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CHUCTEMHBIM BOBJIEYEHHUEM COE/IMHUTEJIBHOI TKAHU

Kaghedpa eoenno-nonesoti mepanuu eoenno-medurunckozo paxyromema ¢ YO «bIMY »

Ienv uccaedosanusi-conocmasums napamempvl QYHKYUYU 6HEUHEZ0 ObIXAHUSL C Be2eMAMUSHDIM 00ecneyeHuem i
YCManosumv, OKA3LIGAIOM N HA UX GAUSHUE QEHOMUNUUECKUe XaAPAKMEPUCIUKU HACIEOCMEEHHOIX HAPYUEHUT
coedunumenvnot mxanu (HHCT) y auy m0100020 6o3pacma. IIposedeno KoMNAeKCHoe KAUHUKO-UHCIPYMEHMA b
Hoe obcaedosanue 217 myxuun ¢ eo3pacme 20,6+1,3 nem ¢ KAACCUPUUUPOSAHHBIMU U HEKAACUDUUUDOSAHHBIMU
Qucnaacmudeckumi eHomunamu. B uyenom, ycmanosienvl 4acmmole HApYUEeHUs CKOPOCIHOIX 1 00BEMHbLE NOKA3A-
menel eHewHezo ObIXaHUsL 80 63AUMOCEAU C NAMOJOZUUCCKUM 6e2eMAMUSHLIM 00echedeHueM Ha (oHe: accouuupo-
sannott HHCT, ceudemenvcmsyouge 06 umMeiouuxcs y Hux 0e3adanmauyuu u CHUXeHUU pe3eped Kapouopecnupa-
mopHoti cucmemvl. Y auy ¢ 2unepMoOUNLHLIM (PEHOMUNOM GUISGACHO CHUXKeHUe NoKd3amelel Qopcupoganiozo
Odvlxanus, ompaxaiouwee QYHKUUOHAIDHbIE HAPYUEHUS NPOXOOUMOCIIU KPYNHBIX U CPEOHUX OPOHXO08, GePOSIMHO,
KaK caedcmeue Ux CHUKEHHOU AIACIUYHOCIU U USOLIMOYHOU PACMSIHKUMOCTIU.

Karouesvie caoea: naciedcmeenHvle HAPYUWEHUS COCOUHUMENLHOU MKAHIL, 6e2emANMUEHAsH HEPEHAS CUCTeMA,
8apuabeLHOCIL PUMMA cepoud, GezemamusHas OUCHYHKYUS, AOANMAUUOHHVIE Pe3ePEbl, CUMNAMO-GAZALLHBLI
UHOEKC, YHKUUS GHEUIHez0 OblXaAHUSL.
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FUNCTIONAL PARALLELS OF PARAMETERS EXTERNAL RESPIRATION AND
VEGETATIVE SUPPORT IN YOUNG PATIENTS WITH HERITABLE DISORDERS OF
CONNECTIVE TISSUE

Objective-to compare the parameters of respiratory function with autonomic software and to establish how have
an influence phenotypic characteristics of hereditary disorders of connective tissue (HDCT) in young individuals.
217 men aged 20,6 + 1,3 years with some dysplastic phenotypes were investigated. In general, have been identified
of private violations of speed and of volume indices of external respiration in conjunction with abnormal autonomic
software on the background associated HDCT. These testifying about desadaptation and reducing reserve the
cardiorespiratory system. Patients with hypermobilitysphenotype showed declines in forced breathing. These
testifying about functional disorders of patency of large and medium bronchi, probably as a consequence of reduced
elasticity and excessive elongation.

Key words: autonomic nervous system, heritable disorders of connective tissue (HDCT), autonomic dysfunc-

tion ( adaptation, reserves), simpato-vagal index.

