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AHHOTauus

B 0630pe npeAacTaBAEH aHaAM3 AUTEPATYPbI MO NPOBAEME AMCRYHKLIMM PECTIMPATOPHbBIX MbilLl (PM) y GOAbHBIX C pasAMUHbIMU (hOpPMaMM
MaTOAOTMM OPraHOB AbIXaHMSI: XPOHUUYECKOM 0OCTPYKTUBHOM 6oAe3Hbio Aerkmx (XOBA), 6poHxunasbHoi actmoit (bA), BHEGOAbHUYHOM
nHeBmonumen (BI), nanonarmueckum aerourbim pmobposom (MAD), capkoMA030M, a TaKKE MHTEPCTULIMAAbHBIMM 3a00AEBAHUSIMM AETKUX
(M3A), accoumMmpoBaHHbIMKU C HEKOTOPbIMM CUCTEMHBIMU BOAE3HSIMM COEAMHUTEABLHOM TKaHU (MOAUMMO3UTOM, AEPMATOMMO3UTOM U CH-
CTEMHOM KpacHoi BoAdaHkom — CKB). PaccMoTpeHbl pa3AnuHbie KAMHMKO-MATO(PU3MOAOrMHECKe acnekTbl AMCyHKLMU PM npm AaHHbIX
3aboAeBaHMsIX, OOLME 3aKOHOMEPHOCTH ee naTtoreHesa u cneundmyeckne 0COHEHHOCTU OTAEAbHbIX BAPMAHTOB, KOTOPblE HEOOXOAMMO
YUUTbIBATb B KAMHMYECKOM npakTuke. [ToKazaHo, YTO POAb MbILLEYHOIO KOMMOHEHTAa B Pa3BUTMM AbIXaTEAbHOM HeAoCTaTouHOCTH (AH) 3a-
BMCUT OT (DOPMbI AETOYHOM MATOAOTMM, €€ CTaAMM, A TaKKe OCOOEHHOCTEN PEMOAEAMPOBAHUSI OPraHOB AbIXaHUsl U BBIPAXKEHHOCTU CUCTEM-
HbIX MPOSIBAEHUI: U3OLITOYHOIO NMPOTEOAM3A, OKCUAATUBHOIO CTPECCA, TKAHEBOM MMIMOKCUM, XPOHUUECKOTO CUCTEMHOTO BOCMAAEHUS U AD.
BAusiHme 3Tmx chakTopoB moanduumpyet MopdodyHKLIMOHAABHBIN cTaTyc PM, yXyAwaeT nx cokpatuTeAbHyto qyHKLMIO, CNOCOOCTBYs pas-
BUTUIO AH. B HEKOTOPBIX CAydasix cAaboCTb PM MOXeET ObiTb NMEPBUUHONM M NMPEALIECTBOBATL KAMHMUYECKOM MaHUDeCcTaumm Aero4HOM nato-
AOTUM, YTO BCTPEYAETCsl MPU HEKOTOPbIX BapuaHTax MnosuT-accounmnpoBaHHbix M3A u CKB. BaxHasi poAb B pa3sBuTun amcdyHkumm PM
y 60AbHbIX Bl MPUHAAAEXKUT CUHAPOMY SHAOTEHHOM MHTOKCMKaUMU. OTMEUEHO, UTO MPU CAPKOMAO3E B PSIAE CAYHAEB HAPYLIEHUsH AEroY-
HOM BEHTUASILMM B OOAbLLIEN MepE CBsi3aHbl CO CAABOCTbIO PM, Yem CO CTerneHbio rpaHyAeMaTO3HOMO MopaxxeHust Aerkunx. B 6oAbMHCTBE
CAyYaeB AMCPYHKUMS PM SIBASIETCS BTOPMUHOM M BHOCUT CYLLECTBEHHBIN BKAAA B rporpeccupoBadune AH, 4to 0cob6eHHO 3aMeTHO Npu Tsi-
xeaom Tedenmm XOBA, BA u MAD.
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This review presents an analysis of the literature on the topic of respiratory muscle (RM) dysfunction in various forms of respiratory pathol-
ogy: chronic obstructive pulmonary disease (COPD), asthma, community-acquired pneumonia, idiopathic pulmonary fibrosis (IPF), sar-
coidosis and interstitial lung diseases (ILD), associated with systemic connective tissue diseases (polymyositis, dermatomyositis and sys-
temic lupus erythematosus — SLE). Various clinical and pathophysiological aspects of RM dysfunction and general patterns of its pathogen-
esis were examined. It was proved that the role of RM in the development of respiratory failure depends on the form and stage of the pul-
monary pathology and the severity of systemic manifestations of these diseases: excessive proteolysis, oxidative stress, hypoxia, chronic
systemic inflammation. These factors modify the morphofunctional status of RM, worsens their contractile function, which is contributed
to the development of respiratory failure. In some cases, the primary weakness of RM precedes the clinical manifestation of pulmonary
pathology, which is distinctive for some variants of myositis-associated ILD and SLE. Endogenous intoxication syndrome plays a significant
role in the development of RM dysfunction during community-acquired pneumonia. It is noted that sarcoid pulmonary ventilation disor-
ders associate with the RM weakness, but not with the degree of lung damage. In most cases, secondary RM dysfunction predominates that
contributes to respiratory failure progression, which is especially noticeable in case of COPD, asthma and IPF.
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BA — GpoHxuanbHasi acTMa

BII — BHeGOIBLHUYHASI THEBMOHUSI
T'KC — riitoKOKOpTUKOCTEPOU/IbI
JI'9A — nerufposnuaHipocTepox

CKB - cucremHast KpacHast BOJTYaHKa

CTT — coMaTOTpONHBIA TOPMOH

OHO-0 — hakTOp HEKPO32a OMyXOJIU-CL

XOBJI — xpoHnueckast 0GOCTPYKTUBHAs GONIE3HB JIETKUX

JIM — nepMaTOMHO3UT

IIH — npixaTenbHast HEIOCTATOYHOCTh

VIBM - upronaTuyeckue BOCIaIUTEeIbHbIE MUOTATUI
N3J1 — nnrepcTumanbHble 3a00J1€BaHUs JIETKUX

NJT — unrepneiikun

NJI® — yponaTuyeckuil JerouHslit puopos

IIM — nonumuo3ut

PM — pecnpaTOpHbIE MBILIIIb]

XCB — XpOHMYECKOEe CUCTEMHOE BOCTIAJICHHE

DU — 3HJ0reHHast UHTOKCUKALUs

MEP — MakcumasnbHOe 3KCMpaTopHOe JjaBiieHue (maximal expiratory
pressure)

MIP — MakcuMalbHOE MHCTIMPAaTOpHOE JiaBieHue (maximal inspirato-
Iy pressure)

SNIP — unTpanaszanbHoe aBnenue (sniff nasal inspiratory pressure)

PecrmpaTopHbie Mbiipl (PM) BBITONHSIOT (DYHKIMIO 3()-  MIMMH 3arpocaMu opranm3Ma. PM oTHOCSITCS K TonepevyHo-To-
(hpeKTOPHOTO 3BEHA B CIIOKHON CTPYKTYPE PETYJISIIUHU IBIXaHUSI  JIOCATON CKeJeTHON MycKyJaType u cocTtaisitor 10—15% ot
1 00eCcreynBatOT BEHTUJISILIMIO JIETKUX B COOTBETCTBUM C TEKy-  0OOIIeil MbllleyHOil Macchl. OJJHaKO poOJib «pPECHUPATOPHOIA
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b.M. leabuep m coaBT.

