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KNMUHUKO-BMOMEXAHUYECKOE OBOCHOBAHUE HEOBXOAUMOCTH
PEABUNMUTALUU Y B3POCHbIX MALMEHTOB C HACNEOCTBEHHOWU
NMPOMPECCUPYIOLLEN KOHEYHOCTHO-NOACHOM MbILLEYHON
OUCTPO®EN, TUM 1A: KNTUHUYECKUU CNYYAN

K.A. NeTpywaHckas, l0.A. benosa, E.C. HoBukoBa

MockoBckui 06n1acTHON Hay4YHO-UCCNeaoBaTENbCKUIA KIMHUYECKUIA MHCTUTYT M. M.®. Bnagnmumpckoro, Mockea,
Poccus

O CTATbE AHHOTALUMA

PaccmaTtpuBatoTcs coBpemMeHHble noaxoAbl K peabunuTaumm naumeHToB ¢ KOHEYHOCTHO-MO-
ACHOWN MbILeYHoN aucTtpodumen | Tuna. ABTopbl NOAPOBHO MccnefoBany KIMHUYECKY KapTUHY
KOHEYHOCTHO-MOSICHON MbILLIEYHON ANCTpOodUM, naToreHes AaHHOro 3aboneBaHns M OCHOBHbIE
NpyYHUMNBl NevyeHus. Ha npumepe KOHKpeTHON GONbHOW aBTOPbI CTaTbW AeTanbHO PaccMOTpenu
Krtoyesble criosa: KIMUHUYECKYI0 KapTUHY 3abonesaHns, a Takke BuomexaHuyYeckue n aHepreTMyecke napameTpbl
X0AbObl y KOHKPETHOW B60NbHON C ANAarHO30M KOHEYHOCTHO-MOSICHOM MbILLIEYHON AncTpodmen. A-
TOPbI MOoKa3anu, YTo y AaHHOW BOMbHOM OTMeYaeTCs BblpaXXeHHOe HapyLueHne yHKLUM nepeasu-
XKEHWS, KOTOPOE MPOSIBMAETCH B PE3KOM CHIDKEHWUN CKOPOCTM XoAb0Obl, B rpyboi TpaHcdopmaumum
BPEMEHHOW CTPYKTYpbl XO0AbObI, B YMEHbLUEHUN aMMnnUTyabl ABUXKEHUA B OOHWX CycTaBax U yBe-
NMYEHUN aMNuTyabl B APYrMX CycTaBax, B CMELLEHUN BCEX KCTPeMarbHbIX 3Ha4EHWI BNpaBo Nno
BPEMEHHOW OCU, B Pe3KOM OCnabneHny onopHOM U TONMYKOBOW (DYHKLMIA HUXKHUX KOHEYHOCTEN, B
M3MeHeHUn hopMbl BEPTUKAmNbHON COCTaBnstoLen Rz onopHon peakuum ¢ ABYXBEPLUMHHOW Ha
TPeyrorbHyto, B BbIPXXEHHOM YMEHbLLEHUN MOMEHTOB MbILLEYHbIX CUIT B CyCTaBax HKHUX KOHEY-
HoCTei. ABTOpbI TakkKe yKasblBalOT, YTO TakuM 6GOMbHbIM HEOGXOAMMO NPOBOAUTL PErynsipHble
Kypcbl peabunutauum ¢ Lenbio ynyyweHus yHKLUMY NepeaBmkeHnsi, a Takke cucteMaTnyecku
OoTCrnexunBaTb M3MEeHeHVs BroMexaHn4eckor N HHEPBaLMOHHOW CTPYKTYpbl XOAb6LI. Viccnenosa-
HUS CTPYKTYpbl X0Ab0bl y 60NBHON C KOHEYHOCTHO-MOSICHON MbILLEYHOW ANCTpOdrE aBTopbl NO-
Ka3anu HeobxoaMMOCTb OPTE3NPOBAHNSA U PYHKLMOHANBHON 3NEKTPUYECKON CTUMYNSALMA MbILLILY
npu xopbbe. Ha ocHoBaHWM npoBeAeHWst NPOOHbLIX CeaHCOB (PyHKLIMOHAMNBHOW 3MEKTPUYECKON
CTUMYNALMK y AaHHON GONbHOM aBTOPbI BiepBble ONpeaenuny OCHOBHbIE KOPPEKLUMOHHbIE BO3-
OencTBusa, Heobxooumble TakMM GOMbHbIM, @ Takke OCOGEHHOCTU aMMnMTYOHON U, OCOBGEHHO,
BPEMEHHOW (DYHKLMOHANbHOW 3MeKTPUYecKon CTUMynaumMmn mbiwl,. Cama nauueHTka oTMevaeT
6onblUYI0 YCTONYMBOCTL NpU XoAbbe, BO3MOXHOCTb NPOWTK Gonbluee paccTosiHue 6e3 yTomne-
Hus1. MonyyeHHble pe3ynbTaThl AaloT OCHOBaHWE AN AanbHeLWero nnaHnpoBaHus Kypca peabu-
nuTaumm y Takux 6onbHbIX.
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BBepeHune

HacnencTBeHHBIE ITPOTrpPECCHPYIOIINE MBIIICYHBIE JTHC-
tpouu (IIMI) — Tspxenbie 3a001eBaHUsI, MHOTHE U3 KOTO-
PBIX NPHUBOAT K paHHE!H MHBaIMIU3AIMU U JIETAIBHOMY UC-
xony. B MockoBckoii ofnacTu 3aperucTpupoBaHo OoJiee
1300 GONBHBIX C HACIEACTBEHHBIMH HEPBHO-MBIIICYHBIMHU
3a0oneBanusMu [7]. KOHEUHOCTHO-TIOSCHBIE MBIIICUHbIE
nquctpoduun (KIIMJI) (mo MKB 10-ro nepecmotpa — G 71.0)
— FeHEeTHYECKU TeTEPOreHHas! TPyIa HaCIEICTBCHHBIX MPO-
TPECCUPYIOMINX MBIIIEYHBIX AUCTPODHIA C pa3HBIMU TUIIAMHU
HacJeJOBaHMs U CPOKaMH MaHU(ECTaluu CO CXOIHBIM de-
HOTHIIOM, 2 UMEHHO MBIIIIEYHON CIIa00CThIO Pa3InIHOM cTe-
MICHN BBIPAKEHHOCTH BCIIECTBUE T€HEPATM30BAHHOTO MTOPa-
KEHUSI MPOKCUMAJIBHBIX MBIIII] KOHEYHOCTEH C MEIJIEHHO
MIPOTPEIUCHTHBIM TEMIIOM pa3BUTHsL, MPUYEM BO3pacT Je-
010Ta ABJISIETCS OJHUM M3 OCHOBHBIX AUAarHOCTHYECKUX KPH-
TepueB 3aboneBanus [10; 15].

B nHacrosiiee Bpems BeieneHo 30 reHeTHYecKu JeTep-
muHupoBaHHbIX KIIM/I — 7 ¢ ayTOCOMHO-TOMUHAHTHBIM TH-
oM HacnenoBanus (KIIM/I1), cocraBmsrommue 1o 10 % ot
Beex cirydaeB KIIM/I, u 23 — ¢ ayTOCOMHO-PELIeCCUBHBIM
(KIIMI2), koTOpble BBIABISAIOTCS 3HAYUTEIBHO dHalle, OT
1:15 000 mo 1:42 700 cirygaeB B 3aBHCUMOCTH OT reorpadu-
gyeckoro peruona [9; 12; 17].