Onpe,qeneHme afjanTaupoHHbIX PE3EPBOB Kapanopecnmpa-

TOPHOM CUCTEMBI B CBA3M C MOBbILLEHHLIMKW TREO0BAHMUS-
MW K 300POBbI0 BOEHHOCYKALLMX ABMSETCH. KPaWHE aKTyanbHbIM B
MpaKT1Ke BOMCKOBOro Bpaya. OfHaKo, ApU OLEeHKe hyHKLMOHANb-
HOIO COCTOSIHUSA, B TOM YKCIIE CEPAEYHO-COCYANCTOM U GPOHXO-NEroY-
HOW CUCTEMbI, OT BHUMaHWUS 3a4aCTyIO YCKOb3aeT CONyTCTBYIOLLAN
nartonorusi, 0cCo6eHHO T.H. HeandbdepPeHLMPOBAHHAsS AMCNIA3usa Co-
eanHuTensHoM Tkanu (HACT), mpy aTom NOBCEMECTHOE MPUCYTCTBUE
B OpraHax U cuctemax coeauHutenbHon Tkanu (CT) aenaet noHsT-
HbIM pa3Ho0o6pa3ve NaTtoNorMmn 1 KIIMHUYECKOro nonvmopdunama
3abonesaHum.

HACT vunun coBpeMEHHbIN TEPMUH-HACNELCTBEHHbIE HapyLUEHWs
coeauHuTensHon TkaHn (HHCT) — reteporeHHast rpynna MoHo-u/
WY NOMUreHHbIX 3ab60neBaHni, 00yCNOBNEHHbIX FTEHETUYECKUMM
nedeKkTamu CvHTe3a u/unn pacnaga 6enKkoB BHEKIETOYHOrO mMar-
p1Kca 6o HapyLleHneM MopdoreHesa COeaUHUTENBHOM TKaHw [5].
PacnpoctpaHeHHocTb B nonynsumn HHCT B cuny peanm3auum pas-
JIMYHBIX AMArHOCTUYECKMX «MOPOroB CTUrMaTU3aLmmW» Ype3BblYaHO
BapuabenbHa (8-80%) [3, 5], a reHepanv3oBaHHbI aedekT CT Bbl-
3bIBAET MHTEPEC K 3TOM Npobneme cneumanucToB, paboTtatolmx B
CaMbIX pPa3HbIX 061aCTAX MEAMUMHDI (KapAWOoroB, MylbMOHOJIOM0B,
racTPO3HTEPOSIOrOB M [IP.), TEM CaMblM CTaBs e B Pa3psj MEXINC-
LMMIMHAPHbIX.

JlntepartypHble JaHHble CBUAETENbCTBYIOT 0 ToM, yto HACT npu-
BOJMT K CYLLLECTBEHHbIM MOPHONOrMYECKUM U DYHKLIMOHANbHbBIM
M3MEHEHUAM OpraHoB AbIXaHWS: HAPYLLEHUIO CTPOEHWUS BPOHXMasb-
HOro fiepeBa, c1abocTn 1 pa3pyLIEHMIO 3NacTUYECKOro KapKaca

NErkux, AeCTPYKLMN MEKabBEONAPHbIX MEPErOPOAOK, CHUKEHMIO
[PEHAXKHOM GYHKLIMM BPOHXOB M HAPYLIEHWIO MYKOLIMNIMAPHOTO Kin-
peHca, aKTMBauUuK CBOGOAHOPAANKANEHOTO OKUCNEHUS, CHUMXEHUN
MMMYHOJOMMYECKOM PEAKTUBHOCTH, MPOSBASIIOLLENACH HEOCTAaTOYHO-
CTblO CUCTEMbI @bBEONSAPHbIX MaKpoharos Bcex NONyssiLIMiA, yMeHb-
LLIEHWEM BblpabOTKM CEKPETOPHOTO Ig A, MHTEpnenKkunHa-1 v ap [3, 4].
€3ynbTaThbl MONEKYNIAPHO-TEHETUYECKWX MCCNEA0BaHWM MOCNEAHNUX ET
NPOAEMOHCTPMPOBANM BIIMSIHUE XapaKTepa MyTaLui B reHe ouno-
punnanHa-1 (FBN-1) [9], a TakKe M3MEHEHWI Nepeaayn CUrHanos
POCTOBbIMM GAKTOPaMK M HapyLLEHNA MEXKIIETOYHOrO B3avMOAewn-
CTBMSI B OCHOBHOM BELLECTBE COEANHUTENbHOM TKaHW Ha NatoreHes
KnaccuULIMPOBaHHbIX M HEKTacCUOULIMPOBAHHBIX AUCTIACTUYEC-
Kux ¢eHotnnos (AP) [7, 8, 10, 11]. K nprmepy, NOBbILWEHHbIR Ypo-
BEHb 3KCMPECCUM FeHa, KOAMPYLLEro TpaHcGopMUpyoLwmnin dak-
Top pocta B, (TGFB,), accoumnmposaH ¢ passuTiemM GUBPOTUHECKMX
MPOLECCOB B Pa3HbIX TKaHsX, BKtoYas nerkue. 06 atoM ceugeTesb-
CTBYIOT pe3ynbTaTbl, MOy4EHHbIE HA TPAHCTEHHbIX MbILLAX C TKAHeC-
neumdr4ecKon runepaKcnpeccuen reda TGFB,, npuBoaALLe K pas-
BUTUIO HUOPO3a NIEMKUX Y IKCMEPUMEHTASbHBIX KUBOTHBIX. Kpome
TOro, B psAfe MUccnefoBaHui HanaeHa npsaMas accoumaLmsa Mexay
HanMu1eM NoMMopdHBIX MyTauni B reHe TGF(,, NoBbILEIOWLINMX aK-
TUBHOCTb COOTBETCTBYIOLLLETO GETKOBOrO NMPOAYKTa, U PUCKOM pas-
BUTUA Prbpo3a nerkmx [3].