MOMIIbI» HE SIBIISIETCST €IMHCTBEHHOM /I7Is1 3TUX MbI. PM Tak-
K€ YYacTBYIOT B peasli3aliu JOKOMOTOPHOI, MTO3HO-TOHUYE-
CKOW ¥ peueBoil (hyHKUMUI, KOTOPBIE SIBISIFOTCS JIIsl HUX BCIO-
MorarenbHbMA [1]. Kpome Toro, mM oTBOAMTCS BasKHasl POJIb
MeTab0JIMYECKOr0 PEeryIsaTopa, pealn3yolero CBou CUCTeM-
Hble 3(ppeKThI yepe3 CeKTp MPOAYLUPYEMbIX MUOKMHOB, CUH-
Te3 KOTOPbIX 3HAUNTEJILHO YCUIMBAETCS MPU BO3PACTAOLINX
Harpy3kax Ha PM [2]. BmecTe ¢ Tem ocHoBHO¥ 3aj1aueit PM siB-
JISIeTCs1 CO3/laHNe OTPULATENILHOTO JIaBJIEHUs B IPY/HOM MOJI0-
CTH Ha BJIOXE U MOJIOXKUTENBHOTO — Ha BbIIOXE, KOTOPYIO BbI-
TMOJTHSIFOT, COOTBETCTBEHHO, THCITUPATOPHBIE M 9KCITUPATOPHbIE
MbIbl. K nepBbiM oTHOCAT inapparMy 1 Hapy>KHbIe MeXpe-
GepHble MBIIIBEI. B Tex ciaydasx, Korma oHM He CIOCOOHBI
o0ecneunTh aJieKBaTHbIN ra3000MeH, B aKT JIbIXaHUS! PeKPYTH-
pyroTcs BcioMorarenbHble PM, ycunmaromye nHCupanuo:
JIECTHUYHbBIE, T'PYAMHO-KIIIOUNYHO-COCHEBU/IHbIE, 3yOuaTbie
Y TPY/IHBIE, a TAKXKe MIMPOYaiias MbIINA CMHbI. B 0ObIYHBIX
YCJIOBUSIX BBIJIOX SIBJISIETCSI MACCUBHBIM MPOLIECCOM, OJJHAKO
aKcnupaTopHble PM criocoOHbI py HEOOXOANMOCTH €ro (op-
cupoBaTh. K HMM OTHOCATCS MBIIIIBI NepeHell OpIOIIHOM
CTeHKM (Hapy>KHble ¥ BHYTPEHHUE KOChIE, PsIMbIE U Momepey-
Hble) M BHYTPEHHHIE MeKpeOepHble MbIlpbI [3].

B ycnoBusix ocHoBHOro o6MeHa Ha jjonmo PM npuxopnrtes
MeHee 5% OT 0011ero noTpeGieHus: KMCIO0poyia, OJHAKO Npu
(puznyecknx Harpy3kax MM yBEeJIMUEHUU CONPOTUBJIIEHUS /bl-
XaHUIO «KUCJIOPOJIHAS 1IeHa» UX paboThbl CYILIECTBEHHO BO3pac-
Taet [4]. Tak, npu pusnyeckoit Harpy3Ke ¢ MaKCMMaJIbHOM WH-
TEHCHUBHOCTBIO [11s1 00ecneyeHts IesITeIbHOCTH TOIbKO UHCIH-
PaTOPHBIX MBI TpeGyeTcst 0Koso 16% MOCTYMHOTO KMCIOPO-
na [5].

AHanu3 nocnefoBaTeIbHOCTH Y€peOBaHNs] KHHETUYECKOM
nesitesnibHoCTH PM B JIbIXaTEIbHOM LIMKJIE MO3BOJIMII Pacrpesie-
JUTb UX Ha 5 (PyHKIMOHAIBHBIX [PYNI: arOHUCTbI, CUHEPIU-
CThl, (PUKCATOPbI, HEUTPAIN3ATOPLI M AHTArOHUCTHI [6]. [TaH-
Hasl Kjlaccu(puKanys OKa3allach MOJIE3HOM /ISl OLIEHKY BIIUSTHUS
PM Ha XpOHOCTPYKTYPY AbIXaTEIbHOTIO UUKJIIA Y 30POBbIX JIHL]
1 GOJIBbHBIX Pa3IMYHBIMU (DOPMaMH JIErOYHON marTosioruu. Me-
XaHW3Mbl ynpasieHust PM nopapasienstoT Ha aBTOHOMHBII,
aJlanTaluMOHHBLIN U noBeieHYeckuii [1]. ABTOHOMHbIN uau 6a-
3UCHBII MEXaHU3M OCYLIECTBIISICT aBTOMATUYECKOE MOJyiepKa-
HUE JIETOYHOI BEHTUIISLMU, 0OOecreynBas aieKBaTHbIN ra3o-
0OMeH B YCJIOBUSIX 3HMHO3. AfanTauyonHast perysinust PM co-
rjacyeT Ux JAesiTeJIbHOCTb C APYTMMU JJBUTAaTEIbHbIMU aKTaMU
WM C YBEJIMYEHHO HAarpy3Koi Ha fibIXxaTelibHyto cuctemy. Oc-
HOBHBIM 3BEHOM OOPATHOM CBS3U B MPOU3BOJILHOM YNIPABICHUN
PM siBasitoTCst mponpuopenenTopbl, KOTOpbIMU HanboJsee 6ora-
Ta MexXpebepHasi MyckyJsatypa. CTUMYJISILMS 3TUX PeUenTo-
POB CIIy>KMT OCHOBO /17151 (hOPMUPOBAHMUS TEX OLLYIIEHUH, KO-
TOPBIE MO3BOJISIIOT YEJIOBEKY OCO3HAHHO YNPABISITh CBOUM JIbl-
XaHUEM U U3MEHSTb €ro CTEPEOTHIIbI.

Cuna PM siBrsieTcst BayKHENIINM UHMKATOPOM UX (PYHK-
LMOHAJLHOTO COCTOSIHUSA. B onpepeneHHoi Mepe ee ypoBeHb
3aBMCUT OT BO3pACTa, M0J1a M TUIIA COMATUYECKOI KOHCTHUTY-
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UK 0OCJIeJOBAHHBIX. DTH Pa3jMyusl 3aMETHbl B MOJIOJIOM
U CPEJIHEM BO3pacTe, a B CTAPLIMX BO3PACTHBIX I'PyMNax OHU
HuBenupytorcsi. Kpome Toro, B cTapueckoM Bozpacte cuna PM
CYILLIECTBEHHO CHUXKAETCS B PE3yJIbTaTe MHBOJIOTUBHBIX MPO-
LIECCOB B OpraHax JbIXaHWs U CKEJIeTHOH Myckyiarype [7].
Jns ouenku cunbl PM B KIIMHUYECKOIT MPAKTUKE BCe OOJbllee
pacnpocTpaHeHne MoJy4aeT MEeTOJ] U3MEPEHUsT MAaKCUMAITbHBIX
CTATUYHBIX JJABIICHUI HAa YPOBHSX IOJIOCTH pPTa U HOCA, KOTO-
phie 00ciielyeMblil CO3/1aeT MPU «3aKPbIThIX» JIbIXaTeJIbHbIX
MyTsIX BO BPeMsl MaKCUMAJILHOTO BJIOXA U BbIJOXA: MaKCUMallb-
HOro uHcnuparopHoro (maximal inspiratory pressure — MIP),
aKcnupaTropHoro (maximal expiratory pressure — MEP) u un-
TpaHazanbHoro (sniff nasal inspiratory pressure — SNIP) naBne-
nuii [8]. [TapameTpsl SNIP-TecTa TecHO KOppenupyroT ¢ ypoB-
HeM TpaHciuadparMaibHOrO JIaBIEHUS M XapaKTePU3YIOT
(pyHKIMOHANBHYIO aKTUBHOCTH Auacparmsl [9]. I'maBHbIMEU f0-
CTOMHCTBAMM 3TOW METOIMKHU SIBJISIOTCSI OTHOCUTEJIbHAS MTPO-
CTOTa U XOpOIIasi epeHOCUMOCTh 60bHBIMU [8]. Kpome Toro,
JJIs1 OLEHKY (PYHKUMOHAJILHOTO cocTosiHUs PM B KnmHMueckoii
MPAKTUKE UCTIONB3YIOT Pa3jMyHble BAPUAHTHI JIEKPOMUOTPa-
(puyeckux, yabTPa3ByKOBbIX M PEHTI€HOJIOTMYECKNX UCCIIeo-
Banuii. Knuanueckas ouenka (pyHKIMOHAIBHOTO cTaTyca PM
OOBIYHO CBSI3aHA C BLISICHEHHEM MX «BKJIa[ia» B Pa3BUTHE JIbIXa-
TenbHOI HepocTaToyHocTu (JIH), onpenenennemM KomreHca-
TOPHBIX PE3€PBOB PA3JIMYHBIX MbILIEYHbIX TPYIIT U CHOCOO0B
KOPPEKLMHU COKPATUTEIbHON (DYHKLMH.

