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PE3IOME

Pesynbratel uccnenoBanus onoMexaHuku npixanus npu [IM/] u ux uHTEpIIpeTanus SBISIOTCS YHUKAIb-
HeiMH. CpaBHUBAJIM MOKA3aTeH BEHTUIIMOHHON (DYHKIIMH JIETKUX M MOKA3aTeNI MEXaHUKHU JBIXaHHS y
31 GOJIBHOTO TPOrpecCUpYIONIeH MBINIEYHON IHUCTpoduedl ¢ 1-2-i cTemneHplo JBUTaTENbHBIX pac-
CTPOMCTB 1 17 GONBHBIX — ¢ 3—4-1i CTENIeHBIO IBUTATENIbHBIX PacCTPOHCTB. JKN3HEHHAs! €MKOCTB JIETKHX B
o0eux rpymmax B cpeqHeM Obiia HopMansHOH. MBJI 1 06beM GOpCcHpOBaHHOTO BBIIOXA 33 MEPBYIO CE-
KyHIy B 00euX rpymmnax OOJBHBIX B CpeIHEM OBUIM CHIDKCHBI B OJMHAKOBOH cremeHu. O0Iee HeanacTu-
YeCKOe CONPOTHBIECHHE JETKUX B 00EUX IPyNNax B CpeJHEM OBbLIO MOBBIIICHO 3a CUET MOBBIMICHUS TKa-
HEBOTO TPEHHMs, a OPOHXHAIBHOE CONPOTHBICHUE OBLIO0 HOPMAJIBHBIM. B 00enx rpymnmax OONBHBIX 3i1a-
cTHYecKasl (pakuus padoThI JbIXaHUs OblIa MOBBIICHA B CPEAHEM OJJMHAKOBO, a 00mIas paboTa AbIXaHHS
ObU1a HOpMaTbHOU. Y 12 GONBHBIX MPOTPECCUPYIOIISH MBIIIEYHON TUcTpoduell BRIBISUIACH aHOMAaJIbHAS
JIbIXaTeNbHasl METIs: MOJHOCTBIO OTCYTCTBOBala y 8 MAIl[MEHTOB M y 4 OTCYTCTBOBajJa WHCIHPATOPHAs
WM SKCIHUPATOpHAst 9acTh NeTIn. Bo 2-it rpymie OBl CHIDKEH pe3epBHBI 00BEM BBIIOXA, YBEINYCH
OCTaTOYHBI 00BEM 3a CHET CHIDKEHMS CHIIBI JBIXaTENbHBIX MBI, DJIacTHYecKas TsAra JEerKux Obiia
CHIKEHa, a Kod((UIMeHT (QYHKIMOHATBHOW aKTHBHOCTH JIETKHX IOBBINICH. VI3MEHEHMs MmokazaTenei
MEXaHUKH JIIXaHUsI PaclieHUBAIOTCS IIPEUMYIIECTBEHHO KaK ()yHKI[MOHAIBHBIC, M PACCMATPUBAIOTCS KaK
MIPOSIBJIEHHE KOMIIEHCATOPHOTO YCHJIEHHs! (YHKIMHM BHYTPHJIETOUYHOTO MCTOYHMKA MEXaHHYECKOW JHep-
THU B YCJIOBHUSIX CHIDKEHHSI (DYHKIIUH JABIXaTeIbHON MYCKYJIaTypHI.

K/IIOYEBbBIE C/IOBA: JierouHble 00BEMbI M €MKOCTH, NOKA3aTeN CKOPOCTH BO3AYLIHOTO MOTOKA, MeXa-
HUKa JIBIXaHUs, JbIXaTelbHas MeTis, padoTa JbIXaHUs, PacTSXKMMOCTB JIETKUX, 00IIast pacTsyKUMOCTb
JIETKHX, 00IIee HEe3NaCTHYECKOE CONPOTHBIECHHE, TKAHEBOE TPEHHE, OpPOHXHAIBEHOE CONPOTHBIICHHE,
9JIACTHYECKAs! TATA JETKHUX, KO3 GHUIMEHT QyHKIMOHAIBHOW aKTHBHOCTH JIETKUX, IIPOTPECCHPYIOMIast
MBIIIeUHast TUCTpOdusL.

BeBegeHne

Pabot, NMOCBSIMIEHHBIX M3YYEHHUIO OMOMEXAaHWKH [Ibl-
XaHUs y OOJIBHBIX NPOTPECCHPYIOIIEH MBIIIEYHOW auc-
tpodueit (IIM/I), B noCTynHOI nUTEpaType Mbl HE BCTpe-
THIIH.

B maGoparopum kadenpbl NpONENeBTUKH BHYTPEHHHUX
6one3neit CHOUPCKOTO rOCYIapCTBEHHOTO MEIUIIMHCKOTO
yHuBepcuteTa (r. ToMCK) BemUCh HCCIIeI0BaHUS MEXaHH-
KU JIBIXaHMs TIPU pa3IMyHbIX (popMax maToJoruu ammapa-
Ta BHeIHero apixaHus [1]. MexaHuka JpIXaHUS TpU
I[IM/1 BnepBble CTajla NPEAMETOM HM3YyUEHUS! KaK MOJEINb
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anmnapaTa BHELIHETrO JbIXaHHs C OCIa0JICHUEM CKEeJIETHOU
M, COOTBETCTBEHHO, JbIXaTeJbHOW MycKyiarypel. Co-
TJIACHO TEOPUHM MEXAHHUYECKOH aKTHMBHOCTH JIETKHX, pa3-
paboranHOH Ha Kadenpe [2], mpenmosaranock BbISIBUTH
KOMIICHCATOPHYIO pOJIb BHYTPHUJIETOYHOTO HCTOYHHKA
MEXaHUYECKOW SHEPTruM TPH CHMIKEHHH (QYHKIIMHU IbIXa-
TENIBHOM MYCKyJaTypbl. JTa THIOTE3a MNOATBEPAMIIACE.
PesynbTaThl HMCCIEIOBAaHHMS MEXaHHKH JIBIXaHHUS TpH
MM/ 1 ux uHepnperanus ABISIOTCA YHUKAIbHBIMHU.

