCMMOE MOBLILEHWE KMPOBOK
MHGUNbTpaummn mbiwy [82, 83]. MNocTeneHHasa yTpata MOTO-
HEWPOHOB C BO3PACTOM TaKXe NPUBOAMT K AeHepBaLMOH-
HO-peNHHEPBALMOHHbBIM MEPECTPOMKaM B MbllLAX, YMEHb-
WEHMUIO MX CWUbl U CHUMKEHMUIO KayecTBa MPOM3BOJIbLHOIO
KOHTpONS 3a coKpalleHusamu [84]. JononHUTENbHbIM (aKTo-
poOM natoreHe3a BO3PACTHOW CapKOMEHWW CHMTAIOT Pas3Bu-
TMe ANCOYHKUMU MUTOXOHAPUN, OOYCNOBAEHHYIO YMEHblUe-
HMeM o6pa3oBaHWs afeHo3nHTpudocdaTta U HapyweHUem
3KCMPECCHU FEHOB, KOANPYIOLLMX CUHTE3 MUTOXOHAPHUANbHbIX
6enkoB [85, 86]. bonee nosaHWe nccnegoBaHUs NoKasanu,
4YTO MUTOXOHAPHaNbHaaA AUMCOYHKLMSA, UHCYIUHOPE3UCTEHT-
HOCTb U CHWXEeHMe GU3NYECKON BbIHOCIMBOCTM MOTYT 6biTb
B 6O/blUeN CTENEHN CBA3aHbl C YMEHbLUEHWEM ABUraTeb-
HOW aKTMBHOCTU U YKMPOBOM UHPUNLTPALMEN MbILIL, YEM
C OJHWM NULWb cTapeHunem [87].

C 3TOM TOYKM 3PEHUS, aHaNOrMYHble UBMEHEHUS B MblLL-
uax y nauueHtoB ¢ [AUMN (MHble NponopuuK MbllEYHbIX

BOJIOKOH Y }KMpOBas MHOUALTPALMS MbllL, PeopraHmM3aums
ABUraTeNbHbIX €4MHUL, U T. A4.) MOTYT paccMaTpuBaTbCs M Kak
nocneacTems nepBuYHoro nopaxenunsa LUHC, 1 Kak peaynbrat
npexaeBpeMeHHoM capKoneHnn Ha GoHe npeapacnonarato-
wmnx GaKTopoBs, B NEPBYIO 0O4EPEeab, MATONOABUKHOCTHU.

HyTputuBHbIN AeduuuT

OaHUM M3 daKTopoB, nNpeapacnonaratolmx K capKone-
HWK, CYMUTaAETCA HECOOTBETCTBME KONMYECTBEHHOIO M Kaye-
CTBEHHOI0 COCTaBa MaKpo- M MUKPOHYTPUEHTOB B MuLlie
NOXWABIX UL, UX PU3MUONOrMYEeCcKUM noTpebHocTam [12].
MMoMMMO HeadeKBaTHOro MOCTYM/IEHUSA NWUTaTeNbHbIX Be-
LWEeCTB M BUTAMUHOB C MULLEN B pa3BWUTUE CapKOMEHUU BHO-
cAT BKNag dopmupylowmecs ¢ BO3pacTOM MafbAWUrectus
U Manbabcopbuus [88]. BnusHMe Ha MbllleYHbIM MeTabo-
JIU3M ¥ CapKONeHuto Hanbonee M3y4eHo Ans Taknx NULEBbIX
KOMMOHEHTOB, KaK 6efKW, ANMHHOLEeNoYeYHble NoSIMHeHa-
CbIlWEHHbIE XUPHbIE KUCNOTbI, Kanbuuh, docdop, MarHuu,
BuUTaMUHbl D 1 rpynnbl B [89-91]. lpu paBHOW 3Hepretu-
YEeCKOM LeHHOCTM pauyMoHa NoXuible AU C capKoneHuen
B cpefHeM NoTpebnsoT MeHblue 6elKa Ha eQuHULY Macchbl
Tena, ButaMnHoB D, Bg, Bg, B4», E, Maruus, pocdopa u cesne-
Ha Mo CpaBHEHMIO C KOHTPOJIbHOW rpynnon 6e3 capKoneHuu
[92, 93]. AnekBaTHbIM Npuem 6enKa 0COBEHHO 3HaA4YMM C TOY-
KW 3peHuns NpoduiakTUKM aHaboInM4eCcKon pe3ncTeHTHOCTH.
Bbl10 NOKa3aHo, Y4TO CyTOYHOE NoTpebneHne 6enKa CHUXa-
eTca ¢ Bo3pactoM [94]. Kpome Toro, nuuLeBbIE MPUBbLIYKH,
CBfI3aHHble C HanbBONbLWKMM NpuemMom 6enka B obeaeHHoe
WU BeYyepHee BPEMS U HaMMEHbWWM — YTPOM, MOTYT npe-
NATCTBOBATb ONTUMAaNIbHOMY CUHTE3Y GE/IKOB B MbILLIEYHON
TKaHM B TEeYEHWe [HS, TeM caMblM BHOCS BKNnag B GopmMu-
poBaHWe aHaboMyYecKon pe3ncTteHTHocTn [95]. CpaBHeHHE
pPaLMOHOB MNOXWMABLIX NIOAEN, MKUBYLLMX CaMOCTOATENbHO,
rnokasasno, 4To Hambosnee cnabbiMK GU3NYECKU ObIIN TE, KTO
MeHbLUe BCero 6enka notpebnsn Ha 3aBTpak [96].