Jna KIIMJ[ 1A Tuma (MHOTHIMHOMATHUS) XapaKTepeH
IeOI0T 0T MOAPOCTKOBOTO Bo3pacTa 10 60—70 jet ¢ MpImed-
HON €1abOCTBIO IUCTANBHBIX OT/AENOB HIDKHHX KOHEYHO-
CTeH, ¢ yacThIMM MaJcHUsIMU. TeM He MeHee BO3MOXKEH Je-
OIOT ¥ C TOPaKEHNEM KaK AMCTAIBHBIX, TaK U MPOKCHUMAb-
HBIX OTJAEJIOB HIDKHHX KOHEYHOCTEH WIIM C TOpaKeHHEM
TOJIBKO MMPOKCHMAIIBHBIX OT/IEJIOB.

[IporpeccupoBanue 3a007eBaHNS C HAPACTAHUEM BBIPA-
KEHHOCTH MBIIIEYHBIX THUIMOTPOGHUHA M MBIIIECYHON crabo-
CTBIO XapaKTepHO JJIs BCEX NAlMEHTOB. TeueHue MeIIeH-
HOE, IPOTPEANEHTHOE, C HapyIIeHHEM CIIOCOOHOCTH K CaMo-
CTOSITENIGHOMY — TNIEPEABMKEHHI0O HA TO3AHHUX  CTagusix
pa3BuTHs 3a00J1€BaHNS WK (peXe) C pa3BUTHEM JIbIXaTENb-
HOH HEAOCTATOYHOCTU. BO3MOXKHO MOSBIEHUE 3aMETHOM A1-
3apTpHUH.

YacToTa BCTPEYaeMOCTH KapIHOMHONATHU WM apHT-
mun gocturaer 50 % ciydaes. bosee yeM B MoJIOBUHE CITy-
YJaeB pa3BUBACTCS AUCTAJIbHAS HEBPONIATHS, KOTOPAst CITy>KUT
MIPUYUHOM CcI1a00CTH MBI AMCTAIBHBIX OTIENIOB HIXKHUX
KoHeuHocTed [11].

JucnancepHoe HaOmonenue naruenta ¢ KIIM/I — ato
MEXXUCIUIUIMHAPHBIA MOAXOMA C BKJIIOUEHHEM HEBPOJIOra,
KapJuoJiora, IyJbMOHOJIOTa, OpToleda, (U3HOTEepareBTa,
peadbunuTosiora, COMaIbHOr0 pabOTHUKA, TIcuxojiora (TICH-
XOTepamneBTa), MEIUIIMHCKOTO TeHeTnka [6]. Heobxoxnmo
KOHTPOJIMPOBATh COCTOSIHHE W (DYHKIHIO TTOPAKEHHBIX
MBIIIIII, CTENIEHb BRIPAKEHHOCTH KOHTPAKTYP, CTENICHD TsDKe-
CTH CepACYHBIX W/WIH IbIXaTEIbHBIX OCIIOKHEHHH, a TaKXKe
CHOCOOHOCTD TAIMEHTAa BBIMOJHSTH AEHCTBUS B IOBCEIHEB-
HOM >xu3Hu [18].

Crnemmpuyeckoro (MaToreHETHYECKOT0) JEUSHHS, HO-
CcTymHOTO U 3 PeKTUBHOTO IS OO0 W3 KIMHUYECKHX
¢dopm KIIMJZI, B HacTosmiee BpeMsi HET, OJHAKO
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MHTEHCHUBHAsI CHUMITOMATHYECKas Tepamust HeoOxoanma aust
coxpaHeHHs (YHKIUHA MOPaKEHHBIX MBI, CHUKECHHS TEM-
OB MPOTPEecCHpOBaHus 3a00J€BaHUS M yBEIMYCHHUS IIPO-
JIOJDKUTENILHOCTH YKU3HM marueHTa [8].

IMpodmmakTika M KOPPEKIHs CEpAeTIHO-COCYANUCTHIX
OCJIO>)KHEHUH, TPUCOEANHEHNE ABIXaTEILHON HEIOCTATOYHO-
CTH — Apyras cOCTaBJsromas BeaeHus nauueHTos ¢ KIIM/I.
ITpn cepbe3HBIX HAPYIICHHUSX CEPACIHOTO PUTMA HEOOXO-
JIIMO CBOEBPEMEHHO PEIIaTh BOIPOC 00 UMILUTAHTAINN Kap-
JuocTuMysTopa. Ilpu npucoeMHEHUH AbIXaTeIbHON Helo-
CTaTOYHOCTH, IPU CUHIPOME allHO? CHAa PEKOMEHJOBAHO HUC-
MOJIF30BaHNE  JAbIXaTenpHOrO  obopymoBanusi (BPAP-
tepanus u/w CPAP-Tepanms).

[Tonnmanue naTtoreHesa OOJE3HM, MEXaHWU3Ma IOBpe-
JKICHUS MHOLMTOB M HApYIIEHWS NPOHHLIAEMOCTH MEM-
OpaHBI ABISIETCS] BAYKHBIM aCTIIEKTOM B Ha3HAYCHUH CHMIITO-
MaTHYECKOH Tepamuy, OCOOCHHO INPH COCTABICHUHM KOM-
TUIEKCOB JIeyeOHOM TI'MMHAacTHKH M (usnorepanuu. Psn
aBTOPOB IOJIATAIOT, YTO YCHJIEHHE COKPAaTHMOCTH MOBpE-
JKIEHHBIX MBIIII] IPH JIeyeOHON (PU3KYIBTYpEe MOKET CIpO-
BOLIMPOBATH €llle OOJBIIYIO AETCHEPAIMIO MBIIIEYHBIX BOJIO-
KOH.

[To MHEHUIO JaHHBIX aBTOPOB, BO3JCHCTBHE JedeOHON
TMMHACTHKH U (PU3HOTEPAITUH Ha IBUTATEIIbHYIO aKTUBHOCTh
eIe HeJOCTATOYHO M3YYEHO Yy JAaHHOTO KOHTHHIEHTa OOJb-
HBIX, TaK KaK IIPAaKTHYECKH OTCYTCTBYET KIMHUKO-OHOMexXa-
HHYEeCKOoe 000CHOBAaHHUE THIIA YIIPAKHEHUH, UX MHTEHCHBHO-
CTH, 4aCTOTHI U MPOIOIKUATEIBHOCTH [14; 16].

Bushby et al., corimacHo mony4eHHbIM MaTO()U3UONIOTH-
YECKUM JITaHHBIM, PEKOMEHIYIOT M30€raTh CHIOBBIX TPEHH-
POBOK BBICOKOT'O COTIPOTHBIICHUS U IKCIEHTPUYHBIX YIIPaXK-
HEHUIl JUI1 TIpeOoTBPAICHUs JalbHEHIIEero MOBPEXICHUS
MBIIIeYHBIX BOIOKOH [10]. Hanbonee sekTnBHBIM cumTa-
€TCsl peryJsipHOe BBINOJIHEHHE CyOMaKCUMaIbHOW (YHKIIH-
OHAJILHOM YKPEIULSIIOIIEH eATeNbHOCTH, B TOM YUCIIE COYe-
TaHWE yIpaKHEHUH B OacceilHe ¢ e)XeTHEBHBIMU HHANBHULY-
aJbHBIMU 3aHSITHAMH JIeueOHOM GU3KYIBTYpOIi 2 pa3a B IeHb
mo 12—15 MHH ¢ MUHUMAaJIbHOW (HU3UIECKOI HArPY3KOH ISt
Mpe0TBpaneHus atpoduu MeIm [5].

