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Ha 0a3e TpaBMAaTo/I0r0-0PTONEIHMYECKOr0 OTHAECICHUS NMATOJIOTHH OCEBOI0 CKeJIeTa NMPOBEACHO MCCJIeJ0BaHHE
nauMeHToB ¢ mMuoaucrpopusmu: 1) X-cuemeHHass muoaucTpodus Taxkénoil ¢opmbl TN [omeHa; 2)
ayTOCOMHO-pellecCHBHAsI MbllleyHasi Auctpodus Ipoda-Pora; 3) auune-ionarouno-miedeBass ¢popma Jlanaysu-
Hdexxepuna. B kinHMYeckoi KapTuHe O0JbHBIX IHpeodsajajJ BsJblii yMepeHHbIl mapanape3 M
NporpeccUpyOliMii HeiipOreHHbIH TIpPyJONOAICHUYHBIN cKoMo3 IV cremenn. [l maTorucrosiormyeckoro
aHAIN3a NapaBepTe0PaTbHBIX MBI OCYLIECTBJISIIN HHTPAONePALUOHHYI0 OMOICHIO B 00/1aCTH BePIIMHBI yIJia
nepopmanuu, ¢uxcupoBasun B HeilitpaibHoM 10% dopmanune. IlapaduHoBble cpe3bl OKpamIMBAIH
reMaTOKCHJINHOM M 303MHOM, 0 Ban I'm3ony, TpuxpomMHbIM MeToaoM no Maccony. Ilpenapartsl uccjienoBaju ¢
NnoMoubIo crepeoMukpockona AxioScope.Al u uudponoii kamepol AxioCam (Carl Zeiss Microlmaging GmbH,
I'epmanusi). YcTraHoBjleHO: B OuonTarax MbIILN NpPoGHIM MbIIIEYHBIX BOJOKOH ¢ YTPadyeHHOi
NMOJUTOHAJBHOCTBIO, INOBBLINICHHOH BAPHATHBHOCTBIO [HMAMETPOB, WHEHTPAJIBHO JIOKAJIM30BAHHBLIMH JIH00
MHOT04YNCICHHBIMHA BHYTPEHHUMH siipamMu (Muodarus). XapakTepHbl KOHTPAKTYPbI BOJIOKOH, IO0JIS KMPOBOii
JgereHepanuu, ¢GpuOpo3 HMHTEPCTHLMA, NMPU3HAKH AKCOHONATHM BHYTPHMBIIICYHBIX HEPBHBIX IPOBOJHHKOB.
Cocyapl apTepHaJBHOr0 3BE€HA CHACTHYHBI, ¢ MaccuBHOW t.media u ¢Qubpo3upoBannoii t.adventicia,
BeHYJ/ISIPHble — paclIMpeHHble, TOHKOCTEHHbIe, YTO 00YyCJOB/JIUBAET O0MIUPHbIe reMopparuu. Muogucrpodus
Jiomena siBasiercss HauOoJiee TSKEJI0H NaToOrHed, IJsi KOTOPOl MAKCHMMAJIbHO BbIPAajKeHA KUPOBas
JereHepanysi M CKJIEPOTH3AaLMs MBILIL M COCy0B nepuMusus. [l pemienus JaHHoil npo0jieMbl HeoOXoAMMa
HHTerpanusi reHeTHKOB, 0MOXMMHKOB, MOJIEKY/JIAPHBIX 0H0/10r0B, (hapMaKo10roB, rHCTOJIOTOB.
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MORPHOLOGICAL CHARACTERISTICS OF PARVERTEBRAL MUSCLES IN
PATIENTS WITH SPINAL PATHOLOGY DUE TO NEUROMUSCULAR DISEASES
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A study of patients with myodystrophy was conducted at the department of axial skeleton pathology: 1) X-linked
myodystrophy of the Duchenne type; 2) Erb’s autosomal recessive muscular dystrophy; 3) Landouzy-Dejerine
facioscapulohumeral form. Slight moderate paraparesis and progressive neurogenic thoracolumbar scoliosis of
grade IV prevailed by clinical examination of patients. For pathohistological analysis of paravertebral muscles,
an intraoperative biopsy was performed at the apex of the deformity angle and fixed in neutral 10% formalin.
Paraffin sections were stained with hematoxylin and eosin, according to Van Gieson, and Masson Trichrome
method. The preparations were examined with a stereomicroscope AxioScope.Al and a digital camera AxioCam
(Carl Zeiss Microlmaging GmbH, Germany). The muscle biopsies revealed that muscle fiber profiles were with
lost polygonality, increased variability of diameters, centrally localized or numerous internal nuclei (myophagia).
Fiber contractures, fatty degeneration fields, fibrosis interstitium, signs of axonopathy of intramuscular neural
conductors were characteristic. Arteriolar vessels were spastic, with massive t. media and fibrotic t. adventicia;
venular - dilated, thin-walled, which determines hemorrhage. Duchenne's myodystrophy is the most severe
pathology, for which the most expressed fatty degeneration and sclerotization of muscle tissue, perimisial vessels.
To solve this problem, it is necessary to integrate geneticists, biochemists, molecular biologists, pharmacologists,
histologists.
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HeﬁpOMBIHICIIHBIC 3a00JICBaHUS - BTO TCTCPOrcHHasA B KIMHUKO-TCHCTHUYCCKOM acCIICKTC