PM o6najator 60bIIMMI Pe3ePBHBIMU BO3MOKHOCTSIMU,
OJIHAKO TPH YPE3MEPHBIX HArpy3Kax pa3BUBAeTCs UX UCRYHK-
uust. TpalMIMOHHO BBIJICNISIOT /IBA OCHOBHBIX THUMA JUC(YHK-
quu: yTomsenue u cnabocts [3]. Yromnenne PM pa3zsuBaetcs B
pe3yJbTaTe TPAH3UTOPHOTO CHUXKEHHUS CUITbI M CKOPOCTH MX CO-
KpAaLEHUI BCIIEACTBYE Ype3MEPHOI PaGOThI MO MPEOJ0JICHUIO
M30BITOYHOTO COMPOTHUBIICHNUS JIbIXATENbHbIX MyTEN 1 3J1aCTH-
yeckoro conpotusienus nerkux [10]. [Tog cna6octeio PM no-
HUMAIOT COCTOSIHME, PU KOTOPOM MBbIILIEYHAs! CUJIA CTAOMITLHO
HU3Kasl ¥ MPAKTUYECKHN HEe BOCCTAHABJIMBAETCS JlaXe B YCJIO-
BUSIX OTHOCUTEIILHOTO TOKOSI, HAIPUMED, NPU PECIIMPATOPHOM
nojyiepkke. B otnmume ot cnaboctu yromiieHue — nporecc 00-
patumblil, 1 pyHKuuss PM MoXeT BOCCTaHAaBJIMBATHLCS MOCIIE
«otapixa» [11]. ducdynkuust PM nposiBasieTcst AMCKOOpAUHA-
LMEH COKPATUTENBbHOMN IeATeIbHOCTH MbIIIEYHbIX TPYNI pa3-
JIMYHON (PYHKIMOHANBHON npuHaiexkxHocTu [4]. [Ipu aToM BbI-
AensoT a3y ee cyOKOMIEeHcalnu, NPOsBIISIBIIYIOCS B OMO-
3JIEKTPUUYECKON IMCKOOPAMHALMY, U (pa3y IeKOMIEHC AN, KO-
TOpasi XapaKTepU3yeTCsl TOTATIbHBIM CHIDKEHUEM 3JIEKTPOMMUO-
rpacguueckoit aktusHocTu PM [6]. Crnetmduyeckuii naTrepH
nucyskumu PM nposiBrisieTcst yCUiIeHUEM aKTUBHOCTH LICHT-
PalbHOTO KOHTYpPa PEryJsUUM JIbIXaHWUs, PEKPYTUPOBAHUEM
BCIIOMOTATENIbHON MYCKYJIaTyphbl, IPE>Kjie BCEro MHCIMPATOP-
HOI1, a NPY HapaCTAIOLEH [IbIXaTeJIbHON HEIOCTATOYHOCTH — TO-
PaKoaGOMUHATILHBIM ACHHXPOHU3MOM, AJIbTEPHUPYOILIUM JIbI-
xaHueM u runepkanuueii [10]. IIpn npogoIKUTENbHBIX U UH-
TEHCHBHbBIX PE3MCTUBHBIX HArpy3KaX Ha OpraHbl IbIXaHMUsI, Ha-
npuMep, MPU XPOHNYECKON OOCTPYKTUBHON OOJE3HU JIETKUX
(XOBJI), PM npereprneBatoT «KJacCUYECKUI» LUK MOpP]o-
(pyHKIMOHAIBHBIX U3MEHEHWIA: OT TMNep(YHKIUMH U TUIEPTPO-
(puK MUOLITOB 10 UCTOLIECHNSI X PEreHepaTOPHOro MOTeHIHA-
J1a ¥ 3aMELEHNS] MbIILIEYHbIX BOJIOKOH COE/IMHUTENbHOM TKAHbIO
[12]. MeHHO NO3TOMY paHHsisl IMarHocTuka aucyHkuun PM
SIBJISIETCS] AKTYAIILHOM 3a1a4eil KIIMHMUYECKOI PaKTUKH.
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AncehyHKLMS PECTIMPATOPHBIX MbILLLL M OOAE3HM OPraHOB AbIXaHMSI

B cooTBeTcTBUM € yPOBHEM NOBPEXKIECHUS PA3IMUHbBIX KOH-
TypOB peryJsitni PM MOKHO BbIJIeUTb 3 OCHOBHBIX BapUaHTa
UX AUCYHKUMU: LUEHTPAJbHBIA, TPAHCMUTTEPHBIN U 3¢hpek-
TopHblil [13]. [Ipu nmaTonornun opraHoB JbIXaHUs, OCOOEHHO
B CTapLIMX BO3PACTHBIX IPYyMNIaxX WU B CIy4asX peCnupaTop-
HOI U 1epeOpOBACKYJISIPHOII KOMOPOUTHOCTH, HEPEIKO UMEET
MECTO COYETaHNE 3TUX BAPMAHTOB AUC(HYHKIUH.

Hucdyukuus PM — 310 MyabTUAMCUMATUIMHAPHAS MTPO6JIe-
Ma, TpeOyrolasi podeccuoHaNbHON Koonepauyuu KIMHULU-
CTOB, (pu3Knoa0roB 1 MopdoJsoros. BMecte ¢ TeM GOJbIINH-
CTBO HayYHBIX pabOT B 3TOil 00JIaCTH MOCBSIIIEHO UCCIIEI0Ba-
Huto pucyskuuu PM npu XOBJI 1 nuiilb OTHOCUTENIBHO He-
6omblLIoe X KOJIMYECTBO — IIPU APYrUX (hopMax JIeroyHoil mna-
Tojioru. HerocTaTouHblit 06beM Hay4HOII MH(OPMaUUK 110
Pa3IMYHBbIM KJIMHUKO-NATO(MU3UONIOTMUECKUM aCIIeKTaM J1C-
¢ynkuun PM y G0JIbHBIX C 320071€BaHUSIMU OPIaHOB [bIXaHUS
SBJISIETCS OCHOBAHUEM JIJIsl 6oJjiee IyOOKOro aHajaus3a 3TOoi
npoOGJIEMBI.

AncpyHkums PM n XOBA

OcHOBHOII NpUYKMHOI pa3BuTus fucyHkuun PM y 60b-
HbIXx XOBJI sBnsieTcst B3aMMOJICVICTBUE JIOKAIBHBIX M CUCTEM-
HBIX (PAKTOPOB 3200JI€BAHNS , U3MEHSIOIIMX (PEHOTHIT MbIILIEY-
HBIX BOJIOKOH M MX (DYHKIMOHAILHO-META00IMYECKUI CTaTyC
[14]. Jloxanbuble pakTopbl XOBJI accouuupyrorest mpexye
Bcero ¢ Mopo(yHKIMOHATLHBIMYI HOCIEACTBUSIMU PEMOJIEIIH-
POBaHUS JIbIXaTEJIbHBIX MyTel 1 MApPeHXUMbI JIETKUX , TIPUBOJISI-
LIMU K yBeJnmueHnto paboTel PM, nx runepdyHKImM 1 nocie-
AYyIOLIEN HEAOCTATOYHOCTU. XPOHUUYECKOE CUCTEMHOE BOCTa-
nenne (XCB), okculaTuBHbIN CTpecc, M30bITOYHBII MPOTEO-
T3, Ie30praHn3alysl BHEKJIETOYHOTO MATPUKCA M peasin3anust
APYTMX CUCTEMHbIX MAaTOJOTMYECKUX MPOLECCOB (POPMUPYIOT
cBOe0Opa3HbIil METab0INUECKUi (DOH, CIIOCOOCTBYIOLIMI pa3-
BUTUIO KOMOpOUAHOCTHU y 60ibHBbIX XOBJI, uTO B n0JIHOI Mepe
OTHOCHUTCS U K pa3BuTHio aucyukumuu PM [15]. ITpu XOBJI
CYLIECTBEHHO BO3pPACTAET CUCTEMHasl U JIOKaJIbHas KOHUEHTpa-
st MmeuaTopoB XCB, mpeskjie Bcero npoBoCHalInTEIbHBIX 1H1-
TOKUHOB, MaTPUKCHBIX NpoTenHa3, C-peakTHBHOro OeJka,
¢ubpuHorena, neifikorpueHa-B4 u np. [16]. Ycunenue cunresa
MUOKHUHOB y 605bHBIX XOBJI cBsI3BIBAIOT C M30LITOYHON Ha-
rpy3koit Ha PM, a pe3ucTHBHOE JbIXaHWE PACCMAaTPUBACTCS
KaK «AMMYHHBIi1 BbI30B» OpraHusmy [2]. Y cTaHOBJIEHO, B 4acT-
HOCTH, YTO B nacpparMe 1 MexKpeOepHbIX MbIIIAX OOIbHBIX
XOBJI yBenmumBaeTcsl KCIPECCUs psfa WHTEPIECHKNHOB
(WJ1): NII-1B, NI1-4, NJ1-6, NII-10, cpakTopa HEKpO3a OIMyXo0-
m-0. (PHO-a), y-unrepgepona [17]. IIpu aTom Habaropanock
MOBPEXK/IEHNE MUOLIMTOB, a BbIPAXXEHHOCTh MC(yHKunu PM
TecHo Koppenuposaia ¢ akcrpeccueit PHO-a [18].