C mame#t touku 3peHus, 6onpHEIM ¢ KIIM/J] HEeoOxo-
JIUMO TIPOBOANTH JIeTAIbHOE KOMIUIEKCHOE KJIMHHUKO-OnoMe-
xannueckoe oocnenosanne. Kommiekc « MBH — Bruomexa-
HHUKa», pa3pabOTaHHbIH HAyYHO-MEAWIMHCKONH (UpMOH
«MBH», no3Boinger uccienoBath CleAyHOUIME MOKa3aTelu
XOJb0BI: OCHOBHBIE IapaMeTphbl (CKOPOCTh, TEMI, UIHHY
JIBOMHOTO 1INara, JJIMTEIFHOCTb JIOKOMOTOPHOTO IMKJIA),
BpPEMEHHBIE MTapaMeTphl (JTUTEIEHOCTh ONOPHOMH, HepeHoc-
HOW W JIBYOIIOpHOH (pa3), KHHEeMaTHYEeCKHe mapaMeTpsl (yI-
JIOBBIE TIEPEMELICHUSI B CyCTaBaX HUXKHHMX KOHEYHOCTEH),
JMHAMHYECKUE MapaMeTpsl (BepTHKaibHYI0 RZ, mpomoisb-
Hy!0o RX 1 monepeunyro Ry coctaisromue rIaBHOTO BEKTOPa
OTIOpHOM peakiuu). Ha ocHOBaHMH 3THX TapaMETPOB BBHIYHC-
JSIFOTCSL DHEPTeTUYECKHUE MapaMeTphl XOJb0bl — MOMEHTBHI
MBIIICYHBIX CHJI B CYyCTaBax HIKHUX KoHewHocted [1; 3; 4].

B nanHO¥ cTaThe MBI IPUBOAMM COOCTBEHHBII KIMHUYE-
CKUI OIBIT HAOJIONEHHS MAlMeHTKH C JAMAarHo30M KOHEed-
HOCTHO-TIOSICHOM MBbIIeyHOH auctpoduu, tTun 1A, mpoxo-
TUBIIEH KypCc peaOWIuTalud B HEBPOJOTHYECKOM
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ornenennun ['bY3 MO MOHUKU um. M.®. Bnagumup-
ckoro B HosOpe 2020 r.

KnuHunyeckun cnyyan

TTaruenTka XK-Ba., 37 ner. /luarao3 — KOHEYHOCTHO-IIO-
sICHAs MBIIIICYHAs TUcTpodus, Tui 1 A. Bsuiblii TeTpamnapes ¢
BBIpO)KEHHBIM HapyIIeHHeM (QYHKIIUHN nepeaBmkeHns. [las-
HOCTB 3a0oseBanus — 16 net. [leOrot 3a0oneBanus mpouzo-
men B 2004 r., xorma Ha (oHE NCHMXOIMOIMOHAILHOTO
cTpecca (cMepTh OJIM3KOTO YelloBeka) OoJbHAs cTaja OTME-
4aTh C1a00CTh B HOTAX, 3aTPyAHEHHE IIPU BCTABAHUN U3 TIO-
noxernns cufsd. C 2006 r. mosiBIiIachk C1abOCTh MBIIII-pa3-
rubateneit manpues jgeoit kuctu. C 2006 no 2011 r. cocto-
SHUE CTaOMIbHOE: COXPaHAIACh CIA00OCTh B MANbIAX JIEBOH
KHCTH, OTMEUAJIOCh MPUXpaMbIBaHUE Tpu X0as0e. B cuemy-
torue 10 et 3abo0JeBaHue MOCTEIEHHO MPOTPECCHPOBATIO:
W3MEHCHHUS TOXOAKH CTAHOBUIIUCH 0O0JICe BBIPAKCHHBIMH,
TOSBHJIVICH ATH30IbI MaJCHUs W3-32 HapyIICHWs paBHOBE-
Ccusl, HapacTaja ci1aboCTh B KOHCUHOCTSX.

BonbHast He Moriia caMOCTOSITENILHO MEPEUTH U3 TOJI0-
JKCHHS CHJIS B TTOJIOXKEeHHE cTos. Hapymenns Xxonp05! mocte-
MICHHO YCYTYOJSINCh, YBEMUYWIOCh pPACKAYWBAaHUE TYIIO-
BUINA («YTHHAas» MOXOAKa), OTMEYAJIHCh IMOBTOPHbIE Maje-
HHUS U3-32 c1a0OCTH B HOTrax. bonbHAsi cTana MCHIBITHIBATH
CIIO)KHOCTH B CaMOOOCTYXKHBaHHUU. Bee 3To BpeMs OoibHas
HaOJIF0/1aJ1ach y Bpaueii 10 MECTY JKUTEIbCTBA, OJTHAKO IPO-
BOJMMBIE Kypchl HelipoMeTaboueckoit Tepanuu 1 pusno-
TepareBTHUYECKOE JICUCHNE HE AaBau dPPeKTa

B 2012 r. mo maHHBIM KJIMHUKO-aHAMHECTHYECKOIO U
HEeWpOo(pHU3HOIOrHIecKOro 00ciIe0BaHusl ObUI YCTaHOBJICH
JIMarHO3: KOHEYHOCTHO-TIOSICHAS MBIIICYHAs JUCTPOQus,
tun 1A. HacnencTBeHHbIl aHaMHE3 IO HEMPOMBIIIIEUHOM Na-
TOJIOTHH HE OTATOIIEH.

B Hos16pe 2020 r. GosibHasi HaXOIUJIACh HA CTAllMOHAp-
HOM JIEYEHUM B HeBpojoruueckoMm otaeneHun I'bBY3 MO
MOHUKU um. M.®. Bragumupckoro. IlanuenTtka mocty-
MUJIa B HEBPOJOTUYECKOE OT/ACICHHE B YJOBIETBOPUTEINb-
HOM COCTOSIHUH JUTA IPOBEICHUS Kypca peaOHIHTaIIH.

CocrosiHre OOJIEHOW COOTBETCTBOBAIO HEBPOJIOTHYEC-
CKOMY CTaTyCy: CO3HaHHE SICHO€, OpPHUEHTHPOBaHA, aJleK-
BaTHA, KOHTAKTHA, TO3UTHBHO HACTPOCHA Ha IPOBEICHUE pe-
A0OWJIMTAITMOHHBIX MeEpONpUsATHA. UepermHo-MO3roBble He-
PBBL: OOOHSHHE HE HAPYIICHO, (HOTOPEAKIMHU, IBHIKCHHUSI
[JIa3HBIX S0JIOK B IMOJIHOM 00BbEMe, IBOCHHUS, HUCTarMa HET,
PACCTPONCTB YyBCTBUTEIEHOCTH Ha JIUIIE HE BRISBICHO, CHIIA
JUIEBON MYCKYJIATypBl B HOPME; pedb, (POHAINS, TJIOTAHUC
HE HAPYIICHBI.

JlBurarespHasi akTHBHOCTB: BBIpa@KeHHBIE (D (Py3HBIC
MBIIICYHBIC THIOTPO(GHUN MBI TPOKCUMAIBHBIX OTAEIOB
HIDKHUX KOHEYHOCTEH, IIIeUeBOro mnosica (KpbUIOBHIHBIE JIO-
MaTKH), CKOJIMO3 IPYAONOSACHIUYHOIO OTAea MO3BOHOYHHKA.
MeIimeyHsIi TOHYC yMEepeHHO audGy3HO CHIDKeH. MEIey-
Hasl CUJIa B IPOKCHMAJIBHBIX OTAENaX BEPXHUX KOHEYHOCTEH
CHIKeHa /10 4 0aJUIoB: OrpaHUuCH MOJBbEM PYK BBIIIE TOPH-
30HTAJILHOM TMHUN. B crubaTersix n pasrudartensix mpeamie-
4bsi, KHCTU MaJbLEB OTCYTCTBYeT cummerpusa. Ha ypoBHe
MPOKCHUMAJBbHBIX OTAENOB HIDKHUX KOHEYHOCTEH cuia
MBI He BblIe 3 O0amioB. [Ipu BcTaBaHMM M3 IOJIOKESHUS
JIe’Ka B MOJIOKEHHUE CTOS MAaUEHTKA HCIOIb3YeT BCIIOMOTa-
TeNbHBIE IPUEMBI, «IIPUEMBI ['0BEepCcay.