rpynmna HACJIEICTBEHHBIX 3a0o0JIeBaHuUH, XapaKTepU3yIOLINXCS MIPOrpecCcupoOBaHUEM



MAaTOJIOTUYECKOTO MPOLecca U MPUBOASIINX K MHBATUAU3ALMH. [[pUunHON SABISIOTCS T€HETHYECKU
oOycnoBieHHble JedeKThl MeTaboJan3Ma WM CTPYKTYPbl MBIIIEUYHON TKaHU, NPUBOASIINE K
aTpoduu MBI, Pa3pacTaHUIO COCAUHUTEIHHOW TKAaHW W YBEJIMUYEHHUIO JIOJIU KUPOBOM TKaHU
(ncesmoruneptpopdum) [1]. JloCTHTHYTHI ycHeXd B BBHISBICHHM NPUYUHHBIX TCHOB,
middepeHIMauy  pa3IudHbIX GOpM W B pACHIMPEHHH IMOHWMAHHS IaTOTeHe3a, IMPH STOM
MBIIIICYHAsI TTATOJIOTHSI UTPAET BaXKHYIO poJib [2]. Hambomnee pacipocTpaHeHHON SBIsSETCS TSKEMast
¢dbopma muoguctpodun Hromena — 9,7 no 32,6 cnydas Ha 100.000 HaceneHus: mysxckoro mnona [3].
[omynaumoHHas 4acToTa Mporpeccupylomneld MelmeuHoi aucrpodun Ipbda-Pora cocrasnser 1,2-
2,5 cnyuas Ha 100.000 nacenenusi [4]. YacToTa BCTpEeyaeMOCTH IUICYE-JIONATOYHO-THIICBOM
muoguctpodpun Jlanmysu-Jlexxepuna coctaBiaser 2,9 cioyudas Ha 100.000 nHacenmenus [5].
[TapaBepTeOpanbHBIM MBIIIIAM OTBOJUTCS BaKHEWIIas pojib B MOJACPNKAHUH (PUIUOIOTUUECKOM
(OopMBI TIO3BOHOYHHWKA W B Pa3BUTHH €r0 NATOJOTHYECKUX cocTosHui [6]. ITIpoBomsrcs
MHOTOYHCIICHHBIE  DIIEKTpoMHOrpaduueckue  wuccienoBanust [7], pabOoOThl,  yTOUHSIONIHE
Mopdooruueckre U QpyHKIMOHAIbHbIE U3MEHEHUS MTapaBepTeOpaIbHBIX MBI Y JaHHOM IPyIIIbI
0o1bpHBIX [8; 9]. HecMOTpsl HA MOYTH BEKOBYIO UCTOPHIO M3YUYEHHS] MHOIUCTPOGUH, BOIPOCHl UX
[IaTOT€HE3a, TOCTOBEPHOM TUArHOCTUKY U JIEYEHUS OCTAIOTCS AKTYaJIbHBIMU.