Bce ykasaHHOe Bbille NpUBOAUT K TOMY, YTO BPOHXONIEro4Has
naronorua Ha ¢doHe HACT oTnnyaeTcs 0COBOM TAKECTbIO TEYEHUS,
NpaKTMYECKOM HeOBPaTUMOCTBLIO 0GCTPYKTUBHBIX M3MEHEHUI B ner-
KUX U [jaXKe Pa3BUTUEM KITMHUYECKMX NPOSIB/IEHUA BPOHXOCNa3Ma,
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Tabamya 1 — XapaKrepucTuKka rpynn no peaynsratam BPC
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13HayeHns B Gannax, BbiCYMTAHHbIE aBTOMATUYECKM Ha annapaTtHo-nporpamMmm-

HoM Komnnekce BHC-cnekTp (dmpma «Henpo-Codm).

PaHHWUM Ha4anoM, CKIIOHHOCTBIO K XPOHU3aLIMK U NMPOrPEANEHTHOC-
TV TEYEHWS NaToNOrMYECKOro NPoLEecca, PE3UCTEHTHOCTBIO K CTaH-
[apTHbIM MEeTofaM Tepanuu U HEPEAKO OTCyTCTBMEM addeKTa oT
XUPYPIrUYECKON KOPPEKLIMM XPOHUYECKUX BPOHXOMNEroYHbIX 3abone-
BaHwK [3, 4]. MpaKTnyeckne HabnoaeHna CBUMAETENLCTBYIOT O PELn-
[VBVPYIOLLEM TEYEHWUWN CMOHTAHHOMO NMHEBMOTOPAKCA, CKIIOHHOCTU
K GUOPO3HLIM MOPaXKEHUAM U BPOXAEHHBIM NOPOKaAM pa3BUTUS
JIETKMX, B OCHOBE KOTOPbIX JIEXaT AedEKTbl COeANHUTENbHOTKaHHbIX
CTPYKTYp. BbllenprBeaeHHble AaHHbIE MOGYXKAAIOT MPU HAMMYUK Y
60nbHbIX heHoTUNMYECKUX nposineHnid HACT yuntbiBaTh MX ANns
NPaBWIbHON TPAKTOBKM 0COBEHHOCTEN TEYEHUS BPOHXONEro4YHOM
MaTosiorMu, a TaKkKe NP NPOBEAEHUN alEKBATHOIO JIEYEHUS U an-
HaMMYECKOrO AMCMAHCEPHOrO HaBMOAEHHS.

CyliecTBYIOT fOKa3aTeNbcTBa NPUYUHHO-CIEACTBEHHON CBA3M
C HaCneACTBEHHOCTLIO HAaPYLWIEHWIM BEreTaTMBHOMO roMeoctasa npu
HHCT [5], B cBSI3u € 4EM MOXKHO OXKM[aTh, HTO MMEtOLLMIACH anucHa-
NaHc NposiBUT cebs B yxyaWeHUW napamMeTpoB dYHKLWW BHELLHEro
IbixaHus (PB/) ¢ ycyrybneHvem npoLLeccoB ae3ajanTaLm U CoCcTo-
AHKUSA opraHnama. OgHaKo, JaHHble, Kacatolmecs BUSHUA BEreTa-
TWBHOM HepBHoM cucteMbl (BHC) Ha napameTpbl PB/, B BUaE B3aun-
MOCBSI31 C Nnokasatensmv BapuabensHocTn putma cepalia (BPC) B
nuTepatype KpanHe orpaHuYeHbI.