B pspe pa6oT ormeueno, uto B PM 6onbubix XOBJI npo-
HCXOJUT 3aMelleHNe OKCUATUBHbIX MbIIIEUHbIX BOJIOKOH I TU-
na Ha raukoautuyeckue BosokHa Il tuna [19]. B gpyrux pa6o-
Tax nokazaso, uro npu XOBJI B oTaensHbix rpynmax PM mpe-
o6JafaeT aspoOHbIi TUM MUOMUOPUILT C BLICOKUM COEPIKAHU-
€M OKCHJIATUBHbIX BOJIOKOH, BO3PACTalOLIel Kanuuisipu3anu-
eil, MOBBIIUIEHUEM IUIOTHOCTM MUTOXOHJIPUI M aKTHUBaLUEi
¢hepMeHTOB a3p0o6HOro MeTaboM3Ma, YTO PACLEHUBAIIOCH aB-
TOpaMu KaK NposIBIEHNE KOMIIEHCATOPHBIX peakuuii [15]. Kpo-
Me TOro, B pa3iuuHbIX rpynnax PM u gaxe B npefesax ogHoI
rpyMNIbl UMEIOTCS Pa3jMyMsl B COOTHOLUEHUH KOJIMYECTBA MUO-
¢puOpusI ¢ pU3HaAKaMK MOBPEKAEHNS U alalTUBHBIX N3MEHe-
HUi1, 4TO 3aTPYAHAN0 UX MOP(MO(YHKUMOHANIbHYIO OLEHKY
[20]. YcraHoBieHO Tak>Ke, YTO BbIPAXKEHHOCTb U XapaKTep
MOpOJIOruuecKuX U3MeHeHui 3aBUcAT oT Tskectu XOBJI.
Tak, Ha paHHUX CTaUAX 3a00JeBaHNs OOHAPYXKUBAIOT I'UIeP-
TPO( 1O MUOLMTOB, OYAr MbIILIEYHOI'O OTE€KAa U BaKyoJu3a-
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o MUTOXOHApUiA. ITpu Tskenbix popmax 3aboseBaHus 1o-
BpexjieHne PM nposiBiisieTcst «00e/JHEHEeM» MUKPOLUPKYJIsi-
TOPHOTO pycJia, MpU3HaKaMy MHOJIM3a U aTpoduu MUOpUO-
pUILI, a TakKe 3aMEeLICeHUEM MBbIILIEYHbIX BOJIOKOH COEIMHU-
TeNbLHOM TKaHbiO [21].

B pazsutuu pucpynkuuu PM npu XOBJI MoxkHO BbIfe-
JIUTH JIBA OCHOBHBIX «MOPOYHBIX Kpyra». OJIMH U3 HUX CBSI3aH
C HU3KUM HYTPUTHUBHBIM CTATyCOM GOJIbHBIX , HAPACTAIOILUM
ne(ULIUTOM MBIILIEYHON MAacChl, HU3KOH (PU3NYECKON aKTUB-
HOCTBIO U PE3KUM CHUKEHMEM TOJIEPAHTHOCTH K (PU3NYECKUM
Harpy3kam. [JIaBHbIM 3JIEMEHTOM 3TOr0 «IaTOJOTHYECKOro
KOHTYpa» SIBJISIIOTCS OEJIKOBO-3HEpreTuyeckas HejjocTaTou-
HOCTB 1 AucOanaHc Mexjy norpebHoctoio PM B sHeprum u pe-
aJIbHbIM HeproodecneyeHneM. BTopoii «nopoyHblil Kpyr» cBsi-
3aH C HEOOXOMMOCTBIO NpeoosieHuss PM n30bITOYHBIX HArpy-
30K TIpY PE3UCTUBHOM JIbIXaHUH, YTO MPHUBOJUT K UX YTOMJIE-
HMIO U cilabocTu. Pe3ynbTaToM 3THX M3MEHEHU SIBIISIIOTCS Ha-
pacraroliee TaxXUIHO? U apTepualibHasi TUIIOKCeMUsl, KOTOPbIE,
B CBOIO 04Yepe/ib, yCyryousitoT qucyHkuno PM u Hapyienus
razooomena [15].

Baxxubm ¢aktopom maTtoreneza muchynkiuun PM mpu
XOBIJI saBasitOTCS 9HAOKPUHOMATUH, YACTO COMYTCTBYIOLIME
aTomy 3abosieBanuto. Cucremuble 3(peKThbl IHTOKPUHHBIX
PacCTpONCTB BKIIIOYAIOT HApYILIEHUS PEeryJisiyuy AbIXaHus
U ero OMOMEeXaHNKH, CHUKeHne Maccbl PM u oGrieit Mbiiiey-
HOI MacCChl, 3JIEKTPOJIMTHbIE PACCTPOMCTBA U U3MEHEHUS IpY-
rux (pyHKUMOHANBHBIX cucTeM [22]. Ocobast posib B 3TUX NPO-
Heccax NMPUHAJIEXKUT JUCOAIaHCy HOTE€HHBIX TOPMOHOB C
aHa00JIMYECKUMHU CBOMCTBAMU. Pe3ysibTaThl MHOrOUMCIIEHHBIX
MCCIIEIOBAHNI yKa3bIBAIOT Ha TO, yTo nipu XOBJI cHukenune
MBILIEYHOI MacChl U (PyHKIMOHANBHON akTMBHOCTH PM TecHo
CBSI3aHO C IMC(YHKUMEN B CCTEME COMATOTPOIHBIA FTOPMOH
(CTT') — uacynuHOMOAOOHBIN (pakTOp pocTa-1, CHIKeHNEM
YPOBHSI TECTOCTEPOHA U €r0 NPeJIIECTBEHHNKA — AeTUIPO3IH-
anjpocrepoHa (JIIDA), a Tak>Ke YBEJIMYCHUEM OTHOILCHUS
koptuzon/[IT"IA [23]. [TokazaHno, uto y 60iabHbIX XOBJI pe-
koMOnHaHTHBI yenoBedeckuit CTI mpepoTBpariaer pa3putue
CTEPOMJIHOI MUONIATHH, & €r0 TPEXHEEIbHOE IPUMEHEHUE YBe-
JIMUMBAET Maccy Tesa u ypoBeHb MIP — mHaMKaTOpa CUitbl MH-
CIMPATOPHBIX MbILLL [24].