YacTb naTtonorn4yeckux ¢dakTopoB, CBA3AHHbLIX C MNUTa-
HUEM W CapKOMEHWEN Yy MOXKWAbIX, MOryT OblTb MPOCHEXKe-
Hbl U y nauneHToB ¢ AUIM. B pasnnyHbiX UccnegoBaHUax
HEOAHOKpaTHO 06CyXKaanucb xapaktepHble ana ALUIM Hapy-
LWEHNS NUTaHUa — AedpUunT Beca, HapylleHue pocTa, 6eNKo-
BO-3HEpreTMyeckas M MUKPOHYTPUEHTHAs HEAOCTaTOYHOCTb,
OCTEONEHUSA U OXupeHue [97, 98]. YcyrybneHue HyTpUTUB-
HbIX NPo6seM 1 aednUnUT 6ENKOBOro KOMMNOHEHTa B cocTaBe
Tena, Kak NpaBuWo, KOPpPEenMpyeT Co CTENeHblo ABUraTeNb-
Horo geduumta [99, 100]. YMEHbLIEHNE MbIWEYHON MacChl
y AeTen ¢ LuepebpasibHbiM NapaaMyioM MOXKET ObiTb 06yCNoB-
JIEHO HU3KUM MOCTYNJIeHUEM BENKOB C MULLEN, a TaKKe UX
HefoCTaTOYHbIM yCBOEHWEM. Cpean OCHOBHbIX MPUYMH KaK
MEAMLMHCKME acneKTbl (HapYLeHWS [NOTaHWUS, CHUMeHue
anneTtuTa, ractpoasodareanbHas pedsoKcHas 60ne3Hb,
Manbabcopbums U 3anopbl), Tak U coumanbHble daKTopbl
(HapyweHUs pexunma nutaHus, GU3MYeCcKMe U MeHTaslbHble
OrpaHW4YeHuns, BCTpeyvalolmecs y psaga B3pOoCabiX MaLneH-
TO0B ¢ AL, KOTOpble MOryT 3aTpyaHUTb CaMOCTOSATENbHYO
perynspHyo NOKynKy NpOAYKTOB M MPUrOTOBAIEHUE CNOMKHbIX
W NOJIHOUEHHbIX 671104, PUHAHCOBbIE TPYAHOCTU B obecneve-
HUM pa3HO06pPa3HOro paunoHa) [97, 101].