IToxomka maTkas ¢ packauMBaHUEM Ta3a, HEYCTONYMBas,
«YTHHAs», HCIOJIb3yET BCIIOMOTaTENbHBIE CPENCTBA OOPBI —
xoxyHKA. CyX0XXHUIIbHBIE peIeKCH CHIKECHBI, 6€3 pa3HHIIbI
cTopoH. UyBCTBUTENBbHBIX HapyLICHUH He BblsBIEHO. Hapy-
HIEHUH (YHKIIMU Ta30BbIX OPraHOB HET.

ITpoBoanMoe steueHne: HeHpoMeTaboIIecKas Tepanus,
uHAuBUAYyansHble 3aHATHS JIDK, anexkTpuueckas ctumyis-
1M1 MBI TIPU X010 ¢ ucnoab3oBanueM ammnapara «MbH
— Crumyim».

[ocpenctBom kommuiekca «MBH — buomexanuka» y na-
LIUEHTKH OBbUIN MCCIIE0BaHbl OCHOBHBIE, BpDEMEHHbIE, KHHE-
MaTHYECKHe M JUHAMHIECKHE apaMeTps! Xoap0bl. Ha ocHo-
BaHUM TOJyYEHHBIX JAHHBIX BBIYHCIECHBI DHEPreTHUYECKHE
napaMeTpbl X050kl — MOMEHTBI MBILICYHBIX CHJI B CyCTaBax
HUKHUX KOHEYHOCTEH.

PesynbTathbl

HccnenoBanus moKa3aji, 4TO Y JAHHOW MAI[HEHTKU OT-
MeJaeTcsi pe3Koe YMEHBIICHHE OCHOBHBIX MapaMeTpoB
x0/p0BI 0 cpaBHeHHIO ¢ HOpMO# [1; 3; 4]. Kak BuaHO u3
Tabi1. 1, y 001pHOM HAOIIOIACTCS CHIKCHHE CPETHEH CKOPO-
cTH nepeaBmKeHus B 4,3 pasa (0,94 kM/9) 3a c4eT yMeHbIIe-
HUS [UIMHBI ABOWHOTO mara B 2,3 pasza (0,62 M) u Temma
x0716061 B 2 paza (50 mar/MuH).

Kak BumHO U3 Tabin. 2, y 1aHHOHN MalMeHTKH Haboxa-
eTcsl BBIpaKEHHasl TpaHC(hOpMaIHs BPEMEHHOW CTPYKTYPHI
x0/150b1. Ha 00enx Horax oTMedaeTcsi 3HaYUTEeIbHOE YBEJH-
YeHHWE JUTUTEIBHOCTH  OMOpHOW  (a3el  (HA  JICBOWA
Hore — 86,4 %, Ha mpaBoii Hore — 89,2 %) U yMeHBIICHHUE
MIPOJOJDKUTEIBHOCTH TEPEHOCHOH (ha3bl (COOTBETCTBEHHO
13,6 1 10,8 %). Ha 0beux HOrax pe3ko MpoJOHTHPOBaHa IBY-
omopHas (asa, 4To yKa3blBacT HA 3HAYUTEIHHOC CHIDKCHUE
YCTOHYUBOCTH MPH X0OI60€.

Tabnuya 1

OcHoBHBIC TapaMeTPbI X0ALOBI B HOpMe
Uy nanuenTku ¢ guarnozom KIIM/, I tun

IMapametp Hopma IMamuentka | % Kk HOpMme
JlnuHa ABOMHOrO mara, M 1,42 0,62 44
JIIMTenbHOCTD IMKIIA, C 1,21 2,4 198
CKOpOCTh XO60BI, KM/4 4,21 0,94 22
Tem xoa6051, IIar/MUH 99 50 50
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Puc 1. Kunematnueckue mapaMeTpsl Xoap05I B HopMe U 'y 6onbHOI ¢ KIIM/I. [TyHKTHpHAS THHAS — KHHEMATHYSCKIE
napaMeTpsl X060 B HOpPME, CIUTOIITHAS JIMHNS — KHHEMAaTHIECKHE TTapaMeTpsl Xoap0b1 00onpHONH. TBY — TazobenpeHHbINH
yroia, KY — xonennsiit yron, ['CY — ronenocronusiii yroi. I1o ocu aGciyce — AMUTENBHOCT IOKOMOTOPHOTO 1UKIIA B %, 1O
OCH OpIMHAT — YTJIOBBIE TIEPEMEILCHNUS B CYyCTaBaX HIDKHUX KOHEYHOCTEH B rpajgycax

Tabauya 2
BpemeHHbIe mapaMeTpbl X0Ab0ObI B HOpMe
M y nauueHTKH ¢ quarnozom KIIM/I I tuna
Hopma IManuentka
ITapameTtp JieBasi npasast JieBasi % K npasast % k
HOra HOra HOra HOpMe HOra HOpMe
Amrensrocts 62,4 62,4 86,4 138 89,2 143
oropHo# ¢assl, %
JmrenerocTs 37,6 37,6 13,6 36 10,8 29
nepeHocHo dassl, %
JUmTeIsHOCTS 12,4 12,4 38,9 314 36,7 296
JByoniopHoii dassl, %

B HanbGosnplieil crerneHH M3MEHEHbI KMHEMaTHYECKHE
napameTpsl Xos051 (puc. 1).

KpuBas yrma B romenHocromHom cycraBe (I'CC) mpu
X0/60€e B HOpME MMEET YeThIpe SKCTPEMaIbHBIX 3HAUCHMS,
13 KOTOPBIX JIBa COOTBETCTBYIOT ITOJIONIBEHHOMY CTHOaHHIO
B Hayvaje W B KOHIIE OMOPHOH (a3sl, a IBa — TBUIGHOMY CTH-
0aHMIO BO BpeMs IepeKaTa CTOIbI Yepe3 HOCOK U B MEPBOi
MOJIOBUHE MepeHOCHO# dassr [1; 3; 4].

IIpu xonpbe MaHHOW TMAIMEHTKH 3TH JKCTPEMaIbHBbIC
3HAYEHMs KaK OyATO COXPAHSIOTCS, OJTHAKO 00€ KPUBBIE I'0-
nenocronHoro yrna (I'CY) npakTudecku rnepeMenieHsl B

58

00J1aCTh TIOJIOKUTENIBHBIX 3HAYEHUH, YTO O3Ha4yaeT cruda-
TENBHYIO MO3UIMIO (HAKJIOH T'OJICHU BIEpeNn).

Ha neBoii Hore mepBoe nmomomBenHoe crudanue B 'CC
PE3KO MPOJOHTMPOBAHO, SKCTPEMYM IPUXOANUTCS Ha t
=30 % mmkJa, ero BennynHa pasHa 0°. IlepBoe ThUTEHOE CTH-
0aHue pe3KO MPOJOHTHMPOBAHO U YBEIMYECHO. DKCTPEMYM
MIepBOTO THUILHOTO crubanus npuypoueH K t = 80 % mwmkia,
YTO CBSI3aHO C KpaiiHe MeJUICHHBIM TEMIIOM IepEIBIKCHUS
0ONBHOM. YBENMUEHHE TIEPBOTO THUTBHOTO Crubanus mo 22°
00yCIIOBJICHO HAKJIIOHOM rosieHH Bnepen. OciabieHue BTO-
POTro MOJIOMIBEHHOTO CTUOAHMSI CBUIIETEIILCTBYET 00 YMEHb-
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IICHUH OTTAJKUBAHUS HOTH OT ONOPHO IMOBEPXHOCTH, YTO,
HPEXIE BCETO, CBA3AHO C PE3KUM OCIAOICHUEM HKPOHOX-
HOM MBIIILIBI.