[enp paboTbl — NATOTMCTONOTMYECKAsl XapaKTEpPUCTHKA MapaBepTeOpaIbHBIX MBI
MAIMEHTOB CO CKOJIMO030M, 00YCIIOBICHHBIM EPBUYHBIMU MTPOTPECCUPYIOLIUMU MUOTUCTPOPUIMHU.

Marepuanbl U MeTOAbl HMcciaeAoBaHus. lccienoBaHbl MHTpaoNepalMOHHbIE OUONTATHI
MBIl CHOUHBI MAIMEHTOB C TMEPBUYHBIMU MBIIICYHBIMU aucTpodusamu: 1) X-cuerieHHas
muoauctpodust Tsokénor popmel Tun Jromena (n=7); 2) ayTOCOMHO-PEIECCHBHAS MBIIICYHAS
TUucTpodusi, JomaTodHo-0eapensii Tun Dpba-Pora (n=2); 3) nwmie-ionaToyHo-mieueBas (opma
Jlanaysu-Jlexxepuna (n=2). C 1enpio NMpoBEACHUS THCTOJIOTMYECKOTO aHalM3a MBIIII TaIlMeHTOB,
OTIEPUPOBAHHBIX MO TOBOAY CKOJIHOTHYECKOW JedopMaiui, OCYIIECTBISUIM SKCIHU3HOHHYIO
Oouoncuio mapaBepTeOpaabHBIX MBI, MPHICKAIMX K OOJACTHM OCHOBHOW IYI'M HCKpPUBJICHHUS
MO3BOHOYHWKA. Marepuan ¢uxcupoBamm B 10%  HelTpanpHOM  QopmanmHe, TOCIE
TUCTOJIOTHYECKON MPOBOJKU 3anuBaiu B mapadus. M3rotaBiauBaiu cpesbl, UCHOIb3YS MUKPOTOM
Bromma-2218 (LKB, IllBeuus), okpaiiBaiu TeMaTOKCUIMHOM U 203MHOM, 1o BaH-I'n3ony,
TPUXPOMHBIM MeToJ oM 10 Maccony. Ilpenaparsl nccienoBanu NOCPEACTBOM CTEPEOMUKPOCKOIA
AxioScope.Al u mudposoit kamepsl AxioCam (Carl Zeiss Microlmaging GmbH, ['epmanns).

Pe3yabTarbl HcCIe0BAaHUST M UX 00cCyxaeHHe. B KIMHUYECKON KapTHHE MAIMEHTOB
npeobiasian BsUIbl yMEpeHHBIH Napanape3 U MpOorpecCUpYIOUi TpyJoNOsSCHUYHbIN ckoiano3 IV
crerieHd. B OuorncuitHOM MaTepuasie MBIIII MAIUEHTOB ¢ Ooyie3Hbi0 [lfomieHa ObUIM BBISBICHBI
TUCTOJIOTMYECKHUE MPU3HAKU MaTOJIOTMYECKOTO MPOLecca pa3IudyHON CTENEHU BBIPAKEHHOCTHU: OT