BmecTe ¢ Tem, 3HaumMmas YacTtb geten ¢ AU, HecmoTps
Ha nNpobnembl C rMMOTaHWEM M MULEeBapeHMeM, nosyvaet
KonnyectBo 6efika, COMOCTaBMMOE CO 3[40POBbIMWM CBEpP-
CTHWKaMK, AEMOHCTPUPYS, TEM HE MeHee, NPU3HaKK 6enKo-
BO-9HepretTMyeckon HegoctatoyHocth [102, 103]. OctaeTtcs
OTKPbITbIM BOMPOC, COMOCTaBUMbl M NOTPEBHOCTU B 6enke
y 300p0BbIX AgeTen u geten ¢ ALUIMN. MHorve nayueHtsl ¢ AL
NPOXOAAT PEryNapHY0 ABUraTeNbHYl0 peabunmTaumio, B TOM
Yncne C MHTEHCUBHbLIM PaCTSXKEHMEM M MUKPOTpaBMaTu3a-
LUMEeR MbllEYHbIX BOJMIOKOH, YTO MOApa3yMeBaeT MOCTOSH-
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HOE 3aMeLlleHne N BOCCTAHOB/IEHWE NMOBPEKAEHHON TKaHM,
a 3Ha4uT, U NOBbIWEHHbIE MOTPEBGHOCTU B MNOCTYNNEHUN 6en-
Ka ¢ nuuwen [103, 104].

[Opyron 3Ha4yMMbIi GaKTOP CHUMKEHWUS MbILLIEYHON CUbI
npu UM — gedmnumt ButTammHa D, y4acTBYHOLLETO HE TONbKO
B KOCTHOM MeTabo/n3mMe, HO U B CMHTE3€e psfa NPOTEMHOB,
paboTe MeMbpaHHbIX KasbLIMEBLIX KaHaNoB, a TaKKe NoBbl-
WEHWUM YYBCTBUTENBbHOCTM MbllEYHON TKaHW K aHabonuye-
CKuM ctumynam [105, 106]. Jedununt BuTammHa D oTmeyeH
y nauueHToB Bcex ypoBHen no GMFCS, Ho 6osiee BbiparKeH
y oeten ¢ GMFCS IV-V [104]. 310 06ycnoBfeHO KaK orpa-
HMYeHneM npebbiBaHWsa Ha OTKPLITOM BO34yxe, Tak U 6onee
BblpaXeHHbIMX CONYTCTBYIOWMMM NPO6IeMamMu, B TOM Yynucne
anunencuen. lNMpuem NPOTUBOINUNENTUYECKUX MpenapaTosB
MOXET 6bITb AOMNOMHUTENbHLIM GaKTOPOM pUCKa aeduuuTa
BuTaMuHa D [107].

Taknm o6pas3om, NaToreHeTMYEeCKMEe MEXaHU3Mbl CapKo-
NEHUU, N3yHEHHbIE Y NOXMNbIX ML, MOTYT 6bITb XOPOLLO NPO-
cnexeHbl 1 y nauunentos ¢ AUM. CHuxKeHne aBuraTenbHoOM
aKTMBHOCTM, HeageKBaTHOE MOCTYNJeHUe U/UN YCBOEHUE
MaKpO- 1 MUKPOHYTPMEHTOB C MULLEN, NCXOAHOE WU BTOPUY-
HOE M3MEHEHWE CTPYKTYPbl U COCTaBa MbILLIEYHON TKaHW Npwu
paHHMX noBpexaeHunsax LHC ycyrybnsaioT pucKk dopmupoBa-
HUS aHaboNMYECKON PE3UCTEHTHOCTU M PAHHEro CHUMKEHUSA
PYHKUMOHAaNbHbIX PE3EPBOB MbILIEYHOM TKaHU.

Bo3mMoXKHOCTH NpodunakTUKu capkoneHuu npu 4LMN

OnucaHHble NepBUYHbIE U BTOPUYHbLIE aCMEKTbl «MpPex-
[€BPEMEHHOIO CTapeHus» MbllEYHO-CKENETHOro annapara
y 60nbHbIX LM A0mKHbI y4uTbiBaTbCA NpU GOPMUPOBaHUMK
peabuInTaLMOHHOM U Ne4ebHOM nporpaMmbl MNaLMEHTOB.
Cpeau OCHOBHbIX HanpaBieHUn NpodUIaKTUKN capKoneHnn
B [laHHOW rpynne nauMeHToOB MOXKHO BbIAENNTb CleaytoLme.