Ha npaBoit Hore B xpuBoil I'CY mpakTudecku OTCyT-
CTBYeT IepBoe MojommBeHHoe crubanme. Bes kpuBas ['CY
TaKOKe Pe3KO MOJHSITA BBEPX OT HyJEBOH NMHUH. B TeueHne
neprosia oT Hayana mara o t = 40 % 1ukia BenuunHa yria
ocraetcs Hem3MeHHOH (5°), u Tompko Ha ypoBHe t = 40 %
IIVKJIa HAYMHAETCS OYEHb [UINTEIBHOE IEPBOE THUIBHOE CTH-
Oanue. BenuunmHa mepBOro THUIBHOTO CruOaHUs 3HAYH-
TEJIBHO BhIIIe HOPMEI (19°), 1 ero sxcTpeMyM npuypoueH K t
= 80 % nwmkia. Tak ke, Kak ¥ Ha JIEBOH HOTE, BTOPOE ITO/I0II-
BEHHOE CrubaHue ocinableHo, OHO TPOMCXOAUT OYEHb
OBICTPO, €ro 3KCTPEMYM PE3KO CABHHYT BIPABO IO BPEMEH-
HOH ocu — Ha ypoBHe t = 90 % muxia.

Kpusas yrima B xonernom cycrtase (KC) mpu xoms6e B
HOpMe Kak Obl COCTOUT M3 JABYX IOJIYBOJIH — C MAJIOH U 00JIb-
moi aMnTyAou. IlepBast U3 HUX XapakTepuzyeT nojarubda-
Hue B KC, nmetornee, rmaBHBIM 00pa3oM, aMOPTHU3aIMOHHOE
3Ha4yeHue. Bropas monyBosiHa otpaxkaet crubanue B KC B
HepeHOCHYI0 (azy. 3a KaXk/IbIM CrHOaHUueM ClieyeT IpaKTH-
4yecku mosiHoe pasrubanue [1; 3; 4].

IIpu xoap0e manHOM 0OIBHO KpuBas yria B JeBoM KC
OKa3bIBacTCs pe3ko nedopmupoBanHoi. Ha neBoil Hore B
KpuBo# KosteHHOTO yria (KY) otMedaercs yBenudaeHue yria
crubaHus B OMOpHYIO ¢a3y 1o 55° B camoMm Hadaye miara.
DTO SIBIICHHE CBSI3aHO C TEM, YTO OOJIbHAS CTABUT HA OIMOPY
coraytyio B KC Hory. 3ateM GoJIbHas OIHOCTBIO pa3rudaeT
Hory B KC, skcTpemyM pasrubanus B onopHyto (asy mpu-
ypoueH k t = 45 % nukna. BeneacTsue pe3koro 3ameieHus
Temia xo/p061 ocHOBHOE crubanue B KC (crubanue B mepe-
HOCHYIO (ha3y) peannsyercs OYeHb O3JHO, Ha ypoBHe t = 91
% 1HKJIa, TT0 BEJIMYMHE OHO 3HAYUTENLHO IPEBHIIIAECT HOPMY
(85°).

Cxonnas kaptuHa oTMeudaercss u B KC Ha mpaBoii Hore.
OTnryne cOCTOUT TOJIBKO B BEMYMHE YIIIOB. B Hawane no-
KOMOTOPHOTO IMKJIa 60JbHAS TaKkke CTaBUT Ha OMOPY MOIy-
COTHYTYIO HOTY (yroJ crubanus paBeH 35°). 3aTeM mpoucxo-
Jut nosHoe pasrubanue B KC, koTopoe 3aBepiraeTcst TOIbKO
K 50 % nukiaa. BexnynHa OCHOBHOIO CruOaHus CHUYKEHA 110
CpaBHEHHIO ¢ HOpMOH (55°), IKCTpeMyM OCHOBHOTO cruba-
HHSI PE3KO CMEIIEH BIPaBo M0 BPEMEHHOW OcH, Ha ypoBHe t
=91 % nukia.

KpuBast yrma B TazobenpenHom cycrase (TBC) mpu
xoap0e B HOpME UMEET TPH HKCTPEMAIbHBIC 3HAYCHUS: IBa
U3 HUX COOTBETCTBYIOT CTHOaHUIO B CyCTaBe, OJHO U3 HUX —
pasrubanuto. Kaxxaplil MK HAYMHAETCSI CO CrubaHust, KOTO-
poe yaepXuBaeTcsl B TeYEHHE MHTEpBala OMOPHl Ha IIATKY,
Jlajiee TPOMCXOANT pasruOaHue B CycTaBe, JOCTHUTaIoIIee
MaKCHMaJIbHOTO 3HaUCHHUs B CEPEANHE MHTEPBAJa ONOPhI Ha
HOCOK, 3aTeM CHOBa HACTyIaeT CTHOaHWe B MEPEHOCHYIO
(hazy, KOTOpOE JIHIIH B KOHIIE IIIKJIA CMEHAETCS] HEOOIBIITIM
pasrubanuem [1; 3; 4].

B xpuBoii neBoro tazobenpennoro yria (TbY) y 6omb-
HOH B HayaJle Iara OTMEYaeTcsi 09eHb HEIPOI0JIKUTEIBHOE
TOPHU30HTAIILHOE IUIATO, COOTBETCTBYIOIIEE (a3e ONophl Ha
IATKy. MakcuMaibHbIi yron crudanus (32°) npuypodeH K

caMoMy Havaiy JjokomoTtopHoro rukia (t= 0 %). 3atem npo-
HCXOJWUT OYECHB JUTUTENBHOE BYXCTYIIEHIAaTOE PasruOaHue B
TBC. Ilepmast ¢dasza pasrubanus B THC HaumHaeTcs Ha
ypoBHe t = 7 % nukia u 3aBepiiaercs Ha yposHe t = 35 %
UK, B TedeHue 3Toi (a3l pasrudanue B THC npomcxoaur
YCKOPEHHO, 3aTeM B uHTepBase 35 % <t < 50 % Benuuuna
yriia pasrubanus ocraercsi HensmeHHoH (0°), a B mepuog 50
% <1< 80 % pasrubanue B ThC npoucxoxur Oosee niaaBHoO,
MaKCHMaJlbHasl BEJIMYMHA yTIIa pa3rubdanus gocturaet —3°. B
TO XK€ BpeMsi crubaHue B NEPEHOCHYI0 (azy NpeBbIIacT
HOpMY (33°) U IPOUCXOAUT YCKOPEHHO.

Kpusas npasoro TBY mo ¢popme HamoMuHAET KPUBYIO
nesoro TBY, npu 5ToM OTINYHSA HOCAT YUCTO KOJUYECTBEH-
HBbII XapakTep. B xpuBoii mpasoro ThY y GonbHOII B Havane
Iara OTCyTCTBYET FOPHU30HTalbHAS IUTOMaaka. Pasrubanne
B THC Tarke mMeeT IByXCTyIIeHUaThIi XapakTep. B mepBoii
(aze pazrudanue B TBC mporcxoanT yCKOPEHHO, 10 yPOBHS
t =35 % nukina (BenmuuuHa yria — 4°). Jlanee Tak xe, Kak U
Ha JICBOHM HOTE, BEJIMYMHA yTJIa HE U3MEHACTCS B TCUCHHE UH-
tepBana ¢ t = 35 % mo t = 55 %, a 3aTem Hactymaet ¢asza
OoJiee IUIAaBHOTO pa3rubaHusi, KOTOPOE 3aBEPIIASTCS JIUIIb K
78 % mukna. [Ipu 3TOM yron pa3rnGaHus MOCTETIEHHO CHHU-
xkaercs ¢ 4° o —8°. Crubanue B THC B mepeHocHy0 (a3y
MIPOUCXOIUT YCKOPEHHO.