B psage nyOmukammit [3-6] Obuto IMOKa3aHO, YTO Yy
OOJNBHBIX pa3NUYHBIME (OpMaMH  POTPECCUPYIOIIECH
MBIIIEYHOH TUCTPO(UU HMeeTcs TaK Ha3bIBaeMbIi 00-
CTPYKTHBHBIM THIl HapyIICHHUs BEHTHILSIIIMOHHON (YHK-
LM JIETKUX, BBIPAXKECHHBI YMEPEHHO M OOYCJIOBJICHHBIN
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HE

obcTpyKIimeil OpoHXOB, a clabOCThIO IBIXaTENbHONH MyC-
Kynarypsl. CiabocThio JBIXaTeNBHON MYCKYJIATypbl 00b-
SCHSJIM HapyNICHUs BEHTWIALMOHHOW (YHKIMH y OO0ib-
ueix [IM/] u npyrue uccnenosarenu [ 7—9]. W3ydas mexa-
HUKY IbIXaHHA, YNAJIOCh [OKAa3aTh, YTO OTHOCHTEJIBHO
YIIOBJIETBOPHUTENBHBIH yPOBEHb BEHTWIISIIUOHHOW (YyHK-
K Jerkux y 6onpHbix [IMJ] ompenensiercs ycuieHueM
MEXaHUUECKOW aKTHBHOCTHU JIETKHX, XOTS pPe3epB UX Me-
XaHUYECKON aKTUBHOCTH OBII CHIDKCH II0 CPaBHEHHUIO C
MPaKTHYECKH 300pOBBIMHE JiroabMu [2, 10, 11].

MexaHN4ecKyl0 aKTHBHOCTh JIETKHX OICHHBAIHM IO
BEJIMUMHE acHH(pa3HOro conpotusieHus jierkux (ADC),
BriepBhie onucannoro T.H. boxposoii [10, 12]. CymHocTh
3TOrO IMOKa3aTessl COCTOsIa B TOM, YTO CPAaBHUBAJIN BEJIH-
YUHY OOIIEro HE3JIACTHIECKOTO COMPOTHBICHUS JIETKHUX
IPU CHOHTAaHHOM I'TyOOKOM CIIOKOHHOM IBIXaHWH U Be-
JUYUHY OOIIETO HE3TaCTHYECKOTO CONPOTHBIICHHMS JIET-
KHX, U3MEPEHHOT0 B YCJIOBUSAX MPEPBIBAHUS BO3YIIHOTO
MOTOKA M IPUMEPHO OJMHAKOBOW CKOPOCTH BO3IYIIHOTO
notoka. B ycrnoBHsX mpepbIBaHHUA BO3AYIIHOTO IOTOKA
HE3TaCTHIECKOE CONPOTUBIICHHE CYIICCTBEHHO YBEIMYH-
BaJIOCh. MeToIMKa N3MEpPEHNSI CONPOTHUBIICHUS TIPHU 3TOM
UCKJIIOYaNla poJIb NEWCTBHS JBIXAaTEIBHOW MYCKYJIaTyphl
[0 TIPEOJIOJICHUIO CONPOTHBIIEHUS KJIalaHa, MpepbIBaio-
IIEr0 BO3AYIIHBIM IOTOK, MOCKOJBKY pacueT IpOU3BO-
JUJICS TI0 BEJIMYMHAM TPAHCIIYJIEMOHAIBHOTO JaBJICHHUS.
[o3Hee ObLT HPEIUIOKEH CIIOCOO OLEHKN MEXaHHYECKOH
AKTUBHOCTH JIETKUX C IOMOIIBI0 Ko3(dduimenra QpyHk-
[HOHAIIbHOM akTHBHOCTH Jierkux (KDAJT) [13, 14].

Iesb HACTOSAIIETO UCCIIEAOBAHUS — CPABHUTH MTOKa3a-
TENM BEHTHSIIMOHHON (YHKIMM JIETKUX M MEXaHHKH
neixaHus y 6onpHeIX [IMJ] mpu pasnuuHON TSXKecTH 3a-
GosieBannsi. OLEHUTH NIPU 3TOM HM3MEHEHHE MEXaHHYe-
CKOM aKTMBHOCTH JIETKHX ¢ momouibto nokaszarens A®C
HE TPEeJCTaBIsIIOCh BO3MOXKHOCTH BBHY MaJloro KoJHde-
cTBa OOJIBHBIX, Y KOTOPBIX ONPENESIICS 3TOT IMOKa3aTelb.
K®AIJI paccuutsiBajics y BCeX MAalUEHTOB, YTO MO3BOJIH-
JIO ONpEAETUTh M3MECHEHHE MEXaHHYECKOW aKTHBHOCTH
JIETKUX TpH HapacTaHUM TskecTd mnposisieHui [IMJ], a
Take Oosee 0OOCHOBAHHO OOBSCHHTH COCTOSHHE MeXa-
HUYECKUX CBOMCTB Jerkux y 6ombHbIX [IM/] ¢ mosumun
TEOPHH MEXaHMUECKOW aKTHBHOCTH JIETKUX.