OGecneyeHue peryasspHon PpU3UYECKOW HarpysKmu.
ApantupoBaHHasa ypoBH GMFCS, posupoBaHHas ¢uU3K-
YyecKasi Harpyska ocTaeTcs OCHOBHbIM (aKTOPOM COXpaHe-
HUA Mblle4yHoro o6bemMa U GyHKUUK. B cuctematnyeckom
0630pe J. Gillett  coaBT. NOKa3aHoO, 4YTO 3aHATUA, Hanpas-
NIeHHble Ha TPEHUPOBKY BbIHOCAMBOCTU U MbILWEYHON CUNbI,
CNoco6HbI 06ecneynTb rmnepTpodmio n n3ameHeHmne Mopodo-
JIOTUN N aPXUTEKTYPbI CKENETHbIX MbILWL, Y AETEN U B3POCbIX
c uepebpanbHbiM Napanuyom [108]. Puamyeckan Harpyska
ABNseTca 06a3aTeNlbHbIM YCNOBUMEM YCBOEHUS HYTPUEHTOB
M NpodUNaKTMKM aHaboNM4eCKon Pe3UCTEHTHOCTHU, OCTeone-
HUW M COMYTCTBYIOLLMX NATONOMMI AbIxaTeNbHOW, CEpPAEYHO-
COCYAUCTON, NULLEBAPUTENBHON U APYTUX CUCTEM.

KoppeKuus HyTputuBHOro crartyca. [logpasymeBaeTr
noa6op KOMMYECTBEHHOIO M Ka4YeCTBEHHOrO cocTaBa paLy-
OHa nauueHToB ¢ UMM ¢ y4yeToM UHAMBWAOYANbHOIO YPOBHS
OBUratesibHOM aKTUBHOCTU U peabuInTaLMOHHOW HarpysKu,
COMYTCTBYIOLWMX HapyWeHWUN MuLIEBapeHns, npuema npo-
TMBOJNUIENTUYECKUX WM APYrnx npenapaTtoB. BakeH Tuia-
TENbHbIX KOHTPOJSIb BO3MOXHOCTU GU3MUONIOMMYECKOTO MpPHK-
emMa 1 yCBOEeHMS NuUwn. MNpu TEKEeNbIX HapYLWEeHUaX roTaHus
W MulieBapeHs CBOEBPEMEHHOE BBeAEHWe cneunannsu-
POBaHHbIX MPOAYKTOB MNUTaHMSA, YCTaHOBKA racTpOCTOMbI
SBASIOTCH BaXHbIMWU 31€MEHTaMK NPOodPUNaAKTUKM THXKENON
6€eNKOBO-3HEPreTMY4eCcKoM HeJOCTaTOYHOCTU U KaTabonmama
MbilweYyHon TKaHu [100].

MOHUTOPUHI 3PPEKTUBHOCTU peaduIUTaLUOHHbIX
W NIe4e6HbIX BMellaTeNIbCTB U UX BJIMSIHUA Ha Mbllley-
HYI0 TKaHb. BONbWWHCTBO METOAOB peabunuTauun npu
AUT Tak unuM nHavye BO3AENCTBYET Ha OMNOPHO-ABUraTesb-
Hbl annapaT KakK «opraH-muleHb» nospexaeHunsa LHC.
Mpu BbIGOPE METOAA NeYeHus cnegyeTt NpMHUMaTb BO BHU-
MaHuWe ero oTganeHHoe BAUSHUE Ha CTPYKTYPY U OYHKLIMIO
MbILIEYHON TKaHM C Y4€TOM BbILIEOMUCAHHBIX MEXaHNU3MOB