Ha puc. 2 mpencraBineHbl AMHAMUYECKHE ITapaMeTphl
x0ap051. [Ipr 00bI1YHO# X0/150€ 110 TOPU30HTAIEHOM HOBEPX-
HOCTH BEpTHKAJIbHAsI COCTABIAIONIAs OMOPHOH peakiuu Rz
MMeEeT JIByXBEPILMHHYIO (JOPMY C UYETKO BBIP@KEHHBIMU TIe-
pPEeIHUM U 33HUM TOJTYKaMH ¥ CHMMETPHYHO PaCHOIOKECH-
HBIM MHHAMYMOM. DKCTPEMYM IIEPEIHETO TOJYKa MPUXO-
nures Ha 17-18 % umkia, 3aaHero Toauka — Ha 51 % mnukia,
MHHUMYM TipuypoueH K 33-34 % mmkna. [IpubnusurensHo
PaBHBI 3HAYEHUs SKCTPEMYMOB B (pa3ax IepeqHero M 3aj-
Hero TomukoB [1; 3; 4].

VY manmentku JK-oif BepTHKanbHas cocTapisiomas Rz
MMEeT TpalenueBuaAHy0 GopMy, HO OHa HPHUOIMKAETCs K
TpeyronbHOW. Ilepenuuit n 3amuuii ppoHTsl RZ KpuHBOI
PE3KO 3aTAHYTHl. DKCTPEMYMBI IEPEAHEr0 U 3aHEr0 TOIY-
KOB Rz KpuBOW HE IOCTHTalOT ypOBHS Beca Teia. Xoabp0a
O0JIbHOH XapaKTepu3yeTcsl 3aMe/UICHHBIM TEMIIOM, KpaifHe
MaJIoOl JJIMHOM 1l1ara U pe3KO0 U3MEHEHHBIM COOTHOILIECHUEM
OCHOBHBIX (a3 mara (onopHast ¢asza nrocturaer 89 %, a me-
peHocHas daza pexynuposana g0 11 %). Harpyska Ha kax-
JIyI0 HOTY BO3HHKAET B CEPEIUHE OTIOPHI, BCICACTBUE YETO B
aToi (hasze oOpasyeTcss MaKCUMyM aKTHBHOCTH MHOTHX
MBI HOTH. B OMOMEXaHWYeCcKOM IIaHE 3TOT MAaKCUMyM
CIy’KUT TOJJIEP)KAHHIO YCTOWYNBOCTH U COXPAHEHHIO Bep-
THUKAJIBHOM MO3BI, TaK KaK OOJbHAS TePEeaBUTACTCA Ha TOITY-
COTHYTBIX HOTAX C JIOTIOJHUTEIILHOM OMOPOH Ha JIBE TPOCTH.

JHepreTu4ecKkne NapaMeTpbl XoAb0bI NalleHTA

K 4mcny sHepreTHdyecknx napameTpoB XOJbOBI OTHO-
CATCSI MOMEHTB! MBIIIEUHBIX CHJ, BBIUUCIIEHHBIE METOJIOM
MaTeMaTHYeCKOTO MojenupoBanus (puc. 3). B nanHom wuc-
CIIeZIOBaHUH HCTIONB3YyeTCs MaTeMaTHIecKasi MOeb, pa3pa-
6orannas I'.Il. T'pumenko. Ha ocHoBe »3TOi MoOnmenu
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PacCUNTHIBAIOTCSl CYCTABHBIE MOMEHTHI B Ta300€IpEHHOM,
KOJICHHOM H TOJICHOCTOITHOM CyCTaBax. MoJemnb npeiHa3Ha-
YyeHa JUIsl UCCIIeI0OBaHUS XOIbOBI B CATUTTANIBHOM INIOCKOCTH
0 TOPU30HTAIIBHOW OTIOPHO# OBEepXHOCTH [2-4].

B HOpME KpHBBIE MOMEHTOB MBIIEYHEIX ciil B ThC n
KC conepsxat nBe ocHoBHEIE (a3sl, Torna kak B I'CC Habiro-
Jaercst ToJbKo ofHa ¢asa. [lepsast dpaza momentoB B ThC n
KC npu xons0e B IpOU3BOIEHOM TEMITE B HOPME 3aHUMAET
35 % mmKna, T.e. JBE MepBbIe TpeTH onopHoH ¢a3sl. Ee ko-
HeIl COBNAJaeT ¢ 3aBEpIIEHHEM HMHTEpBaia OMNOPHI Ha BCIO
cTOmy.

Ora (aza sBIsIETCS OTPUIATEIBHOM, €€ SKCTPEMyM IpH-

Rz/P. % JleBas HIOKHSS
o KOHEYHOCTH
100 - 3

Rz 80
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20}

Rz/P, %

0 20 40 60 80 100

xomures Ha t = 13-15 % nukona. JlanHas dasa oTpaxkaer ne-
sarenbHOCTH MbII-pa3rudareneit KC u TBC, kotopsle, ¢ ox-
HOW CTOPOHBI, 00ECIICUNBAIOT OMTOPHOCTh HUKHEH KOHEYHO-
CTH, a C JPYroi CTOPOHBI, MOIBEM OOIIETO IIEHTPAa Macc
(OLIM) 10 HaUBBICIIIETO TTOJIOKEHUSI.

Bropas ¢aza momentos B ThC u KC umeer npomomxu-
TenabHOCTh 20 % 1MKIIa ¥ pacnojiaraercs B mocjieIHel TpeTH
omopHO# ¢assl. [To cBoeMy QyHKITOHATEHOMY Ha3HAYCHHIO
MOMEHTHI MBIIICYHBIX CHJI B 3TOH (pa3e HampaBlieHBI Ha OT-
TaJIKMBAHUE HOTH OT OTIOPHOU MMOBEPXHOCTH U 00YCIOBICHBI

paboTOoil TPEXTIaBOil MBIIIIBI TOJICHH U MBIIII-CTHOATEICH
Gempa.
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Puc. 2. BeprukanbHas cocraBisitomasi Rz onopHoii peakiuu npu xoas0e B HopMe u 'y nanuentku ¢ KIIM/I, tumn 1A.
[TyHnkTHpHas TUHNS — BEpTUKAIbHAsE cocTaBisomas Rz mpu xonp0e B HOpMe, CIIIOIIHAS JIMHUS — BEPTHKAJIbHAS COCTaBIISIO-
mas Rz npu xonp6e narmenTky. [1o ocu abcuyce — UIMTEIBHOCTH JJOKOMOTOPHOTO IIMKIIA B %, IO OCH OPIMHAT — BEIMYMHA

BEPTHKAJIBHOM cocTapstolieil Rz onopHoii peakiuu B % k Becy Tena (P)
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Puc. 3. 'padyk;t MOMEHTOB MBIIIIEYHBIX CHJI B CyCTaBaxX HIKHUX KOHEUHOCTEH Mpu Xoap0e B HOpME U y MAIlMEHTKH C
KIIM/, tun 1. IlyHKTHpHAS JTMHUS — MOMEHTBI MBILIEYHBIX CHJI TIPH X0150€ B HOPME, CIUIOIIHAS JINHUSI — MOMEHTBI MbIIIEY-
HBIX cHJI 1pu xop0e manueHTku. ThC — Tazo0enpennslii cycras, KC — xonennsiii cycras, 'CC — rojeHOCTONHBIN CycTas.
ITo ocu abcuyce — IUTENHHOCTD JIOKOMOTOPHOTO IMKIA B %, 10 OCH OPAMHAT — MOMEHTBI MBIIIIEYHBIX chil B % P-H
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MomeHTBl MbIIIeYHbIX cuil nepBoi ¢assl B THC npe-
BBIIIIAIOT MOMEHTHI BTOpO# (a3el. B To e BpeMs Bemu-
yrHBl MOMeHTOB B KC B 00eux (a3ax paBHBI

B I'CC xpuBasi MOMEHTOB MBIILICYHBIX CHII 00pasyer
onHy (azy mpomomkuTensHocThio B 50 % mnmkma. Ona
HaumHaeTcs npu t = 18 % u 3axkaHIMBaeTCS B KOHIIE OIOP-
HOH (hazbl. DKCTpeMyM Bo3HHKaeT mpu t = 52 %.