MaTtepuan u metogapl

[lokazareny BEHTWISIIMOHHON (QYHKIMH JIETKHX H
MEXaHUKH JbIXaHWUs HMCCIEAOBAINCH Y 48 TManueHToB c
M1 dpopmer Dpba—PoTta 6e3 conmyTeTByromux 3aboieBa-
HUH CHUCTEMBbI JIBIXaHUsI M CEPIeYHO-COCYIUCTON CHCTe-
Mbl. [luarno3 [IM/] u cTteneHp TsKECTH yCTaHABIMBAJIUCH
Ha OCHOBaHUH KIIMHUYECKOT0, TEHETHYECKOT0 UCCIIe0Ba-
HUS, a TaKKe JAHHBIX JTUHAMOMETPHH U JJIEKTPOMHUOTpa-

¢uu. Bece OosibHBIC HAXOAWINCH Ha OOCICOBAHUU U Jic-
YCHUU B KIMHHUKE HEPBHBIX Ooye3Heil. CpeaHuid BO3pact
OOJNBHBIX cOCTaBIsUT 27 NeT. B KOHTPOJIBHYIO TPYIIY BO-
nuTe 65 TPaKTHYECKH 3OPOBBIX JIAI, CPETHHIA BO3PACT —
33,2 rona. bonpapie IIM/] 6buTH pa3neneHsl Ha JBE TPYTI-
Bl TI0 CTETICHW BBIPAKEHHOCTH JBUTATENBHBIX HapyIIIe-
Huil. B 1-ii rpynne Obu1 31 ManUeHT ¢ JBUTATCILHBIMU
HapyumeHusiMu 1-it u 2-i1 crenenu Tspkectd. Cpenn HUX
65110 20 MyxumH U 11 xenuwd. [TanuenTs! 1-it rpynmns
MOTJIH CaMOCTOSITEIbHO XOIWTH, ITOTHOCTHIO OOCITYXH-
BaTh ce0g M BBINONHSIM JIETKYIO paboTy. 3aTpyqHEHHE
OHHM WCTIBITHIBAIN TIPU TOAbEME Ha JICCTHHUITY M ITOTBITKE
Oexkath. [Toxoaka MX MpUOTMKATACh K «YTHHONY, U3 Jie-
’Kauero IoJIOKeHHUs OOJIbHBIE MOJAHUMAIUCH C MOMOIIBIO
psifa MOMOJHHUTEIBHBIX IBMKECHUI. Bo 2-10 rpymmy Bo-
nun 17 manmeHToB. Cpeam HUX ObUTO 9 MyX4YHH U 8
JKCHIUH. Y TalueHTOB 3TOH rpynmsl Obiia 3, 4 u 5-5 cTe-
MeHp MbIIIeyHOH crmaboctn. OHH XOAWIH C OOJBIINM
TPYIIOM M OTpPaHMYEHHO MOTJH ceds oOcmyxuBaTh. Bee
OHM OBUIM NPAaKTUYECKH HETPYAOCIOCOOHBIMHU, IO JIECT-
HUIIE NEePEBUTANNUCH C TIOCTOPOHHEH MOMOIIBIO IHO0 Ha
HOCHJIKAX.

[Mokazarenn BEHTWIAIMOHHOW (YHKIIMH JIETKUX U
CTPYKTYpPY OOIIeH €MKOCTH JIETKUX OMPENSISUT C TIOMO-
B0 OTEYECTBEHHOrO mpubopa IieTu3Morpada Tena
(«Mendusnpubop», r. Kazanp). Onpenessiii MHUHYTHBIH
o6sem apixaaua (MOJI), XKHM3HEHHYIO €MKOCTh JIETKHX
(CKEJI), 06peM (opcHpOBaHHOTO BBIJOXA 32 IEPBYIO Ce-
kyHny (®XEJ;), MakcuManpHYI0 BEHTWIALNHUIO JIETKHX
(MBJI), pesepBablii 00beM BbImoxa (POy,,,), OcTaTOUHBIH
oobem nerkux (OOJI), (QyHKUMOHAIBHYIO OCTATOYHYIO
eMkocTh Jierkux (POE), obmyto emkocTs aerkux (OEJD),
otaommenne OOJI k OEJL. Pe3ynbTaTsl u3MepeHuil BoIpa-
JKaJii B TIPOLICHTAX K JIOJDKHBIM BEIIMYMHAM IT0 OOIICTIPHHS-
TBIM TIpaBmwiIaM. [loka3aTenm MeXaHWKH [BIXaHHS OIpesie-
JSUTA C TTOMOIIBI0 OTEUECTBEHHOTO MPHUOOpa ITHEBMOTAXO-
rpada c UHTErpaTopoM U aBTOMATHYECKHM IIpephIBaTeNIeM
BO3AYIIHOTO TOTOKA. M3Mmepsun obmryto paboty Aoew
YAENbHYIO PabOTy ObIXaHHS Ay, SIACTUHECKYIO (PPAKLIUIO
paboTHl nbIXaHus A,, ¥ MPOLCHTHOE OTHOUICHHWE A, K
Ao DNMaCTUUECKUE CBOMCTBA JIETKUX OLIEHUBAIM MO Be-
JUYUHAM JTUHAMHYIECKOM, CTaTHYECKOW WM OOIIel pacts-
KUMOCTU JIETKHX (Cryuy Corary Copyy COOTBETCTBEHHO) M
anactrdeckor Taru Jerkux (OT). Obmee HeamacTuIecKoe
conpotusienne yerkux (OHC) oneHuBanu mo BeIWYH-
HaM, PACCYUTAHHBIM II0 JHHAMHUYECKOMY KOMIIOHEHTY
TPaHCIYJIbMOHAIBHOTO JIABJICHUS TPU CIIOHTAHHOM [IbI-
XaHUU. A3poJMHAMUYECKOe (OpOHXHMAIBHOE) COMPOTHB-
nerue (AC) U3MepsIM M0 JUHAMUYECKOMY KOMITOHEHTY
TPAaHCIYJIbMOHAIFHOTO JABJICHHUS, U3MEPEHHOTO B yCIIO-
BHSX MPEPhIBAaHUS BO3MYIIHOTO MOTOKA. TKaHEBOE COMPO-
tuienue (TC) cocrapmsuio pasuuny mexay OHC u AC.
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[TokazaTenu CONPOTHBICHUS JITKUX H3MEPSUIN Ha BJIOXE
u Beigoxe. KOOJI onpenensmu nmytem neneHust Cog, Ha
Cue Cogw OTpP@XKaeT MHTETPAJBbHYIO BEJIMUUHY IJIaCTHY-
HocTH jerkux. OHa paccuntsiBaetcs myteM nenerns OEJ]
Ha OT. Cyy XapaxkTepu3yeT >JacTUYHOCTh JIETKHX IpH
CHOHTAaHHOM JBbIXaHWH. Pa3HUIIa MeXIy 3TUMHU MOKa3arte-
JSIMH XapakTepu3yeT (YHKIHOHAIBHOE HM3MEHEHHE dJia-
CTMYHOCTH JIETKUX: CHWXKEHUE PaCTSLKUMOCTH TP CIIOH-
TAQHHOM JIBIXaHWU U yBeNu4ueHue ee npu uamepenun JTJI.
[Ipu cratucTrdeckoii 00paboTke MaTepHaIoB HCCIECIOBA-
HUSI TSI ONPE/ICIICHHS TOCTOBEPHOCTH Pa3NUInil UCTIONb-
3oBanu t-kputepuii CTpIoeHTA.