Llenb uccneaosaHus: conoctaBuTb NapamMeTpbl GyHKLAKW BHELL-
HEro fibIxaHs ¢ BEreTaTMBHbIM 06ecneyeHnem y Jiki, Mooforo Bo3-
pacTta 1 yCTaHOBUTb, BUSIOT NI onpeaenéHHble heHoTUnUYecKne
xapaktepuctukn HHCT (gucnnactnyeckue hbeHoTUrbl) Ha UX 0co-
6EHHOCTW.

Matepuan u Metoasbl

B pesynbrate npocToro 0AHOMOMEHTHOFO MccnefoBaHUs obene-
[oBaHo 217 MyX4uH (cpeaHun Bospact 20,6+1,25 roga). Bee 06-
cnefoBaHHble nauveHTbl ¢ AP pa3aerneHbl Ha rpynibl ¢ yYeToM Npea-

Tabmya 2 — Xapaktepuctnka rpynn no pesynstatam ®BJj

b rpynny ¢ mapdaHonofao6bHbIM 1 HEKnaccu-
durumpyembivm 1P ¢ npenmyL,ecTBEHHLIM BOB-
Ne4eHNeM KOCTHO-MbILLEYHOM cUCTEMbI (N=28).
Ipynny KoHTpons (n=97) coctaBuin NauMeHTb!
¢ 1-2 ¢eHammn HHCT. Anroputvipacno3HaBa-
HusA 1P 3aMMcTBOBaH M3 HaLMoHasbHbIX poc-
CUMCKMX pekoMeHaaumi no auarHoctvke HHCT, paspaboTtaHHbIx
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3emMuoBckuM (2009 T.) [B]. B yacTHOCTH, Uenonb3oBanu [eHTckue
KpUTEPUM AnarHocTMkn cuHapoma Mapdara (De Paepe A. et al,,
2010), BunnbdpaHLucKyto knacerdbuKkaumio (Beighton P et al., 1998),
[IMarHoCTUYECKKE
KpuUTepun Job6poKa-
YECTBEHHOM HOPMbI
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neihn ®BA1u BPC
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MaslbHOM CHCTO/IMHECKOM CMELLEHWMM CTBOPOK MUTPANIbHOro Kiana-
Ha 3a IMHUIO KoMbLIA MUTPAsSIbHOMO KlanaHa B napacTtepHanbHon
NPOA0SIbHOM NO3MUMK 6onee YeM Ha 3 Mm. CTaTUCTUYECKyto obpa-
60TKy MaTepu1ana NPoBOAWM C MPUMEHEHUEM NaKeTa NPUKIaaHbIX
nporpamm «STATISTICA» (Version 6, Stat. Soft Inc., USA).

Pesynbratbl U 06cyxaeHne

C LeNblo N3y4eHUs 06LLMX TEHAEHLIMA M3MEHEHUIA BETETaTUBHO-
ro 6anaHca 6biM NpoaHanM3npPoBaHbl MUBMEHEHWS MOKa3aTenemn
crneKTpanbHor molHocTi BPC (mc?/ML). Mpu aHanu3e nokasatenen
BPC B 1-0# 1 2-0i rpynnax 0TMEYEHO CHUMEHWE 06LLEen MOLLIHOCTU
CMeKTpa HenporymopasnbHon perynsaumu (TPpaHr) B cpaBHeHUH ¢
KoHTponem (p<0,3) (rabnvua 1).