VYV naHHON NMAUEHTKU BCIEACTBHE PE3KOTO 3aMeje-
HUS XOABOBI IPOIOHTHPYETCS M CHIDKAeTcs nepBast asa B
TBC u KC 1 01HOBpEMEHHO YKOPAuUBAETCs U CHUXKACTCS
no aMmIuinTyze Bropas daza. Tem cambIM, ¢ OZHOU CTO-
pOHBI, oO0OecreunBaeTCsi OOJbBIIAs YCTOHYMBOCTH TIPHU
xoas0e, a ¢ Opyrodl CTOPOHBI, OCHAOIAETCS TOTIKOBAS
(YHKIMS HIDKHUX KOHEYHOCTEH.

Taxum 00pa3zoMm, y JaHHOW MAIIEHTKA OTMEYAeTCs BBI-
paKCeHHOE HapyIIeHHe OHOMEXaHWYECKOH CTPYKTYpHI
X0JB0BI, KOTOPOE MPOSBISIETCS B CIECAYIOLIEM:

* pe3Koe CHIDKEHHE CKOPOCTHU MEepEeABMKEHUS U €€ CO-
CTaBJIAIOIINX — TEMIIa W JUIMHBI 111ara;

* rpy0oe H3MEHEHHE BPEMEHHOM CTpPYKTyphl IIara
(pe3koe yBenMYEeHHE IIUTENBHOCTH OMOPHON U JBYOIOP-
HOH (a3 ¥ yMEHbIICHUE [UINTEIBHOCTH IEPEHOCHOM (ha3pr);

* MOBBIIICHNE aMIUIUTY/ABI ABWKEHUH B OJHHUX CYCTa-
Bax (ocHoBHOTrO crubanus B KC Ha neBoit Hore, mepBoro
TBUIBHOTO CTHOaHus Ha 00eWX HOTaX) M YMEHBIICHHE aM-
TUTUTY 161 JBIDKCHUH B IPYTUX CyCTaBax (BTOPOTO MOJOII-
BenHoro crudanus B ['CC, pasrubanus B TEC);

* 3HAYUTEIbHOE CMEIEHHE YKCTPEMYMOB YTJIOBBIX I1€-
pEMeIeHHH BIIPaBO 110 BPEMEHHOH OCH B CBSI3H C 3aMeIIe-
HHEM XOJBOBI;

* HEOJIMHAKOBAsI POJIOJDKUTENLHOCTD OTIEIbHBIX (a3
(pe3kas 3atssHyToCTh pasrudanus B ThC u KC u, HanipoTus,
ouenb ObicTpoe crubanne B ThC u KC B nepeHocHyo a3y
mrara);

* PE3KOE CHIDKEHHE OIOPHOW M TOJNYKOBOM (YHKIIMK
HIDKHAX KOHEYHOCTEH (3aTIHyThIe (POHTHI BEPTHKAILHON
cocTaBIsolIel RZ onopHoOil peakunu, TpeyroasHas hopma
Rz kpuBoii, 3HauuTENBEHOE OCNA0JICHUE MEPEIHEro U 3all-
HETO TOJIYKOB JJAHHOW COCTaBIISIOIICH);

* YMEHBIIIEHHE U NPOJIOHTMPOBaHNE T1ePBOii (hazer Mo-
MEHTOB MBIIICYHBIX CHJI M YKOPOUYEHHE U CHUKEHHUE BTO-
potii pa3sr MomeHTOB B THC 1 KC Ha 06enx Horax.

OCHOBHOW NMPUYUHON BHIPAKEHHOTO HapyIIeHUsS OHO-
MEXaHUYECKON CTPYKTYPbI XOABObI Y IaHHOW OOJIbHOI SIB-
nsieTCs pe3koe ocnadyenue mei-pasrudareneit ThC, KC
u I'CC, HO 0COOEHHO MKPOHOXHBIX MBIIII], YTO HPUBOAMUT
K 3HAYUTEILHOMY BO3PACTaHHIO EPBOTO THUILHOTO Cruda-
HUSL ¥ YMEHBIICHUIO BTOPOTO IMOJONIBEHHOTO CTHOAHUS,
YMEHBIICHUIO OMOPHOW M TOJYKOBOH (YHKIMH HHMXHHX
KOHEYHOCTEH.

C Hamel TOYKM 3peHUs, TaHHOW MalMeHTKe HeoOXo-
JUMO HW3TOTOBUTH ammapaT Ha TOJIEHOCTOIHBIA CYCTaB C
orpannueHueM teutbHOTO crudanus B I'CC. [ocie opresu-
poBaHus 60IBEHOM 1IeIec000pa3HO MPOBECTH KypC HyHKIIH-
OHAJBHOM AIIEKTPUIECKOH CTUMYIISIINU MBIIII] IPH X0160€
C TPEHUPOBKOH 00enXx OOJIBIINX W CPEIHUX STOJMYHBIX
MBI, 00EHNX YETHIPEXIIIaBbIX MBI Oeapa n 00enx HK-
POHOYKHBIX MBIIIIL.

s onpeniencHus BO3MOXKHOCTH JAbHEHINEH peabu-
JUTAIIA TalUeHTKH OBUTH MPOBEACHBI N1BA MPOOHBIX Ce-
aHca (PYHKIMOHAILHOW O3JCKTPUYCCKON CTUMYJIISIHH
(®BC) mpi npu xoasbe. beuta mpoBegeHa sneKTpuye-
CKasg CTUMYJISILMS LIECTH BBIILIEYNOMSAHYTHIX MbIm. Kak
MTOKA3alli Pe3yNbTaThl MEePBBIX MPOOHBIX CEaHCOB, MHTEH-
CHUBHOCTH COKPAIIICHHUS HE JIOJDKHA OBITH OYCHB BBICOKOW:
meecooOpa3sHo MPUMEHSITh MHHAMAIBHOE COKpAIleHHe,
BuanMoe TiazoM. Cama OoyibHas OTMEYaeT OOJBIIYIO
ycroituuBocTh npu Xoap0e ¢ ®IC 1 BO3MOKHOCT IPOUTH
OoJblee pacCcTosHUE O€3 YTOMIICHUS.

O6cyxaeHune

Kax BuiHO U3 NOJy4YEeHHBIX JAHHBIX, IBUraTeNbHAs pe-
aOwiuranus SBISIETCS OYEHb BAXXHOM COCTaBIISIOIIEH
yIIydIIeHUs] Ka4eCTBa >KU3HU MAallMEHTOB ¢ KOHEYHOCTHO-
HOSICHOM MbIIeyHoit auctpoduei. [Ipexae Bcero, apura-
TenbHas peaOWIUTAIMs HampaBieHA Ha YMCHBIICHHE
OCJIO)KHEHUH OOJIC3HH, Ha INPEIOTBPALICHUE MBIIICYHBIX,
CKEJICTHBIX, CEpJCYHBIX HAPYIICHUN B CBA3U C MOTEpeH
MBIIIEYHOH cuibl [5]. IMEeHHO ¢ 3TOM Ienbio GONBHBIM C
KMIIJI npuMeHSIOT TpaluLMOHHBIE METOABI JICUEHMUS,
BKJIIOYAIOLIHE JIeueOHYI0 (U3KYIbTYPY, TACCUBHBIC U aK-
TUBHBIE PACTSDKKU. B mocnenHue aecATuieTHs NpoBeeHbI
nccaenoBaHus 3(GEKTUBHOCTH BIMSHUS PeaOMINTAIIOH-
HBIX METOZOB Ha nuctpoduHaedunuTHbIe Mbimel. Co-
IJIACHO MHEHMIO MHOTHMX aBTOPOB, 3KCHEHTPHUYECKHUE
YOpaXHEHUS  IMOBPEXAAIOT  JUCTPOPHHACHUINTHEIE
MbImiel [5; 9].