PesysbTaTthbl M 06CyKAeHME

PesynbraThl Ucciaeq0BaHMI MIPEACTABICHBI B TaOnuUIe
MO/] B ob6enx rpymmax OONBHBIX OBUT YBEIHUYEH B CPE-
HEM OJIMHAKoBO. Ero yBenmmueHne He ObLIO CBS3aHO C
YBEIMUYCHNUEM MOTPEOICHUS KHCIOpoaa Ha paboTy bIxa-
TEJILHBIX MBI 110 MPEOJOJIEHHI0 BHYTPUIIETOYHBIX CO-
MPOTUBJICHUH, IOCKOJIBbKY 00IIasi U ynenbHas padboTta Jbl-
XaHUs y HUX He ObUIa MOBbIIIEHa. TakuM 00pa3oM, KOH-
KpeTHas  npuuumHa  yBennueHus ~ MOJ[  ocraetcs
HEen3BeCTHOW. [Ipy 3TOM BO3MOKHO IIPOSIBICHNE JCHCTBHS
PETYIATOPHBIX (DAaKTOPOB WM APYTUX HPUYUH, BBI3BI-
BAIOLIMX IOBBIIICHUE MOTPEOHOCTH B KHCIOPOAE, pac-
KPBITHE KOTOPBIX HYXIAETCSl B CIIELUAIBHBIX HUCCIIEIOBa-
HUSIX.

OCHOBHBIC TIOKa3aTely BEHTWISALMOHHOW (QYHKIMH
BBISIBWJIN OOCTPYKTHBHBIN THIT HApYLIEHUH JIETKOH CTere-

HU U OJMHAKOBO BbIpaKEHHOW B 1-if u Bo 2-i rpymme.
JKEJI B cpenHeM Oblia B Impeaenax JOMYCTUMOM HOPMBI
B 00enx rpymnmax, oJJHaKo Bo 2-if rpymnmne oHa Obu1a J10C-
TOBEpPHO MeHbINe, ueM B 1-if rpymme. ODPB; Obur B
CpeHEM OJMHAKOBO CHIKEH B O0eWX rpymmax. JTO HE
OBITIO CBsI3aHO C OpPOHXHMANBHON OOCTpYKIHEH, Tak Kak
OpoHxuanbHOE (a’3POAMHAMHUYECKOE) CONPOTUBJICHHE B
obeux rpynnax ObLIO B Ipejpeiax HOpPMajbHBIX 3Haye-
Huil. Takum 00pa3oM, Tak Ha3bIBaEMBIH 00CTPYKTUBHBIN
TUI HAapyMIEHWH BEHTWIALMOHHOW (YHKIHMH HCCIENO-
BaHHBIX OONBHBIX OBIT OOYCIIOBICH BHEIETOYHBIMHU
NPUYMHAMH, B YaCTHOCTH CIA0OCTBIO IBIXAaTENbHON W
CKEJIETHOW MYCKYJaTypbl, KoTopas oOecreyuBaeT 3¢-
¢dextuBHOCTh (opcupoBaHHOro neixanus (MBJI) u
tdhopcuposannoro Beigoxa (ODB,).

OEJI u ®OE B o0enx rpymmax OOIBHBIX B CpEIHEM
COOTBETCTBOBAJIM HOPMAIBHBIM BEJIMYMHAM, OJHAKO Y
00NBHBIX 2-1 rpynmel OpI0 cHIKeHHE POy, Mo cpaBHe-
Huto ¢ 1-it rpynmoit. OOJI Bo 2-if rpymme B cpeaHeM ObLT
MOBBIIEH I10 CPAaBHEHUIO CO 3/O0POBBIMH JIOJBMH, a
OO/OEJI 6bu1 MOBBIIIEH 110 CPABHEHUIO U CO 340POBBIMHU
JIOABMH, U ¢ OONMbHBIME 1-if Tpynmbel. OnrcaHHBIE H3Me-
HEHUsI He OBUIM CBSI3aHBI C HAPYIICHHEM HPOXOAUMOCTH
OpOHXOB, TaK Kak OpOHXHAIbHOE COIPOTHUBIICHHE HE ObI-
710 TIoBBIIIeHHBIM. M3Menenus ctpyktypsl OEJI nmpu sTom
MOXHO OOBSCHHTH CJIa0OCTBIO MYCKYJIATYphl, CXKHMalo-
el TPYIHYIO KIETKY NpH u3MepeHuu POy, ;.