NOBPEXKAEHUS 1 NEPECTPONKN HEMPOMOTOPHOro annapara.
CnepyeT nNo BO3MOXHOCTM naberatb ANUTENbHOM UMMOOK-
IM3aumnmn, NOBTOPHbIX XMPYPrMYECKMX BMellaTenbCTs, 0COo-
6EHHO CNOCOOGCTBYHOWMX PYOLIEBAHUIO MbIWLEYHON TKaHM
(NOBTOPHbIX MHOMECTBEHHbIX MWOPUOPOTOMMI), YaCTOro
nposegeHnsa 60TynMHoTepanmn. OCTOPOXKHO OTHOCUTLCH
K HeobpaTMMbIM HEWPOXMPYPrMYECKMM BMellaTenbCTBaM,
B MEpBYI ovyepeab HeBpoToMUAM. BaxkeH npodunakTtu-
YEeCKWN opToneanyecKMn noaxod C MCrofib30BaHWEM TeX-
HUYECKUX CPeAcTB peabunutauuu M NO3UMLMOHUPOBAHUS,
COXpaHSAWMIN onTuManbHoe 6UOMexaHn4ecKkoe COoTHoLWe-
HWe B CycTaBax M AJIMHY MbllWL,. XMpypruyeckas KoppeKuus
opToneaMyeckux gedbopmanuni OoKHa NPOBOAMTLCHA CBOe-
BpeMeHHo. [lpyM HanuMyMm noKalaHuM NpeanoyvTUTENbHO
0AHOBPEMEHHOE BMELWaTenbCTBO Ha HECKONbKMX YHKLM-
OHa/bHbIX YPOBHSAX (MHOroypoBHeBas XMpyprus). JaHHbIn
noaxon 6bln pa3paboTaH M HaydyHO OB6OCHOBaH B MeEPBYIO
oyepeab y naumeHtoB ¢ GMFCS I-Ill. OgHOMOMEHTHbIE
MHOrOypoBHEBblE BMellaTebCTBa MNO3BONSIOT HE TOSb-
KO MWHMMMU3WPOBATb YUCAO onepauum u oblwuin nepuon
MMMOGUIM3ALMK, HO M OTKOPPEKTUPOBATL BECb KacKaj
OGUOMEXaHUYECKUX HapylleHnn, obecnedynB pebeHKy ONTuU-
MasibHble YCNOBWUA ANa ABUraTenbHon peabunutaumm [109].

3AK/TIOYEHUE

MbllweyHaa cnabocTb U yTpaTa ABUraTe/ibHbIX BO3MOX-
HocTen y nauymeHToB ¢ ALUIMN — mHorodaKkrtopHas npobne-
Ma. MepBuyHble nospexaeHns LIHC npuBoasaT He TONbKO
K HapyLIEHMIO UHHEPBALMU MbILWL, U LLEHTPaSbHOrO KOHTPONS
[ABUXEHUI, HO M K NaTONOMMYECKUM YCNIOBUSAM ANS Pa3BUTUS
OMNOPHO-ABUIraTe/IbHOM CUCTEMbI C CaMOro paHHero atana.
310 NpUBOAUT K POPMUPOBaAHUIO BTOPUYHLIX OpTOoneauye-
CKMUX OCNIOXHEHUN, BUoMexaHU4YecKomMy aucbanaHcy u cos-
[JaHWI0 NPeanochIIOK AN paHHero 3amnycka eCTeCTBEHHbIX
MEXaHU3MOB CapKOoMneHun. BropuyHble ocnoxkHeHus UM —
OBUratenbHblin AePuULUUT, ManonoaBUKHbIM 06pas KWU3HW,
HYTPUTUBHbIE HapYyLWEHUs, CONyTCTBYKOWME 3aboneBaHus
M MEeTOAbl MX KOPPEKLUMW — OTparKaloTCs Ha COCTOSAHWUM
MbILLIEYHOW TKaHW U, KaK cneacteme, Ha GU3NYECKOM BbIHOC-
JIMBOCTKU, CMOCOBHOCTM K CaMOOOBCyXMBaHUIO, KayecTBe
M NPOAOIKUTENBHOCTU XKM3HM MauumeHToB. OnTumanbHoe
OKazaHue nomouwm nauneHtam ¢ AUM gonkHO BKIOYaTb
B ceb6s NpoduIaKTUKy ONUCaHHbIX BO3PACTHbIX M3MEHEHUM
MbILEYHOW TKaHW, KOPPEKLMIO NMOBCEAHEBHOM aKTUBHOCTU
M pauMoHa nauueHToB, BbI6Op MpaBUIbHOM TaKTUKK pea-
ounuTaummn, MUHUMMU3aUMIO HEBNAronpUATHBIX Sie4ebHbIX
BO34ENCTBUM M 06OCHOBAHHYIO MEANMKAMEHTO3HYIO U XMPYP-
TMYECKYI KOPPEKLIMIO CONYTCTBYIOWMX HAaPYLLUEHWUH.
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