Ha4daJIbHBIX CTaI[I/Iﬁ ACr¢HCpalli MBIINICYHBIX BOJIOKOH CO CBETJIBIM OPCOJIOM O0 (baKTI/I‘IeCKOFO



OTCYTCTBHUSI BOJIOKOH C 3aMEIICHHWEM WX Ha JKHPOBBIE W COCAMHUTEILHOTKAHHBIC KOHIIIOMEPATHI
(puc. 1). Mpimeunple BOJIOKHA HE HIACHTUPHUIMPOBAINCH IO META0OJUYECKHM THIIaM,
yTpayrBaach MOJUTOHATBHOCTh MPOQUICH, MIMPOKO BaphbUPOBAIM IUAMETPHI BOJOKOH, Spa
3a4acTylo JIOKAIU30BAINCH B LIEHTPE, HAOII01aI0Ch MCUE3HOBEHUE TIONIEPEYHON UCUEpUYEeHHOCTH. B
OTHOCHTEIIFHO COXpaHHBIX ()parMeHTax MBI HAOMIOAATNCh MBIIICYHBIE BOJOKHA CO
CKOIUIGHUSMU fJ€p B IEHTPE IMUTOIUIa3Mbl, YTO MOIJI0O OTpa)kaTb B TOM YHUCJIE BTOP)KEHHE
MakpogaroB (Muodarus) (puc. 1 a). B npyrux ¢parmenrax MblieyHas TKaHb coctosiia Ha 50% u3
a/ITIOLIUTOB, B COXPAHMBIIMXCS IYYKaX MBIIICYHBIX BOJIOKOH OTMEYAJICS YCHUJICHHBIA (hubpo3
SHIOMH3HS, YTO XapaKTEPHO IS BPOKACHHBIX MBIIIEYHBIX nuctpodumii (puc. 1 6). B tperpux —
npeolagany mojs KUPOBOil JUCTPpoPuH ¢ pparMeHTaMH COETUHUTENbHON TKaHU U OCTaTOYHBIMU
MBILIEYHBIMU BOJIOKHaMU (puc. 1 B). HaGmionanuce BOJIOKHA B COCTOSIHMM MILEMHH, KOTOPbIE IpU
okpacke 1o MaccoHy nproOpeTanu CuHH 1BeT (puc. 1 r), BHyTpUMBIIICYHbIE HEPBHBIE CTBOJIMKU
C MpU3HaKaMH akcoHomatuu (puc. 1 a). ApTepHOISIpHBIE COCYIBI OBUIM HEPEIKO C YTOJIICHHON
cpemHe  00osoukoi, (GuOpozoM amaBeHTUIIMATBLHOTO ciosg. Cocyasl BEHO3HOTO 3BEHA
paclIupeHHble, TOHKOCTEHHBbIE, YTO OOYCJOBIMBAJIO TE€MOpPparud, OTMEYaJIHCh (PArMEHTHI

MMMYHHOT'O BOCTIAJICHUSI B MBIIIIEYHON TKaHU (puc. 1 ).

Puc. 1. bonesus /lrowena. @pazmenmol napaeepmedpaibHblX MbIUY. d — MHOMCECBEHHbLE

BHYMpeHHUe 0pa, GbIPANCeHHbI PudPo3 dHOOMU3US, 6 — MenKue ampoduyHble MbIULYDL,
JIUNOMAMO3 CKeeMHOU MblUYbl, 8 — OCMAMOYHble MblUleUHble B0N0OKHA, NOJISL HCUPOBOLL
oucmpoguu u coeOUHUMenIbHOMKAHHbIE KOH2LOMEPAmbl, & — KOHMPAKMYPHO USMEHEHHbIe
B0JIOKHA, (hpazmenmpl 8 COCMOSHUU UeMUU OKpauensl 8 cunuii no Maccowny; 0 — HepaHblil
CMBOAUK C NPUSHAKAMU AKCOHONAMUU, € — UMMYHHOE 80CNnAeHue ckeiemHou muviuysl. OKpacka:
a, 0 — nukpoghykcurnom no Ban I'uzony; 0, 8, € — 2eMAmMOKCUNTUHOM U DO3UHOM, 2 — MPEeXYBEMHAas
oxpacka no Macony. Yeenuuenue: x200; 6, 6 —x78,8.