IMoka3aTe/id BEHTHISIUOHHOM (DYHKIMH JIETKUX M MEXaHUKH IbIXaHus1 y 310poBbIx jul (0) 1 6oasubix [IM/] 1-i u 2-it rpynn (M £ m)

Toxazarens 340pOBIE IHLA Lbynna Sommox Do Po-2 P12
0-st rpynma (65 yenosex) 1-s (31 yenoBex) 2-51 (17 yenoBex)
MO/, n/mun 8,70+ 0,39 12,20+0,99 11,30 +0,83 <0,001 <0,001 -
XKEJI, % 103,50 +1,76 108,40 + 4,90 93,10+ 4,95 - - -
MBIL % 115,50 + 3,80 86,90 +5,17 82,30 + 8,25 <0,001 <0,001 -
ODB,, % 108,00 + 3,10 66,20 + 3,0 68,60 + 2,98 <0,001 <0,001 -
POy, % 102,00 + 3,48 86,30 +5,21 61,40 +5,13 <0,02 <0,01 <0,02
OO0J1, % 113,00 + 2,88 130,70 + 10,59 155,30 + 19,36 - <0,05 -
DOE, % 110,80 + 5,06 107,10 £ 2,91 108,90 + 9,80 - - -
OOJI/OEJL, % 92,90 +5,70 92,50 + 5,40 143,80 + 10,20 - <0,001 <0,001
OEJL, % 106,00 + 2,54 111,50 + 4,53 101,50 £ 7,79 - - -
Ao, KI'M/MHH 0,20 + 0,032 0,280 + 0,041 0,29 +£0,06 - - -
Ay, kI'M/2 0,022 + 0,001 0,029 + 0,004 0,026 + 0,004 - - -
A, kI'M/MuH 0,130 + 0,008 0,220 + 0,028 0,230 + 0,029 <0,001 <0,001 -
Asy/ Ao, Y0 64,80 +2,37 74,600 + 3,310 78,60 + 4,80 <0,05 <0,001 -
C o, WxIla 2,990+ 0,132 2,150 + 0,326 1,990 + 0,316 - <0,05 -
Cerar, Wxlla 2,840+ 0,101 1,880+ 0,214 2,320 + 0,745 <0,05 - -
Cooms WKl 2,640 +£ 0,122 2,280 + 0,357 3,180+ 0,377 - <0,05 <0,05
9T, klla 2,490+ 0,145 2,160+ 0,138 1,50 +0,27 - <0,001 <0,001
K®DJI Cooi/C s 0,88 +0,07 1,060 + 0,077 1,600 + 0,081 - <0,001 <0,001
AC,,, xITa/(11 - ¢) 0,194 + 0,003 0,240 + 0,063 0,220+ 0,051 - - -
AC,, xITa/(1 - ¢) 0,234 + 0,004 0,230 + 0,054 0,210+ 0,058 - - -
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TC,y, xITa/(:1- ¢) 0,017 + 0,003 0,220 + 0,066
TChuy, kIla/(11 - ) 0,018 + 0,002 0,210 + 0,079
OHC,,, ITa/(x1- c) 0,169 + 0,009 0,400 + 0,082
OHCy, xITa/(11 - ) 0,249 + 0,007 0,610 +£0,011