Kak yka3sIBaeT psii aBTOPOB, YIPaKHEHHSI HU3KOM NH-
TEHCUBHOCTH TIOJIOKUTENIFHO BIMAIOT HA TIPEIOTBPAIICHUE
ocnoxxHeHu#. [lockonbky st nanuenta ¢ KIIM/I npunium-
MTUAJIBHO BA)XKHO KaK MOXKHO JIOJIBIIE OCTABAaTHCS MOOMIIb-
HBIM 1 HE3aBHCHMBIM, TO BO3HHKAET HEOOXOAUMOCTE Pery-
JSIPHOM peadminTanuy U peryisipHoro odcienoBanus. Ta-
KUM OOJIBHBIX 11€7ec000pa3HO MPOBOAUTH MPOQHUIAKTHKY
U KOPPEKIHIO CKEJIETHBIX HapyIIeHUH (CKOJIMO3a M KOH-
TPaKTyp CyCTaBOB), UCIIOIb30BaTh ITACCUBHOE PACTSKEHUE,
pas3yMgHble METOJb! (PU3NOTEpaAlNK, a TaKKe Pa3IMIHbBIE
MeXaHHYECKHUE IIpHUCIocoOIeHUs (opTonenuueckue
CTEJIBKH, TPOCTH, XOTYHKHN). Ba)XKHBIM MOMEHTOM SIBIISETCA
KOHTpPOJIb Beca — COOJNIOZICHHE AWETHl M NpOo(pHIaKTHKA
oxupenwust [7; 16].

C Hame#l TOYKH 3peHHs, TAKIM OOJBHBIM HEOOXOMMO
MIPOBOANTH HCCIIeIOBaHNE OMOMEXaHMYEeCKOW M MHHEepBa-
LIMOHHOM CTPYKTYPBI XOABOBI OJIMH pa3 B 6 MeCsIEB C Iie-
JIBIO OTCIICKUBAHUS JHHAMUKY JIBUTATEIBHBIX HAPYIICHUI
1 BBIOOpA aJIeKBaTHBIX METO/IOB peabuInTauy B COOTBET-
CTBMM C TOJy4YeHHBIMH pe3ynbraTamu. Kak mokaspiBaroT
1poOHbIe ceancbl @OC MBI IPU X0160€ Y JaHHOH Hanu-
€HTKH, UCKycCTBeHHas Koppekuus apmwxennit (UK) npu
X0b0€ MOXKET CTaTh OJHUM U3 3(PEKTUBHBIX METO/IOB pe-
abwmTanuy Takux O0oJbHEIX. TeM He MeHee MBI ToJlaraeM,
YTO B CBSI3U C JIOBOJBHO OBICTPOH YTOMIIIEMOCTHIO OOJIb-
veix ¢ KIIMJI, a Taxke ¢ HEOOXOIUMOCTHIO H30eraTh
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SKCUEHTPUYHBIX YNPaKHEHHUH, TAKUM TallMeHTaM LIEJIeco-
06pa3zno npooauTs ®IC MBI B MIAAMINAX YCIOBHUIX.

Takast TpeHUpPOBKa MpEIIoIaracT HEBBICOKYIO UHTEH-
CUBHOCTB COKpaLIeHHs! (MUHUMAIIbHOE COKpAICHNE, BHIHU-
MO€ TJIa30M), HE3HAYUTEIHHOE KOIMYECTBO KOPPEKIHOH-
HBIX BO3JeHcTBUN (He Ooiee 4), HEOONIBIIOE KOJIUISCTBO
ceaHcoB (6—7), HE3HAYUTETHHYIO POJJOIDKUTENIBHOCTD Ce-
aHca (ue 6omee 15 mun). B Tex cirydaeB, korga OOJIBHBIM
HeoOXoAMMa TPEHUPOBKA 6 MBI, HApUMEp, 00eHnx
OOJIBIINX W CPEJHUX STOJUYHBIX, 00EHX YETBIPEXIJIaBbIX
MBI Oefpa U 00eMX KpecTLOBO-OCTUCTHIX, 11e1ec000-
pa3sHO dYepenoBaTh KOPPEKIHNOHHBIC BO3ICHCTBHUA TaKUM
00pa3oM, 9TOOHI HX 00IIIee YHCIIO He TIPEBBIIIAN0 4 B TeUe-
HHE OJIHOTO CeaHca.

[Ipu sToMm xenarensHO TpoBoAUTE POC STOAWIHBIX
MBIIII] €XETHEBHO B TE€UYCHHE Kypca, W depe3 IeHb OCy-
LIECTBIISTH TPEHUPOBKY YETHIPEXTIIABbIX MBIIIL Oe/ipa HiTH
KPECTIIOBO-OCTHCTBIX MBI, TeM He MeHee BBIOOp KOp-
PEKTHPYEMBIX ABIDKCHHH W CTUMYJIHAPYEMBIX MBI JO0JI-
’KEH ObITh OCHOBaH Ha INPEJBAPUTEIILHOM OHOMEXaHHYe-
CcKoM oOcieroBanuy. JlanpHelme ueeieJo0BaHus T0KHBI
OBITh HAIIpaBIICHBI Ha M3y4deHUe BimusHUSA kKypca MKJ[ na
OMOMEXaHWYCCKYI0O W HHHEPBAaIlMOHHYIO  CTPYKTYPY
x0ap06! marueHToB ¢ KIIMJI, Ha 000CHOBaHHE TEXHOIIO-
run npuMeHeHns Metona MK/ u oTciexxuBaHue oTaaeH-
HBIX Pe3yJbTAaTOB PeaOMINTAIINN y JAHHOTO KOHTHHTCHTA
OOJIbHBIX.

3aknroyeHue

Jlis Xo16061 O0TBHBIX KOHEYHOCTHO-TIOSICHOH MBIIIIEY-
HOW AucTpodueit XapaKTepHbI HecTIeu(pUUeCcCKUe HapyIie-
HUSI XOABOBI, CBOIMCTBEHHBIC IPYTMM 3a00JICBaHUSM, a
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Modern approach to rehabilitation of patients with limb girdle muscular dystrophy of type
| are discussed in this article. Authors thoroughly investigated the clinical picture of limb-girdle
muscular dystrophy, pathogenesis of this disease and the main principles of its treatment. On
the example of the concrete patient authors considered the clinical picture of the limb-girdle
muscle dystrophy and also the biomechanical and energetic parameters of walking. Authors
demonstrated, that essential disturbance of the locomotor function is seen in this patient, what
is revealed in remarkable diminution of the mean walking velocity, in severe transformation of
the temporal structure of walking, in reduction of amplitude of movements at some joints of the
lower extremities and increase of amplitude at the other joints, in displacement of all extreme
values to the right along the temporal axis, in remarkable weakening of the support and push
functions of the lower extremities, in change of the form of the vertical component Rz of ground
reaction force from two-peaked to the triangular, in expressed diminution of moments of muscle
forces at the joints of the lower extremities. Authors also point out, that it is necessary to carry
out regular courses of rehabilitation in such patients with the purpose to improve the locomotor
function. Besides, it is very expedient to retrace systematically changes of the biomechanical
and innervative structure of walking. On the grounds of investigation of structure of walking of
patient with limb girdle muscular dystrophy authors revealed necessity of ortheses and the
subsequent application of functional electrical stimulation of muscles during walking. On the
basis of realization of the trial sessions authors for the first time determined the main correc-
tional influences, necessary for these patients and also peculiarities of the amplitude and, es-
pecially, temporal programs of functional electrical stimulation of muscles in such patients.
Patient herself notes greater stability during walking, possibility of walking greater distance
without fatigability. The received results give foundation for the further planning of the course
of rehabilitation in such patients.
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