Muoguctpodust Dpda-Pora Takxke MMeEET 3I0KaY€CTBEHHOE TeUEHHE, ¢ 1e0r0TOM B 3-6 JIeT.
OCHOBHBIE paHHHME KJIMHUYECKHE NMPHU3HAKH - 3TO MOPAXKEHUE MBIIII] Ta30BOI'O WJIM IUIEYEBOIO
nosica, MEXKJIONAaTOYHOM 00JacT C TMOSBIEHUMEM KpPBUIOBHHBIX JIOMATOK, OCHMHON Tanmuu. Ilpu
THCTOJIOTUYECKOM HCCIICIOBAHUM MBI CIHMHBI HAOMIOAANUCh IMPEUMYIIECTBEHHO OKPYTJIbIe
po I MUOLIUTOB, OTMEYAIICh BOJIOKHA B COCTOSIHMM HE0OpaTUMBbIX KOHTpakTyp III-IV crenenn
(puc. 2 a), pa3nuuHble CTaJHUU JIET€HEpallMd BOJIOKOH C IpeoOpa3oBaHUEM B JIMIOLUTHI, MOJIS

XKHUpoBOH nuctpoduu (puc. 2 6, B).
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Puc. 2. Muooucmpodghuss Opba-Poma. @paemenmovl napaghunosulx cpe3os napasepmedpaibHbixX
MBIWY: A — KOHMPAKMYPHO USMEHEHHble MblUledHble 80JIOKHA,
0, 8 — IUNOMAMO3 CKeIeMHOU MbluYybl, NoJs aounoyumos. OKpacka 2emamoKCUuIuHoOM U

s03unom. Yeenuuenue: a, 6 —x200; 6 —x78,8

B ximHuYeckoil kapThHe TAanMeHToB ¢ Oone3nblo Jlanmysu-JexepuHa arpoduu
JIOKANM3yI0TCs B 00JacTH MHUMHMYECKOW MYCKYJIaTyphl JIHMIIA, JIOMATOK, IUied. [ 'McTonoruyeckue
KapTUHBI MapaBepTeOPATHLHBIX MBI OTIUYATUCH Pa3HOOOpa3ueM: BOJIOKHA B HAYaIbHOW CTaJHH
KUPOBOH JETEHEpAIMi C OPEOJIOM ¥ MHUHHMAIBHBIMH SHIOMHU3UAIBHBIMU MPOCIIOKamMu, Guopo3
MHTEPCTUIIMATBHOTO MPOCTPAHCTBRA, MO KUPOBOH Auctpoduu (puc. 3 a). Cocyasl apTepruaibHOro
TUMa C MAacCCHBHOM cpeaHell o00ojoukoil ©  (UOpO30M  AJABEHTUIMAIBHOIO CJIOS  CO
CITa3MHUPOBAHHBIMU TPOCBETAMHU W TOHKOCTCHHBLIC PACIIUPCHHBIC COCYAbl BCHO3HOI'0 3BCHA
o0ycioBIMBaIM TIOBCEMECTHBIE Temopparuu (puc. 3 a, 06). HabGmroganuch KapTUHBI UMMYHHOTO

BOCITAJICHUA, HCPBHBLIC CTBOJIMKHW C IIPpHU3HAKAMU YaCTUYHOMU AKCOHOITaTUH, HCPBHO-MBIIICYHLIC

BepeTéHa 0e3 BUAUMBIX H3MEHEHUI CTPYKTYpHI (puc. 3 B).




Puc. 3. Fonesnv Jlanoysu-/lesxcepuna. @azcmenmol napaghurnosulx cpezos napasepmedpaibHbIX
MY A — NoJe HCUPOB8oU OUCmMpoduu 80I0KOH (cresa), pubposuposanuwslii cocyo
apmepuanbHO20 36eHa (8 yeHmpe), n08cemMecmuo 2emoppazuu; 6 — apmepuanbhblii cocyo ¢
ymonwennou t. media, moHKOCMEHHbI 6eHO3HbIU COCYO, 8 — HEPBHbIL CMBONUK C NPUSHAKAMU
Yacmu4HoOU aKcoHonamuu (8 yeHmpe), COXpaHHoe HepeHo-MbluleyHoe gepemeHo (enu3y). Okpacka:
a — mpéxysemmulii Memoo no Maccony, 6 — nukpoghykcunom no Ban ['uzony; 6 — cemamoxcununom