OCOOEHHOCTH TMoOKa3aTellell MEXaHWKHA JBIXaHUHA
y 6ompHBIX [IM/I. Kak yxe ObUT10O OTMEUYEHO, IPU HOP-
MaJIbHOM B CPEJHEM BEIMYHMHE PAOOTHI CHOHTAHHOTO JbI-
XaHUsl dJ1acTH4ecKas Gpaxiuus paboThl ObLIa CyIIECTBEH-
HO U B CPEJHEM OJUHAKOBO INOBHIIIEHA B 00EUX IpyI-
nax. Y OosbHBIX 1-if rpynnbsl ObIIIO OTMEYEHO CHU)KEHHE
Cerar, @ Y O0mpHBIX 2-#f Tpynnbl — Cpyy. OOBSICHUTH ATH
OTIMYMS TOKa3aTelell pacTsHKUMOCTH JIETKHX B HACTOS-
mee Bpemsl TpyAaHO. HyXHO Ipum 3TOM y4WTHIBaTH, 4TO
MOKa3aTeId PacTSHKUMOCTU JIETKUX IOJBEPKEHbI (PyHK-
[[HOHAJIBHBIM M3MEHEHUSIM, IPUYEM, TI0 BCEH OYEBHHO-
CTH, IIPU MU3MEPEHUM CTATUYECKOIl pacTs)HUMOCTU 3HAUM-
TEIbHO B OONBINEH CTENEHM BKIIIOYACTCS MEXaHH3M
acuH(}a3HOTO compoTHBICHUs Jerkux [2, 12, 15, 16]. Ha
BEJINUMHY AWHAMUYECKON PACTSDKHMMOCTH JIETKHX (yHK-
[[HOHAJIbHBIE M3MEHEHHUS JIaCTHYECKOTO CONPOTHBIICHHUS
JIETKUX OKa3bIBAaIOT MEHblIee BiIugHue. B oGenx rpymmax
9TH MOKa3aTeIu B CpeHEM ObUTH OAMHAKOBHIMHU. DT ObI-
J1a 3HAYUTENIFHO CHIDKEHA Yy OONbHBIX 2-i rpynmel. Coot-
BETCTBEHHO, OTMEYaJOCh CYNIECTBCHHOE MOBBIIICHHE
Cosn- YBemuerne OOJI y OOmpHBIX 2-if TPYIIBI HENb3s
OBUIO paclEeHUBATh KakK MPOSBICHUE OPOHXHMANBLHOH 00-
crpykuun. CHmxenne DT, oueBUIHO, TOXE ObUIO (QYHK-
UOHAIBHBIM. [Ipu T1y60KOM BIOXE IO YPOBHS PE3EpPBHO-
TO BJIOXa JIETKHe OOoJIbIlle, YeM B HOPMAaJbHBIX YCIIOBHSIX,
CIIOCOOCTBOBAJI MHCIIMPATOPHOMY ABHXKEHHIO. B cBs3m ¢
9THM ocna0JIeHHas! AbIXaTeNlbHas MYCKYJIaTypa BBIIOJIHS-
Jla MEHBIIYI0 paboTy MPpH JaHHOM MaHEBPE ABIXaTEIbHOTO
nekeHns. CHmwkeHne Cp,, MPHU CIIOHTAHHOM JIbIXaHHUU
y OONBHBIX 2-H TPYHIBI TOXE, OYEBHJHO, ObLIO (YHK-
[UOHANBHBIM. [IpW KIMHWYECKOM M PEHTTEeHOJIOTHYe-
CKOM HCCJICZIOBAaHUH y OOJIBHBIX HE OBIJIO OOHAPYXKEHO
KaKUX-JIM00 MPUYHMH ISl CHIKEHHS PaCTSKUMOCTH JIeT-
kux. CHIKEHHE PaCTSHKUMOCTH JIETKHX O3HA4aeT Io-
BBIIIEHNE MX 3JIaCTUYHOCTH, a IOBBIIICEHHE PACTIKUMO-
CTH, HaIlpOTHB, O3HAYAET CHIDKEHHE 3JaCTUYHOCTH. [To-
CKOJIbKY JIETKHE HE MOTYT OBITb OJHOBPEMEHHO
MOBBIIIEHHOW M NOHM)KEHHOM 3JIACTUYHOCTH, COOTBET-
CTBYIOIIME M3MEHEHUs IIOKa3aTeledl pacTSKUMOCTH
JIETKUX JOTUYHO pacCMaTpUBaTh Kak (QyHKIMOHAIbHBIE.
K®AJI B cBSI3M ¢ 3THM paccMaTpPUBAJICS KaK MOKa3aTelhb
AaKTHBHM3AI[Md MEXAaHWYECKON AaKTUBHOCTH JETKHX IO
aHAJIOTUH C OOJBHBIMHU JIETKOW OpOHXMAJIBHOM acTMOIi C
HOPMaJIbHBIMH OCHOBHBIMHU I10KA3aTEJISIMU BEHTHJISLIH-
oHHOM QyHKkuunu nerkux [13, 14]. Y GonpHBIX 2-i rpyn-
el OblTa B OOJBINEH CTENEHH BhIpa)keHa ciIaboCcTh CKe-
JETHOW MYCKYJIaTypsl. YcuieHHe (YHKIHUH BHYTpHIIE-
TOYHOTO MEXaHHUYECKOI

HNCTOYHHKA OHEPIruun

0,220 + 0,077 <0,001 <0,001 -
0,280 + 0,074 <0,001 <0,001 -
0,300 + 0,117 <0,001 <0,001 -
0,390 + 0,156 <0,001 <0,05 -

obecriedynBaI0 BEHTWIAHUOHHYIO (YHKIHIO JIETKUX B
cocrossHUA HOpMEL. [lo pesympraTaM paHee HpOBENEH-
HBIX HCCJICTOBAaHUN, MeXaHWYEeCKasi aKTHBHOCTD JIETKUX
npu [IM/1 BeIpakeHa B 1OCTaTOYHOW Mepe Ui odecrie-
YeHUS BEHTWISAIMOHHON (YHKIMU JETKHUX B HOPMAllb-
HbIX mpenenax. CHIKEH JHIIb TOJBKO pe3epB ITOM
¢dyukuuu 1o mokaszaremo A®C [10, 11].