B 6ombmmacTBe padoT ykasbiBaercs, uyto npu XOBJI can-
>KaeTcsl (PyHKIMOHAIbHAS AKTUBHOCTb KaK 9KCNHUPATOPHBIX,
TaK U MHCIUPATOPHBIX MbIUIL. DTH HAPYLIEHUS] HAPACTAIOT
npu TsKeoi popme 3a00s1eBaHNs 1 OCOOEHHO 3aMETHBI cpe-
AM TANMEHTOB C TOPAKOAO[OMMHAIBHBIM ACHHXPOHU3MOM
[10]. B ppyrux ucciepoBanusx nokaszaHo, uto npu XOBJI
B IIEPBYIO Ouepe/lb CTPAJatoT BcroMorareiabHble PM, a rumo-
AvHaMus qradparMbl pa3BUBAETCS HA TIO3HUX CTAUSIX 3200-
JIEBAHUS, YTO CBSI3aHO C OCOOEHHOCTSIMHU ee MeTaboJu3Ma
Y 3HAYUTENbHBIMU (PYHKIMOHALHBIMU pe3epBamu [25]. B psi-
ne uccaenoBanuil y 6osbHbIX XOBJI 6osee BbIpaskeHHOE CHU-
JKeHMe ToKasaresei cuibl PM ¢ukcrpoBanaoch B aKCnUpaTop-
HBIX MbIIax [26].

Knuanyeckumn «Mapkepamu» HapacTarolleid ciaabocTu
PM sBnsitoTCSl TAXUNHO3 >25 B MUHYTY,, TOPAKOaOGJOMUHAIIb-
HbII ACMHXPOHM3M, aJllbTepHUpYIOLIee JibIXxaHue, cumnrom ['y-
Bepa (Hoover) — mapajjokcanbHOe BTS>KEHUE HUKHUX JaTe-
paibHBIX pebGep Ha BJioxe, a TakKe cumntToM Maxkanau (Ma-
gendie), WJUTFOCTPUPYIOLMI YYACTHE B aKTE JIbIXaHUS TPY/IMHO-
KJTFOUNYHO-COCIEBUIHON MbIIIIbI. PYHKIMOHAIBHBIMU UHIU-
katopamu aucyakuun PM  sBrastorcs MIP u  SNIP
<70 cm BojH. cT., MEP <80 cm BojH. cT. [8].

Taxum o6paszoM, qucynkuus PM y 6onbabix XOBJI cBsi-
3aHa C MOCJIE/ICTBUSIMI PEMOJICITUPOBAHNS OPTaHOB JIbIXAHUS,
NPOSIBIISIBIINMUCS yBEJIMUEHNEM OPOHXMAJILHOTO COTPOTHUBIIE-
HUSl M TUNEpUHISIUME Jerkux, a TakKe ¢ BO3/IelCTBUEM

95



b.M. leabuep m coaBT.

Ha MBIIIEYHYIO TKaHb MEMATOPOB CUCTEMHBIX MAaTOJIOTMYE-
CKUX TPOLIECCOB, U3MEHSIIOLIMX UX METAaOb0M3M U CTPYKTYPHO-
(pyHKUMOHAIBHYIO OpPraHn3aLMIo.

Ancpynkumns PM m 6poHxmasbHas actMa

BpoHX006CTPYKTUBHBIN CUHPOM UM FMNEPUHDIISILIUS JIer-
KX y 60JIbHBIX OpoHxuanbHoi act™oil (BA) nmpuBondT K auc-
GaslaHCy COOTHOILCHUH «JITTMHA—HANPSKEHUEe» U «JIMHA—CUIa»
MbILIEYHBIX BOJIOKOH, B pe3yJibTare yero PM noasepratorcs
MexaHuueckoii neperpyske [27]. FunepuHdisiuust Jerkux npu
B A M3HayanbHO HOCUT KOMIIEHCATOPHBIN XapakTep, TaK Kak
yBEJIMYEHUE JIETOYHbIX 00 BEMOB CIIOCOOCTBYET PACTSKEHUIO
AbIXATENbHBIX MyTEN U yIy4IIEHUIO UX MPOXOAUMOCTH [28].
OpnHAaKo NPy TSKEJIOM TeUeHUM 3a00J1eBaHUs TUIePUHDIISILIUS
JIETKMX PEe3KO BO3PACTALT, YTO CHIKAET 3(P(PEeKTUBHOCTH pa-
601el PM [29]. Kpome Toro, B 3THX ciydasix JerouHasi Tunep-
MH(pAAIUS yke He crnocoOHa KOMIEHCUPOBATh HapylleHue
MPOXOAUMOCTH OPOHXOB, MPHUBOJIS JIMIIb K CYHIECTBEHHOMY
BO3PACTAHUIO 3HEPreTUYECKMUX 3aTPAT HA MHCIIUPALMIO BO3Y-
Xa, 4To crnoco6cTryeT pa3suTuio yromienus PM [30]. Bospac-
TAIOLINI OCTATOYHBI 0OBEM JIETKUX U (DYHKLMOHAJIbHAS OCTa-
TOYHAsl €MKOCThb MpPHUBOJAAT K YIUIOUIGHUIO Juadparmbl
Y OTPaHUYECHUIO AMIIIUTY/IbI €€ JIBUXKESHU.

B pesynbrare xpoHundeckoi neperpysku PM pazsuBaetcs
UX UCTPO(US, U OHU CTAHOBSITCS HECIIOCOOHBIMU K ajIeKBaT-
HOW peanu3anuu HacocHo# pyHkuun [31]. Tak, cCHUKeHue no-
kazareneit MIP y GonbHbIX Tsikesoit BA MoxeT pocturaThb
27% ot nomkHbIX BemmunH, a MEP — 34% [32]. B To e Bpemst
1py CTaObUIIBHOI KOoHTpoapyemoil BA y psina 60JbHBIX He Ha-
6Jrof1aeTCsl JOCTOBEPHOIO CHUYKEHUS! CUIIOBbIX XapaKTEPUCTUK
PM [27].

B psine paGot oTMe4eHO, YTO y GOJIbHBIX C JIETKUM U CpPejl-
HeTsKeNbIM TeuenneM B A pa3BuBaeTcst runepTpodus Mbliey-
HOW YacTy Auadparmbl, 4YTO ULIOCTPUPYET 3(D(HEKTUBHOCTh
peas3aumy KOMIEHCATOPHbIX MEXaHU3MOB, IPOTUBOCTOSIILMX
pe3rcTUBHOMY JibIxanuto. I1o mepe nporpeccupoBanus 3adose-
BaHMs KOMIIEHCATOPHbIE MEXAHM3MbI UCTOLIAIOTCS U Pa3BUBa-
ercst MuotcTpoust iuacparMbl ¥ peCIUPATOPHAS MbILLIEUHAS
HEJ0CTaTOYHOCTb. BbIpaskeHHOCTh runorpogun guadparmol 1
CTEeINeHb OIPAaHUYCHUS ee MOJBIXKHOCTH 3aBUCAT OT IaBHOCTHU
3a00/1€BaHMsl, @ TAK>Ke YCJIOBUI KpoBOCHaOXKeHus1. [1pu unTeH-
cuBHOII (husnyeckoil Harpyzke PM moryT notpe6ssts o 10 i
KpoBH B 1 MuH. O{HaKO MY [JINTEILHOM PE3UCTUBHOM JIbIXa-
HUM KpoBOCHaOXeHne PM MoxeT HapylaThCs B pe3yJjbTaTe
UX TPOAOJIKUTENBLHOrO crnactuyeckoro coctosinus [33]. Kpo-
M€ TOro, IPX KapiMOpecnupaTOpHOil KOMOPOUHOCTH, HEPENIKO
conyTtcrBytoweil BA, pasBuBaeTcs runognHaMus MUOKapya,
yXypuaroigasi KpopocHa6xkenne PM [34].