AHanMaunpysa crnekTpanbHble nokasatenn BPC B 6a3abHbIX yc-
JIOBUSIX, CNefyeT OTMETUTb Hannune TeHAEHUM NpeobnaaaHus Bu-
AIHWM cumnaTnyeckoro oraena (CO) BHC y naumeHToB ¢ accoummpo-
BaHHbIM HHCT (p<0,1). Bbicoko4acToTHble KonebaHus cepaeyHoro
putma (HF), oTparkatoLpe napacMmMnaTUYECKyl0 aKTUBHOCTb CTaTh-
CTUYECKU He pa3nnyanucs (p<0,2) (tabnuua. 1). Mpu atom npeobna-
[laHMe MOLLHOCTM BbICOKOYaCTOTHbIX KoneGaHWi cepaeyHoro putMa
B KOHTpOse 6nn3Koe K 43% OoT cyMMapHOM MOLLIHOCTM CNeKTpa pac-
CMaTp1BasIoch KaK MoKasaTteslb PE3KOro MOBbILLEHWSI BAaroTOHUYEC-
KUX BAMSHWI. Npy aHanuM3e cnexTpa BOMH 04eHb MEAJIEHHOrO Mo-
psgKka (VLF, %), oTpaatowmx ypoBeHb BIMSHUS BbICLLMX BEreTatmB-
HbIX LIEHTPOB Ha NMO/JKOPKOBbIE CTPYKTYPbl 3HAYMMbIX PA3U4YMM TaK-
e He nonydveHo (p<0,2) (rabnuua 1). Cneayet oTMETUTb, YTO aHan3
BPC npoBoaunncs npn 06paboTKe KOPOTKMX 3anucen (5 MUHYT), B
CBS131 C YeM MHTEPMNPETaLWSA BbIBOAOB O reHe3e BOJH HU3KOM YacTo-
Tbl B paboTe HOCUT N1LLIb NMPEANONOKUTENbHbIN XapakTep. OTMeYeHo
CTaTUCTUYECKM 3HaYMMOe MnoBbilleHne 1o 39,21+12,17% (p<0,05)
HM3KOYaCTOTHbIX KonebaHui cepaedHoro putMa (LF), oTparkaroLwmx
CUMMaTUYECKYIO aKTMBHOCTb, Y NALWEHTOB BCEX rpymnn ¢ GOHOBbLIM
HHCT (tabnuua 1).

BanaHc cuMnatMyeckvx M NapacuMNatMYyecKux BIUSIHUIA UMEN
TeHaeHumto (p<0,1) K yBennyenuio B 1-n n 2-oi b rpynne (1,21+0,7
n 1,18+0,67 cOOTBETCTBEHHO) B CPaBHEHUU C KOHTpOIEM
(0,9940,59). B opronpobe otveueHa TeHaeHums (p<0,09) Kk meHee
BbIPAXXEHHOMY MPUPOCTY CUMMaTo-BaranbHoro Haekea LE/HF B 1-
M (Ha 76%), 2-1 A (Ha 116%) 1 2-oi b (Ha 87%) rpyniiax oT nepBoHa-
YaSIbHOMO 3HAYEHWUA B CPABHEHWMM C KOHTponem (Ha 165%), yKasbl-
Basi Ha CHWXKEHWE BEreTaTMBHOM PEAKTUBHOCTU U afanTaLMOHHbIX
pesepBoB y nauueHtoB ¢ HHCT (puc. 1).

YKa3aHHoe 06CTOATENbCTBO KOCBEHHO CBUAETENBCTBOBANO KaK
O CHUXKEHWUM BEreTaTMBHOM PEaKTMBHOCTY Y naumeHToB ¢ HHCT, Tak
1 06 YMEHbLLIEHWUM aaanTaLWOHHBIX Pe3epPBOB OpraH1M3Ma, 0cobeH-
HO y nuL, ¢ TM®. B ropu3oHTanbHOM NOIOKEHWUM CTATUCTUHECKMX
pasnuumin MHaeKca Hanpsienus (MH) B Fpynnax nccneayembix 60Mb-
HbIX BbIFBNEHO He Gbino(Tabnmua 1).

CpaBHeHu1e nokazaternein B/, B rpynnax onpeaeneHHbIX 3aKo-
HOMEPHOCTEN HE BbISBUIIO, HTO MOXKHO OOBSICHWUTL OTCYTCTBMEM Opra-
HMYECKOro MoparKeHNA TPAXeoBbPOHXMabHOro AepeBa (Tabnmua 2).