OHC B ofenx rpynmax OOJBHBIX B CpeZHEM OBLIO
MoBEIIIeHO 110 cpaBHeHHMIO ¢ OHC B rpymme npakTHdecku
37I0POBBIX JIIojiel 3a cueT moBbimieHUs TC Ha BIOXe M
BBIIOXE. BpOHXHaTbHOE COMPOTHBIICHHE B CPEIHEM OBLIO
B MpeJeiax HOPMaJIbHBIX BEIMYUH. TeM He MeHee Bapua-
mun BenmuauH TC ObUTH 3HAYUTENFHBIMU OT MOJHOTO OT-
cyrerBus 1o nojgosuHsl OHC. [lns onpenenenus TC u3-
MEpSITH THHAMHUYECKUI KOMIIOHCHT TPAaHCIYJIbMOHAIBHO-
rO JaBlieHUS TPU CIIOHTAHHOM JBIXaHUM M IO €ro
BenuunHe paccuntbiBasin OHC, koTopoe Bkitouano AC u
TC. 3ateM u3MepsIu aNbBEOJSIPHOE JAaBIIEHUE METOJOM
MPepBIBaHMsI BO3AYIIHOTO MTOTOKA M TI0 €r0 BETHYHHE OTI-
peaensimn AC. Janee u3 OHC Boruntanu AC u nosnyvanu
TC. B ciryuae ecnu BenmunHa AC Oputa pasHO OHC mmm
osuta 0oseiie OHC, TC otcyTcTBOBasio. B CBsI3u ¢ TeM
y10 TC 0TCYTCTBOBaTH HE MOXKET, €T0 OTCYTCTBHE MOXHO
OOBSCHUTH MPEOJIONIEHUEM €TI0 JCWCTBUEM BHYTPHUIIETOU-
HOTO MCTOYHMKA MexaHuueckoil snepruu [1, 2]. C nosu-
UM KIACCHYECKOW MEXaHWKH TaKO€ SIBICHHE SBIACTCS
napagokcoM. OHO BO3MOXKHO TpH (PYHKIIMOHHUPOBAHHUH
BHYTPHUJIETOYHOTO HMCTOYHUKA MEXaHMYECKOH SHEprumu.
DTo siBNIeHUE JIeKUT B ocHOBe (heHoMmena ADC. Habaro-
JICHWE JTaHHOTO TMAapaJlOKCAIbHOTO SBJICHHUS TOMOTIIO
JIaTh O0BsICHEHUE OCOOCHHOCTSIM (POPMBI ABIXaTEIBLHOM
METJIU CIOHTaHHOTO AblxaHud y nauueHtoB [IM/I. V 12
HCCIICIOBAHHBIX OONBHBIX OMpPENeUINCh aHOMaJbHBIC
NbIXaTeNbHble TeTH. Y 7 YeNOBEK AbIXaTedbHas MeTIst
OTCYTCTBOBaJIa MOJHOCTHIO, T.€. HE OBIJIO 3aTpaThl pabo-
THI JIBIXaHHS Ha MPEOJ0JIEHHUE HEITACTHIECKOTO COMpPO-
THBIICHUS JIETKUX. Y 3 MAalMEHTOB OTCYTCTBOBAJA YacTh
JBIXaTENBHOW METIU Ha BIoxe, Takum oOpasom, y 10
OONBHBIX A6, OBITA paBHA A,;,. B cBs3u ¢ 3TUM y 007B-
HeIx IIMJ] B cpemHeM OBUIO TOBBIINIEHO OTHOIIECHHE
Ayl Aosw. Y 2 GONBHBIX OTCYTCTBOBAJIA YaCTh JBIXATEIh-
HOW TETIW Ha BBIJAOXE, YTO YKa3bIBAJl0 Ha OTCYTCTBHE
3aTpaThl pa0OTHl JBIXaHHUS HA TPEOJIOJICHHE HEIIaCTHU-
YECKOTO COIMPOTHBIICHUS JETKUX Ha BBIOXE. DTOT Ma-
pPaJOKC BO3MOXKEH B Ciydae MPEOJOJICHHS] HCKOMOIO
CONPOTHUBJICHUSI JEHUCTBUEM BHYTPHUJIETOYHOTO HCTOY-
HHKAa MEXaHUYIECKOW dHEPTHUH.
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AHAJIOTUYHOE W3MCHCHHC WHTETPATBHON JIbIXATeIb-
HOM METIH W KOMITOHEHTOB OOIIEro HEed3IacTHYECKOro
COTMPOTHUBJICHUS JICTKHX OTMEYAIOCh Y OOJIEHBIX THEBMO-
HUEH. Y HUX He OBUIO TOBBIIICHHUS OpPOHXHAIBHOTO (a3-
POIMHAMUYECKOTO) CONPOTUBICHUS, W TaK HAa3bIBAEMBIN
OOCTPYKTHBHBIN THII HAPYIICHUS BEHTWIAMOHHOW (YHK-
LUK JIETKUX OBLI 00YCJIOBJICH BHEJICTOYHBIMU MPHYHUHAMHU.
Ioesimenne TC ObLIO 00YCIOBICHO MOBBINICHHEM aJlb-
BEOJISIPHO-KANMJUIAPHOM MPOHUIIAEMOCTH, M TEM HE MCHEe
IUTA 9acTH TAMEeHTOB OBLTO CBOIMCTBEHHO M3BpAICHHE U
HIIACTHYECKOTO, M OOIIEro JIeroyHoro rucrepesuca [17,
18]. Pazmmume B mpupone mosbeimeHus TC coctosuio B
TOM, YTO IPU MHCBMOHUH MOBHIIIANIOCH COJCPKAHUE TKA-
HEBOW JKUIKOCTH, JKUIKOCTH B aJbBEOJIaX M OPOHXHOJAX.
OHO elle YBEJIMYUBAIOCh HA BJOXE M YMEHBIIAIOCH HA BbI-
Ioxe, 9To u o0ycioBmuBaio noseimenne TC (3aTpara pabo-
THI Ha TIEpEMEIIeHHE KHUIKOCTH). Y OompHbIX [IM/ yBemu-
gerue TC mpeamonoKuTeIbHO MOXKHO CBSI3aTh ¢ (DYHKIHO-
HaJIbHBIMHU N3MCHCHUSIMU B pCFyHHTOpHOﬁ CUCTEMEC
(YHKLIMM TJIaJKOMBILIIEYHBIX CTPYKTYp OpPOHXOB M JIETKHX
[0 MPHUHIUIY MeXaHu3Mma aHTutukcorponuu [1, 17]. On-
HAaKO M3BpAICHUE JBIXaTeIFHON METIN BO3MOXKHO TOJBKO
B pe3ynbTaTe ACWCTBUS BHYTPWICTOYHOTO MCTOYHHKA
MEXaHUIeCKOW HHEPTHH U, CJIeJOBaTEeIFHO, SBISACTCS
MPEUMYIECTBEHHO (DYHKIIOHAIBHBIM.