Y nmaupeHToB C TsKenoi HeKoHTpospyemoi BA pnutens-
Hasi KOMOMHMPOBAHHAS TEPAINUs UHTAJISIUMOHHBIMU U CUCTEM-
HeiMu rimokokopTukocTepousamu (I'’KC) Hepenko cBsizana
C HapyllIeHUueM OeJIKOBOI0 M MUHEPAIbHOro 0OMEHa, 4To MpU-
BOJIUT K TUNIOTPO(UN CKEJETHBIX MBIILLL, B TOM YHUCIIE JibIXa-
TenbHbIX. [KC CHIZKAIOT CKOPOCTb CUHTE3a M YCUJIUBAIOT MPO-
LECChl pPacnaja MbILIEYHbIX GEJIKOB, MOJIABISIOT TPAHCIOPT
AMUHOKHCJIOT B MbILILbI, OJOKMPYIOT CTUMYJMpYOIIMe -
(peKThbl MHCYJIMHA U MHCYJIMHONOAOOHOr0 (hakTopa pocTa Ha
muoreHes [35]. OHM TOPMO3SIT CUHTE3 MUOT€HUHA M YBEJINYU-
BAIOT MPOAYKLMIO MUOCTATHHA, YTO PACCMATPUBAETCS B Kaye-
CTBE BEJlyILEro NaToreHeTHYecKoro MexaHn3ma CTEpOnIHON
muonartuu [36]. Tak, nokazaHo, 4To y 60sbHbIX BA, npunu-
matotux 'KC nepopanbHo, cuina nacnupatopHbix PM cyie-
CTBEHHO HUXE, YEM Y MCIOJIb3YIOLIMX BBICOKHE JI03bl MHIAJISI-
nmonHbIx ['KC, mpu paBHO¥ cTeNeHn JeTOYHON TUTIEPUHQIIS-
uuu [37]. Camkenue no3el ['KC B Teuenue 3 mec npuBoguT
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K YBEJIMUEHNIO CHIIOBBIX XapakTtepuctuk PM: MIP — no 74%
u MEP — 1o 92% ot moJIKHBIX BeMM4YuH. Y OOJILHBIX C aCTMa-
TUYECKUM CTATYCOM OIUCAHBI TsIXKellble (POPMbI OCTPOI1 CTEPO-
WJTHO MUONATUH, KOTOPbIE CONMPOBOK/IAINCH SIBJICHUSMU pad-
JIOMMOJIN3A C PA3BUTUEM OCTPOI MOYEYHO! HEJJOCTATOYHOCTHU
[38]. B akcnepumeHTax Ha XKUBOTHBIX MPOAEMOHCTPUPOBAHA
cnocooHocth 'KC uHpyumpoBath arpouyeckne N3MeHEeHUs!
B puacdparme [39]. Arpodust guacdparmbl IPOBOLUPYET CIIy-
yau ee pa3pbiBa B NEpUOji 000CTPeHMs 3a60JIeBaHNs C NHKOP-
nopatyei OpraHoB OPIOLIHOMN MOJIOCTH B TPYAHYIO KieTKy [40].

Coueranne BA u XOBIJI nposiBisieTcss NpU3HaKaMU «Heli-
TPO(UILHOrO» BOCNaJIeHUs! 1 (PUKCUPOBAHHOI 006CTpyKIME
AbIXaTeJbHBIX MyTel. B aTux cayyasx oHUM W3 BEyLMX Ma-
TOr€HETUYECKUX MEXAHU3MOB, OOBEJUHSIOIINX AaHHbIe 3200-
neBanusl, sBisieTcst XCB [41]. CucreMHble NPOSIBIICHUS TPU
cunpipome nepekpecra BA u XOBJI moryT ycunusaTb auc-
¢yskmo PM n yBenmmumBaTh BKJIaf 3TOro hakTopa B pa3Bu-
Te JIH.

AncpyHkums PM 1 BHeGOAbHMYHAS
MHEBMOHMS

OcTpble MH(PEKINOHHO-BOCTIANIMTENbHbIE 3200JI€BaHNUs Op-
TaHOB JIbIXaHMs, B TOM 4YHCJIe BHEOOJIbHWYHAS THEBMOHUS
(BI), stBAsifOTCST OHOM M3 CAMbIX YaCTBHIX MPUYMH OOpaIleHNst
K TepaneBTy. HapylieHus: 1eroyHoil BEHTUIISIIMY PErUCTpy-
pyroTcst y OosbIIMHCTBA 60MbHBIX BII, a MX BbIpaKeHHOCTD 3a-
BHUCHUT OT 00'beMa NMOpakeHus! JIETrOYHON TKAHU U CTENIEHU BO-
BJIEYEHHUSI B BOCMIAJIMTEINBbHBIN MTPOLECC JIbIXaTeIbHbIX MyTei.
YXypuenue 6poHxuanbHoi npoxoauMocTy npu BIT o6b1uHO
CBSI3bIBAIOT C OOTYPALIOHHBIM 1 GPOHXOCMTACTUYECKUM KOMIO-
HeHTOM [42]. OT™MeueHo, uyTo y 6onbHbIX BIT 6poHxnanbHoe
COMPOTHBJIEHNE HE YBEJIMUYMBAETCS, & CHUXKEHNE MUKOBOM CKO-
POCTH BbIIoXa B pa3rap 3a00JieBaHNsI 00YCIOBIEHO BHEJIEr0Y-
HbIMU NIPUYMHAMU, B YacTHOCTU aucdynkuueir PM. TIpepnona-
rafoT, YTO OJJHON U3 MPUYMH €€ PA3BUTHS SBIISIETCS SHJIOTEHHAs!
natokcukamms (ON) [43]. K ocHoBHBIM maTodgu3noiornyie-
cKuUM MexaHu3maM DU OTHOCAT CTpeMUTEILHOE HAKOIIIeHne
B OpraHmsme GakTepHabHbIX TOKCHHOB, TPOAYKTOB KIIETOYHO-
ro pacnaja, NpoOBOCTAIUTENbHBIX HUTOKMHOB, METa00INTOB
OKCHJIATUBHOI'O CTpecca M N30bITOYHOTO MPOTE0NIN3a, a TAKXKE
HECOOTBETCTBUE MEX/Y UPE3MEPHBIM MOCTYIIIEHUEM TOKCHYE-
CKUX CyOCTaHIMI1 B TKAHU U CITOCOOHOCTHIO OMOJIOrMYECKUX
cucTeM ux HenTpanu3osath [44]. Bosnericteie Ha PM npopyk-
ToB DU MOXKeT cnoco6CTBOBATEL pa3BUTHIO iucyHKIuu PM
3a cueT (POPMUPOBAHMST OUAroB JIOKAIBLHOTO BOCHAJIEHNS U MO-
BpexxieHnst Muouopuia [12]. I'unepBeHTUISIUMOHHBII CUH-
1poM, cBs3aHHbI ¢ DU, Takke siBasieTcs (hakKTOPOM, YXY/-
MIAFOIIMM COKpaTuTeNbHyto pyHKImo PM. Kpome Toro, Beipa-
>KeHHOCTD iucyHkunu PM 3aBucut ot o6bema nopakeHust
JIETOYHOI TKaHU, JIOKAIM3aLMKX 04aroB BOCMATIEHUs U BOBJIEYE-
HUSI B TATOJIOTMYECKUI MpoLecc MmieBphbl. Tak, HUXKHeoaeBas,
0cOo0eHHO ABYCTOpPOHHss1 BIT MOXeT CyI11ecTBEHHO OrpaHnyu-
BaTh 9KCKYpPCHIO AradparMbl 3a cUeT BocnajeHus fuadpar-
MaJIbHOH MJEBPHI U CBSI3aHHOI'O C HUM OOJIEBOIO CHH/POMA.
Tpancgopmanus «CyXoro» MjieBpuTa B 9KCCYJATUBHBII MPO-
SIBJISIETCS] MCYE3HOBEHUEM INIEBPOTEHHbIX 00JIel U KIMHUKO-
PEHTI€HOJIOTMYECKUMU NPU3HAKAMU HAKOIUIEHUs 3KCCy/jaTa
B IVIEBPAIILHOM NoJiocTr. VI30bITOUYHOE AaBlIeHNE BOCTIAIUTENb-
HOW >KMUJIKOCTH Ha Auaparmy Hem30e3KHO YXY/LIAeT ee COKpa-
TUTENBHYIO (DYHKLHIO.