u 203uHoM. Yeenuuenue: a —x78,8; 6, 6 —x200

W3BecTHO, YTO Ha paHHHUX CTagusX 3a00JeBaHUS MHOTUCTPO(UU XapaKTEPU3YIOTCS
HecrienM(pUIeckuMu  AUCTPOGUUECKUMHA HM3MEHEHMSAMH, BKIIOYas YyBEIWYCHHE BapuaOeIbHOCTH
JMaMETPOB MBIIICYHBIX BOJIOKOH, OYard HEKpo3a W PEereHepaluy, THATMHHU3AINIO0, YBEINYCHHE
qycia BHYTPEHHHX S/I€p, PacLICIUICHHE BOJIOKOH, BOCTIAJIMTEIbHBIE W3MEHEHHSI U MPU TSKEIOM
TeUYeHUHN 00JIe3HH OOHAPYKWBAIOTCS JIMIIb €IUHUYHBIE aTpO(UYHBIC MBIIICYHBIE BOJOKHA CPEIU
OOIIMPHBIX pa3pacTaHHUi KUPOBOU M coeAMHUTENbHOM TKanu [10; 11]. UTo umeno MecTo B Halem
UCCIICIOBaHNH, KaK OOLIMPHBIC TIIOJIS1 JKUPOBOW JETeHEpallid, BHYTPEHHHE Spa, KapTHHEI
muoarun. Iurtata: «Belpaxkennas artpopuss u runeprpodus, MOXKET OBITh HEKpO3 U
BOCHIAJINTENIbHASL peakius (B Havane Oose3Hn). OOMMpHBIE TIONS CKIIEPO3a, COXPAHCHUE
pereHepaTUBHBIX TPOILIECCOB MBIMIEUHONM TKaHu. Jlumomaro3 (dhopma MepOu). BripakeHHBII
¢bubpo3 (Porrayda-MopTthe-betiepa). MHOrouncaeHHbIE BAaKyOIHM3UPOBAHHBIC MBIIIEYHBIC BOJIOKHA
(mucranbHast ¢opma)» [12]. HmmyHorucroxumus ucHoib3dyercs Ani auddepeHnanbHOR
JIMAarHOCTHKH, OCOOCHHO B PEIECCUBHBIX (hopMax, Ile MOXKET ObIThb 0OHAPYKEHO OTCYTCTBHE WU
YMEHBIICHUE dKcIpeccuu Oenka. HekoTopeie MbleuHbie TMCTPOQHUH BBI3BAHBI Ae(EKTaMU T€HOB,
KOJIMPYIOIINX CapKoJIeMMaJIbHbIE O€JIKHU, IPYTHe BhI3BaHBI AeeKTaMu OCITKOB sSIepHON MeMOpaHBbI
wu pepmenTtoB [1]. B nentpe no usydenuto Heiipomsinieynsix Ooneszneit (Washington University)
M3yYEHBl YIbTPACTPYKTYPHbIE U3MEHEHHs MBIIII] NpH Oone3Hu /[liomieHa: B Hayalie pacIiupsiercs
CapKOIUIa3MaTHUECKUH PETUKYIIYM, MEK(PUOPMIITSIPHBIEC IPOCTPAHCTBA, B KOTOPHIX YBEIHYNBACTCS
KOJIMYECTBO TJIMKOTCHA, IMOSBISIIOTCA OYaru JACCTPYKIMH MHOGUOPHIUI, MEpeMemaoTcs sapa B
HeHTp BosiokHa [9]. B mozaneit cragum 6one3Hu MHOQHOPWILIBI MOABEPraroTCsl (parMEeHTANH U
JIe30pTaHu3allii, MUTOXOHJpUM HaOyxmme, T-cucrema pacummpeHa. B ¢unane Mblmednsie
BOJIOKHA YIUIOTHSIFOTCS, OKPY)KalOTCSl THAJHMHOMOJOOHBIM BEIIECTBOM, MOSBIISIOTCS Makpodaru
BOKPYT HEKPOTH3HPOBAHHBIX BOJIOKOH, MHOXECTBO JINTIOIIUTOB.