3aKkao4eHue

VY 6onpHbIX IIM]] mpu Gosplel CTENEHW TSHKECTH
neuratenbHbiX pacctpoictB OEJI, ®OE ocratores B npe-
nenax pgonyctuMmoit Hopmbl. JKEJI cHmkaercs, olHaKo B
CpEeHEM TaK)K€ OCTaeTCs B Mpenenax JOMyCTUMON HOp-
Mbl. YMmenblienne JKEJI mpoucxoauT 3a c4eT CHUXKEHUS
pesepBHoro BeIOXa. Ilpm stom yBenmuumBaercs OOJL
Ymensmenne JKEJI u ysenmuerne OOJI o0ycnoBieHo He
OpOHXHMATIBHONW OOCTPYKIMEH, a CHW)KEHHEM CHIIbI JIbIXa-
TENBHOW MYCKyNaTypbl. ¥ OONBHBIX Ipu 3—4-f creneHn
nBuratenbHbix pacctpoiicte MBJI u O®B; cHuxeHbl B
TaKOW K€ CTENeHM, KaK y OOJIbHBIX TpH 1-2-# cTeneHu
JIBUTATEIIBHBIX PACCTPOWCTB, HO 3TO HE pe3yibTaT OpoH-
XHMaJbHOHN 00CTpyKIMH. BpoHXHanbHOE COMPOTHUBICHUE Y
MAMeHTOB 00EUX TPYII MMEeT HOPMaJbHbIE BEINYNHEI.
Cawxenne DTJI, yBennuenne Cog, Y OONBHBIX OOJNBIICH
CTETEHBIO JIBUTaTENIbHBIX OIPAaHUYECHUN ABISIETCA PE3YJib-
TaTOM KOMIIEHCATOPHOTO BIUSHHUS MEXaHHYECKOH aKTHB-
HOCTH JIETKHX, YTO BBIpa3wioch B yBenmdeHnn KODIJL
Takum o6pa3oM, yCHICHHE ABHIaTEIbHBIX PACCTPONCTB
CO CTOpPOHBI JBbIXaTeJFHOH MYCKYJIATyphl y OOJBHBIX
I[MIM/1 kommneHcupyercst ycuiieHHeM (YHKIUH BHYTpHIIE-
TOYHOTO MCTOYHHMKA MeXaHW4eckod sHepruu. OcoOeHHO-
CTBI0 MEXaHUYECKUX CBOMCTB JieTkux npu IIM/I sBisiercs
TakXke, OYeBUIHO, (PYHKINOHAIBHOE CHIDKEHHE PACTSIKU-

MOCTH JIETKHX, YBEJIMYEHHE dJIacTUUecKoi (pakunu pa-
601bl1 npixanus. YBennuenne OHC B cpenHeMm mmpu Hop-
MaJIbHbIX BEJIMYMHAX OPOHXUAJIBHOTO CONPOTUBIICHUS
00YCIIOBJICHO MOBBIIICHHEM TKAaHEBOTO TPEHHS HESICHOTO
npoucxoxaenus. s 25% OGompabix [IMJ] xapaktepHa
AQHOMAJIbHAS JIbIXaTeJIbHAS TET/ISl CHOHTAHHOTO IbIXaHWS,
YTO, OYEBU/HO, CBS3aHO C YCHJICHHEM MEXaHWYEeCKOW ax-
THUBHOCTH JIETKHX, CIIOCOOCTBYIOILECH CHMKEHHIO PabOTHI
JIBIXaHHUS TI0 TIPEOJIOJICHUIO HEDJIACTHYECKOTO COINPOTHB-
JeHUs JIeTKuX. V3MeHeHHs MEXaHWKU JABbIXaHHsi [pH
I[IM/], Takum o0pa3oMm, SBISAIOTCA (YHKINOHATIHHBIMH U
NPEUMYILIECTBEHHO PE3yJIbTaTOM KOMIICHCATOPHOIO YCH-
JICHUSI MEXaHUYECKOH aKTHMBHOCTH JIETKUX.
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MECHANICAL PROPERTIES OF LUNGS IN PATIENTS PROGRESSING MUSCULAR
DYSTROPHY VARIOUS SEVERITY OF THE DISEASE
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! Saint Petersburg State Medical University named after academician P.P. Pavlov, St. Petersburg, Russian Federation
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ABSTRACT

Results of research of biomechanics of breathing at patients with progressing muscular dystrophy (PMD)
and their interpretation are unique. Compared indicators of ventilating function of lungs and indicators of
mechanics of breathing at 31 patients with PMD to 1-2 extent of motive frustration and 17 patients with
3-4 extent of motive frustration. In both groups of sick MVL and OFV-1 are lowered to the same extent,
bronchial resistance isn’t increased. In the 2™ group the reserve volume of an expiratory is reduced for
the account decrease in force of respiratory muscles is decreased. Elastic draft of lungs is reduced, the
coefficient of functional activity of lungs is increased. At spontaneous breath the tensile properties of
lungs are lowered, increased elastic fraction of work of breathing. The general nonelastic resistance of
lungs is on the average equally increased in both groups at the expense of increase of tissue friction. At 12
sick PMD the abnormal respiratory loop came to light: completely | was absent at 8 patients and at 4 there
was no inspiratory or expiratory part of a loop. Changes of indicators of mechanics of breath are the in
generally functionally, and are considered as manifestation of compensatory strengthening of function of
an intra pulmonary source of mechanical energy.

KEY WORDS: mechanics of breathing, elastic properties of lungs, the general nonelastic resistance,
tissue friction, bronchial resistance, coefficient of functional activity of the lungs, progressing
muscular dystrophy.
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