B pspe pabot nokaszano, uro npu BII napymaercs pyHk-
LUMOHAJIBLHOE COCTOSIHME CKEJIETHOI MYCKYJIaTypbl, B TOM
yucie PM, KoTopoe nposiBisieTcsl AeCUHXPOHU3ALMEeN MoKa-
3aTesiell PacTS>)KMMOCTH, CUJIbl U BBIHOCJIIMBOCTH MBIIIL], OT-
HOCSILUXCS K Pa3JMYHbIM (DyHKIMOHATBHBIM rpynmnam [45].
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AncehyHKLMS PECTIMPATOPHBIX MbILLLL M OOAE3HM OPraHOB AbIXaHMSI

MuogacuuaibHble U3MEHEHUs TECHO KOPPEJIUPOBAJIM C Na-
pamMeTpaMu BEHTWJISIUMOHHON (DYHKLMM JIErKUX, YTO NOAYep-
KUBAJIO UX OJJHOHANPABJIEHHYIO PEAKLMIO Ha BOCHAJIUTEb-
HblIil IPOLECC U €IUHCTBO PECIUPATOPHO-MbILIEYHOIO B3au-
MogieiicTust. ITpu 3TOM BOCCTAHOBJIEHUE MBILIEYHOrO OanaH-
ca C NOMOLbI0 (PU3UOTEPANEBTUIECKUX BO3ACHCTBUI yCKO-
PsI0 TeMIbI U KauecTBO paspelnenus ot BII [46].

Cna6octs PM siBrsieTcst OQHOM U3 BasKHEMIIMX IPUYUH Pa3-
Butust BII y nuy crapyeckoro Bo3pacTa, U4TO CBSI3bIBAIOT
npexjie Bcero ¢ Hea((EeKTUBHOCTHIO JUCNEPralliOHHOrO
TPaHCIOPTA U IPYTUX MEXaHU3MOB MECTHOM 3alUThI JIETKUX
[47]. Oco6oe 3nauenue aucyHkumst PM npuoGperaeT npu Ts-
skenoit BIT B cBsI3u ¢ HapacTarolei apTepranbHON TUTIOKCEMU-
eil U pe3KUM yBeJIMUeHUeM paboThl JIbIXaHUsl, UTO B psifie CIly-
yaeB TpeOyeT pecnupaTOpHON Nojiep>Kku. Posb aToro gakro-
pa CyLIEeCTBEHHO BO3pAcTaeT Npu Hanuuuu y 6osbHbIX BII co-
nyTcTByomen natonoruu [48]. B PM ymepmmx oT Tskemnoit
T'PUINITO3HOI MTHEBMOHUU BbISIBJIEHbI BAKyOJIbHasl IUCTpOdUs
MUOLUTOB, MUOLUMTOJIN3 U TEMOPParuu. ¥ HEKOTOPBIX 60JIb-
HBIX 3TOM1 FPYIIbI PAOJIOMUOJIN3 SBJISICS BEJYILLIUM MEXaHU3-
MoM ToBpeskaenust PM [12].

AnccyHkums PM m MHTepCTMLIMAABHBIE
3a00A€BaHUs AETKMUX

B o6uieit cTpykType 6051€3Hel OpraHoB AbIXaHWsI MHTEPCTH-
nyabHble 3a60eBanus jJerkux (M3J1) 3anmmaroT okosio 20%.
K Hnm otHocsTest 6onee 200 pa3inyHbIX BAPMAHTOB MATOJIOTMU
JIETKUX W3BECTHON M Hem3BecTHON aTrosoruu. K nanbonee va-
CTO BCTpevarolumMcs 3a00J1€BaHUsIM 3TOW TPYMIbI OTHOCST
WronaTU4ecknil JerovHbii  ¢uodpos (MJIP), capkonpnos
n U3J1, accouumpoBaHHble C CUCTEMHBIMU 3a00JIEBAHUSIMU CO-
eIMHUTEILHON TKaHW: WANOMATUIYECKUMHU BOCTIATUTEILHBIMI
muonatusimu (MBM), cuctemuoii kpachoii Bomuankoit (CKB),
PEeBMaTOU[IHBIM apTPUTOM, ckiepofepmueit u ap. [49]. Pac-
cMmarpuBas npobnemy auchynkuuu PM npu M3JI, B neppyto
ouepesib He0OXOIMMO OOPAaTUTh BHUMaHNE Ha MUO3UT-aCCOLN-
POBaHHbIE OPAXKEHUSI JIETKHUX , KOTOPbIE BCTPEUAIOTCS MOYUTH
y 70% 6onbHbIX ¢ noaumuosutom (IIM) u repMaToMno3uTOM
(AM) [50]. Muosur-accouunpoBannbie M3J1 moryT npeptie-
CTBOBATh pa3BepHyTON KinHn4Yeckoi kapture [IM u [IM, uto B
GoubLIel CTENEHU XapaKTEPHO /JIsl aHTUCUHTETA3HOrO CUHIPO-
Mma [51]. B psine ciyudaeB passurue JH y 6onbhbix [IM u M
MOKeT ObITh 00YCJIOBIEHO NMEepBUYHOI ciabocThio PM, npuun-
HOU KOTOPOI SIBJISIETCS] Ay TOMMMYHHOE BOCTIaJIeHHe iradparMbl
1 MeXXpeOepHbIX MbILILL [52]. DTOT BapUaHT pecnpaToOpHOil Ma-
TOJIOTMM YaCTO OCJIOKHSETCS aCMUPALMOHHON MMHEBMOHMEN
n pucrenekrasamu [53]. [Ipyrast popma nopaskeHus JJerkux npu
NBM cBsizana ¢ npeobiajaHieM MapeHXNMaTO3HOTO KOMITO-
HEeHTa, a AucyHKuus PM siBisieTcst BTOpUYHON MO OTHOLLEHHIO
Kk N3JI [54]. Tak, noka3aHO, B YACTHOCTH, 4TO y OOJIbHBIX
C «KIJIACCMYECKNM» MHO3UT-accoumpoBaHibiM M3J1 nokasare-
m MIP, MEP u SNIP na 30% Hizke, 4eM y 370pOBBIX JIUII, YTO
CBUJIETENILCTBOBAJIO O HapacTatolei cnaboctu PM [55]. I'u-
crojiornyeckasi KaptuHa nospexjenuss PM npu IIM npo-
sBisieTcsl uHpuibTpauueil Mmuocpudbpunn CD8* T-kneTkamu
1 MUOHEKPO30M, a ipu [IM — KOMIJIEeMEeHT3aBUCUMON MUKPO-
aHruonaTuei, paspyuieHreM Kanumsipos PM u ungunprpanu-
ell MBILIEYHO! TKaHU MJIa3MOM U BOCTIAJIMTEIbHBIMU KJIETKAMU
[12]. ITpu XpoHNYECKOM TEUEHNM MHO3UTA BO3MOXKHO 3aMellie-
HUe MUO(UOPUIT COEIMHUTENHLHOM TKAHbIO [56].