1

LEHF1

PucyHok 1-[luHamuKka cumnaTto-BarajbHOro MHAEKca B
NoKoe 1 nNpu optonpobe

OfHaKo, MMENUCb TEHAEHLIMM K CHUXEHMUIO GYHKLIMOHANbHbIX
pes3epBoB KapanopecnupaTopHom cuctemol y nuu, ¢ HHCT: ysennye-
Hve JKEN, ®XKEJT, OB, y naureHToB 2-01 b-rpyrnbl B cpaBHEHUM
C KoHTposieM K cHikenue MOC, | Bo 2-oi A-rpynne (p<0,09), npes-
MOSIOUTENBbHO BO3HUKAIOLLME BCNEACTBME OTHOCUTENBHO MOTHOMO
BbIMO/IHEHWS NIErO4HOM TKaHbIO 3HAYUTENbHO OrPaHUYEHHOT0 0GbE-
Ma FPyOHOM KIETKU U CHUXEHUS 3M1aCTUHECKMX CBOMCTB (MOBbILLE-
HUSI PACTSXKMMOCTH) JIEFOYHOM TKaHW COOTBETCTBEHHO.

Mokazatenn ®BA npu HHCT paznuyanuce (p<0,05) B 1-01 1 2-
on b rpynnax no I'IOCMl 1 MOC,,, ¢ NoBbILIEHNEM NOCNEAHNX BO 2-0/
B. BHyTpK 2-00 rpynnbl umenucb pasnuuma (p<0,05) napameTpos
©B/l, BeposiTHO, OTparkatoLMe pasnuyHbIE NaToreHeTUYecKkue Me-
XaHu3Mbl dopmupoBaHus Ad: Bo 2-oi A n 2-oi b rpynnax nameHe-
Hna OPB, n MOC,, Hocunn pasHoHanpas/eHHbIN xapaxTep (p<0,05),
cHanack COC,, . B rpynne ¢ IM® (p<0,08), 4ro cBMAeTENLCTBO-
BaJIo O HAPYLLEHWSIX B KPYMHbIX M cpeaHmx 6poHxax [1]. Nexoasa 3
Noc/eaHero, CTaHOBUTLCA MOHSTHOM BEPOsiTHasA Ponb AeduLnTa BHe-
KJIETOYHOr0 MaTpuyHoro 6eska TeHacKuHa-X (tenascin-X), Kak mone-
KyNiPHOM OCHOBbI Pa3BUTUSi MOPMOIOrMYECKON aHOMaNnK 3N1acTu-
YECKMX BOJIOKOH M CHUMKEHHOTO COAEPMAHWUSA KolareHa B reHese
(GYHKUMOHANbHBIX PECTIMPATOPHbIX HapyLueHui y iuu, ¢ TMO.

MHTepecHbIMM Ha Hall B3MSA, NMPEACTaBAAOTCA BbISBEHHbIE
Koppensaummn napametpoB OB/ n BPC y nauperTtos ¢ HHCT (p<0,05)
(NpeacTaBneHbl B Tabnuue 3 1 pUcyHKe 2).

MNonyyeHHble pe3ynsTaTthl oTpaXaloT GyHKUMOHANbHYIO CBS3b
n3meHeHu napamvetpos BPC 1 ©B/. B 4acTHOCTH, BbisiBfIEHA CWllb-
Hasl oTpULIaTENbHAA KOPPENALIMA CUMMNaTo-BaranbHOro MHAEKca ¢
MOC,,, BionpeneneHHom cTeneHn oTpaxatoLLen conpoTuBieHNe
BO3AyXY (CKOPOCTb €ro NPOX0MAEHUS) B KPYMHbIX OPOHXaXx.

Mexopas n3 nMprBEAEHHbIX AaHHbIX MOXHO NPEAMONOXKUTL CoMpst-
JKEHHOCTb reHe3a (yHKLMOHaNbHbIX HapyleHuii B y nuy, ¢ TMO
¢ aKTuBHoCTbio CO BHC, 4to npeactaBnsieTcst BO3MOXHBIM Yepe3
[Ba NMPUHLUMMUANBHBIX MEXaHW3Ma CHUKEHWST OGBEMHBIX M CKOPOC-
THbIX NapameTpoB PB/: M36bITOYHYIO PACTAKMMOCTb U HapYLLIEH-
HYIO 3J1JaCTUYHOCTb JIErOYHOM TKaHW Ha GOHE M3MEHEHHOW CTPYKTY-
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