OpHYM M3 BapUAHTOB MOPAXKEHUsI OPTaHOB JIbIXaHUS TPU
CKB, vHuiumpoBanHbIM jucyHkumein PM, siBnsiercst cMHApOM
«YCAJIK/ JIETKOT'0» WJIM «CMOPILIEHHOTO Jierkoro». Passurue
3TOTO CHUHJIPOMA CBSI3aHO C TIEPBUYHON CIa60CThIO Tuaparmol,
KOTOpasi B 3TUX Cy4yasiX HE COYETACTCS C FeHepaIN30BaHHOM
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MBILIECYHOI ClTa00CThIO, TOBPEXK/ICHUEM inachparMalibHOTO Hep-
Ba i M3J1 [57]. XapakTepHoil %ano60i 3TUX G0JbHBIX SIB-
JISIETCS OBILIKA, YCUIMBAIOILASICS B OJOXKEHUN CHJISl, @ TAK>Ke
BBICOKOE€ CTOSIHME KyNoJia iuadparMbl, HATMYKME TUCKOBUHBIX
aTeNIeKTa30B M CHIDKEHUE JIeTOUYHbIX 00beMoB [58]. B mocTtym-
HOI1 IMTepaType OTCYTCTBYeT MH(OPMaLMs O NPUUMHAX Tep-
BUuHON gucynkuun puacdpparmsl npu CKB. Bmecre ¢ tem
MO>KHO MPEAINOJIOKUTh, YTO OCHOBHAS POJIb B e (DPOpMUPOBa-
HHUU MPUHAJTIEXKUT ayTOMMMYHHbBIM MeXaHu3MaMm. [IucyHkuumst
nanadparmel ipu CKB MoXeT ycyryOusiTbes B CBSI3U C Pa3BUTH-
€M 93KCCYJaTHBHOIO IUIEBPUTA, KOTOPbI BCTPEYAETCS
y 47-83% nauuenToB. B 3TUX Cciiyyasix quadparma UCHbIThIBA-
€T JIONIOJIHUTEbHYIO HAarpy3Ky 3a CYeT MIIeBPajbHOrO BbINOTA,
YTO NPUBOJIUT K €€ YIJIOLIEHNIO Y OTPAHNYSHUIO 3KCKYPCHIA.
NJI® — nanbonee yacroe 3a6oaeBanue u3 rpynnsl M3J1, ko-
TOpOE SABISIETCS 0CO60i (POPMOIT XPOHMUECKON MHTEPCTULIU-
anbHOM (pubposupyrorieit maeBMonnu [59]. [Ipennoskeno Boiie-
5Th 3 (pbeHOTHIA JAHHOTO 3a00JeBaHNS: KOMOMHALMS JIETOYHO-
ro ¢ubposa u ampusemst, UJIP ¢ BbICOKOI JIErOYHON runep-
TeH3uel u 6bicTponporpeccupyrowuit IO [60]. Huchynkuus
PM y Gonbubix MJI® umeeT psi; 0cOGEHHOCTEI, CBSI3aHHBIX
¢ MOpOPyHKIIMOHANBHBIMU U3MEHEHUSIMU JIeTKuX. Tak, oLeH-
Ka (pyHKLIMOHAILHON aKTUBHOCTU PM BbIsIBUJIA €€ CYILECTBEeH-
HYIO0 BapuabesbHOCTh Cpef pa3HbIX OOJIbHBIX, KOTOpas COo-
crasjisiia o nokasaresito MIP 35-70% oT O/KHBIX BEJIMYNH,
a no nokazaremo MEP — 57-68% [59]. B npyrux uccienosa-
Husix nokasatenu MIP u MEP He oTiiMuamich OT KOHTPOJIbHBIX
rpynim, HeCMOTps Ha KiMHuYeckue nposiienus [1H [54]. Bre-
YaTISIOIMIA Pa3pPbIB MEXK/Y JaHHBIMU KIIMHUYECKOrO 00CIIeNo-
BaHUsl U (PyHKUMOHAILHLIMU NapameTpamu PM moxkeT 00b-
ACHSITbCA OCOOEHHOCTAMU uX 6uomexanuku npu UJIP. Tak,
CHUYKEHME JIETOYHbIX 00BEMOB B pe3yJIbTaTe Nporpeccupyloliie-
ro ¢ubpo3a NpUBOUT K YBEJINYEHUIO COOTHOILCHUS «/JIMHA—
Hanpsikenue» PM, 6rnarofgapst ueMy OHM CIOCOOHBI pa3BUBATh
Gounbluee ycunue faxe B ycnosusx [JH. DTo B nosHoii Mepe oT-
HOCHTCSI M K TJIaBHOM MHCIIMPATOPHON MbILILE — inadparMe, pa-
ANYC KPUBU3HBI KOTOPOH YBEJIMUYMBACTCS MPU COKPALLCHUHN JIe-
FOYHBLIX 00BEMOB, 0COOEHHO B HUXKHUX OTHENaX JIErKMx. B aTux
ciydasix cjabocThb quacdparMbl pa3BUBAETCsl HA MO3[IHUX CTa-
pusix MJIP, uTo cBsI3aHO MPEKJIe BCEro ¢ CUCTEMHbIMU IPO-
SIBJICHUSIMUA JaHHOTO 3aboneBanusi. [Ipm komOunanmu NJ1P
¢ aMpu3eMoil JTerKUX perncTpupyeTcsl Hanbosee BbIpasKeHHOe
cHmkenue cuiibl PM [59]. Kpome Toro, He06X0MMO OTMETHUTB,
yro NJIP — 6ose3Hb Jtofieil NPeuMyLLECTBEHHO OXKUIIOrO BO3-
pacTa, IUTEeNBHO ¥ MIHTEHCUBHO KYPSAILIMX, YTO ACCOLMUPYETCs
C UCXOAHO Gosiee HU3KUM (PYHKUIMOHANIBHBIM cTaTycom PM.
TkaneBasi runokcusi, Hem36exxHo paspusaroutascs npu NP,
CHIKEHUE HYTPUTUBHOT'O CTaTyca, OOLIel MbIIIEUHON MaCChl
Y TUTIOJJMHAMUS CTIOCOOCTBYIOT Pa3BUTHIO OEIIKOBO-9HEPreTH-
yecKoi HepocTaToyHocTu U cjiadoctu PM. XCB u okcupaTus-
HbIIl CTpecc TakKe SIBJISIIOTCS NMPUUMHAMU (POPMUPOBAHUS
y JaHHOU rpynmnbl 60ybHbIX AucdyHKunn PM. Bosnukatommit
NPH 3TOM JcOaIaHe MeX/y NMpoLeccaMy CUHTE3a 1 JIerpajjauyu
MBIILIEYHBIX GEJIKOB MPUBOAUT K runotpoguu PM ¢ ymeHble-
HUEM KOJIMUeCTBa MUOUOPUILT U UX Auamerpa [54].
Knununuecku BblpaXkeHHbIE TPU3HAKY MOPAXKEHNs CKEJIeT-
HBIX MBILIL TIPU CapKOU03€ MMEIOT MecTO TOJbKo y 1,4%
60JIbHBIX,, OfIHAKO MPU ACIUPALMOHHOM OGMONCUM B MBILLIEYHOM
TKaHU OOHApY>KUBAIOT crelrduyeckue rpaHynemsl B 50-80%
ciyyaeB. CapKouji03 CKEeJIETHOIN MYCKYJaTyphl MPOSIBISIETCS
B BUJIE I'PAHyJIEMAaTO3HOIO MUO3UTA WJIM HEPOMHUOMATHH, CBSI-
3aHHOW C MOpakeHueM nepugepruyecKoil HEpBHOM CUCTEMBbI.
Hucdynkuust PM BbisiBasieTcst y 33% G0JbHBIX, UTO UILIIO-
CTPUPYETCS 3HAYUTENbHBIM CHUKEHHMEM Iokasartenein MIP
u MEP (#a 37-69% OT fOKHBIX BETWYNH) W HAIMINEM X
TECHOW OTPULATEILHON KOPPESIUU ¢ BepOaIbHON 1IKAION
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cnaboctu n ofpikoi [61]. [Ipu aToM mocneHre mokaszaTenn
HE UMEIn HOCTOBeprlX B3al/lMOCBﬂ3el7] [} Bblpa)KeHHOCTblO
PEHTTEHOJIOTHYECKUX M3MEHEHUI B JIETKUX WM MapamMeTpaMu
crnuporpammsl. B psjie padoT nokasaHo, YTO HapyILLIEHUs Jie-
TOYHON BEHTWJISILIUY TP CApKOWj[03€ B OOJIBILIEH Mepe CBSI3aHbI
co cnabocTbio PM, uem co cTeneHbio mapeHXUMaTo3HOro Mo-
paxkenus [59]. Dto nogTBepIKaaeT U3BECTHBIE JJAHHbIE O HEPEe/I-
KOl ICCOLMALN MEXK/Y PACTPOCTPAHEHHOCTHIO IpaHyJIeMa-
TO3HOTO Mpolecca B JIETKUX U OTHOCUTENBHO «CKPOMHBIMI»
M3MEHEHMSIMU JIETOYHO! BeHTHsiuyu [62]. BeposiTHOCTh pas-
BUTHS c1ab0cT PM y GOJIBHBIX C CAapKOMI030M CYLIECTBEHHO
BO3pacTaeT Mpu HAJMYUKM KOMOPOUTHOCTH € IPYTUMU 3a60uie-
BaHMSIMHU OPraHoB Abixanusi, Hanpumep, XOBJI. Tak, y 65%
60.]'lele cap1<om1030M C KIIMHUYECKU Bblpa)KeHHbIM nopa>Ke-
HeM PM jimarHocTUpoBasy ero coueTaHue ¢ Apyrumu 3abose-
BaHUSIMU JIETKUX [63].

B cuctemHOM KpOoBOTOKE GOJBLHBIX CAPKOU030M OOHAPY-
2KMBAKOT BBICOKHE KonueHTpau,vm HpOBOCHaJ’II/ITeHbeIX HUTO-
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