B mpoBemeHHOM wuccnenoBaHWM — HAOMIOJANNCh  OMKMCAaHHBIE  BBINIE  (DHHAIBHBIC
THCTOJIOTHYECKUE KAPTHHBI: Makpodaru BOKPYT HEKPOTH3HMPOBAHHBIX BOJIOKOH (MuOdarus),
MHOTOYHCIICHHBIE JINTIONUTHI, CYIIECTBEHHBIC IUIONIA/IN KUPOBOK TUCTPO(UH, a TAaKXKE pa3THIHbIC

3Tamnbl MPeoOpa3oBaHMsI MBIIIEUYHBIX BOJOKOH B JKHpOBbIe KieTku. HaOmromaBminecs cocy[ibl



apTepUaJIbHOTO 3BEHA C YTOJIIEHHOW CpelaHe OO00JI0YKON, BEpPOSITHO, MOXHO OOBSCHUTH
CKJIepoTH3anuen cocyaucton crteHku kosutareHoMm tuma I, III, IV, xonnarenom p-N Ttumna I, III u
¢ubponexktunom. Tak, mo manueiM Foidart M. et al., pacnpenenenue kosutareHa Tumos [-IV u
(UOpOHEKTHHA B CKEJIETHBIX MBIIIIAX YEIOBEeKa M3ydaad C TMOMOIIbI0 UMMYHO(MDIYOPECIECHIIUU C
WCIIOIb30BAaHUEM OYMIICHHBIX aHTUTEIN K 3TUM Oenkam [13]. B HopmanbHOM MbIne kojuiareH | u
III tumoB, p-N kostaren I u III, GUOPOHEKTHH JOKAIM30BAIKCH B SHIOMHU3HH M TEPUMHU3HH.
Konnaren tuma IV Obut nokanu3oBaH B 6a3anbHON MeMmOpane, kojutareHa Il tuma we Obuto. [lpu
Muoauctpodun JlromeHa U AepMaTOMUO3UTE/TIOTUMHUO3UTE YTONIIEHHE CTEHOK apTepUATbHBIX
COCYJIOB B MIEPUMU3UU OBLIO CBsi3aHO ¢ HakoruieHneM kosutareHa I u I1I Tunos, p-N komnarena I, 111
TUTIOB, (UOpOHEKTHHa, a Takxke KoymareHa tuma IV. He Obl10 BBIABICHO HHUKAKOTO
cnenuguUeckoro mnpu 3a00JIeBaHUSIX HAKOIUICHHMS KOJIJIareHa, a 3aMETHO YBEJIMUYEHHBIH (udpo3
SHJ0- W mnepummusus coctosn u3 kojuiareHa tunoB I wm III, xommarema p-N tumos I, I mu
¢ubponextuna [13].

HopMmanbHoe GyHKIIMOHHPOBAaHKE MOMEPEUHO-TI0IOCATON MBIIIIBI OMPENEsIeTCs] B IEPBYIO
ouepelb B3aUMOJICHCTBUEM TPAHCMEMOPAHHBIX HOHHBIX MOTOKOB U COCTOSTHUEM HMOHHBIX KaHAJOB.
VYcraHOBIEHBI MOJEKYJSIPHBIE MEXaHM3MBbI MOBPEXKACHUH, JekKallle B OCHOBE HACIEICTBEHHBIX
HEUPOMBIIICYHBIX IUCTPOPUH, OOYCIOBJICHHBIX MYyTallUIMH T€HOB HOHHBIX KaHAJIOB (KaHaja
XJIOpU/a, HaTPUEBOTO KaHaJIa, KaJbIIMEBBIX U HECKOJIBKO KAJIMEBBIX KaHAJIOB) — KaHayonatuu [ 14].
CoBpeMeHHbIE HCCIENOBAaHUS JAlOT HMH(QOpPMAIMIO O CBSI3M MYTaHT-UOHHBIX KaHAJOB C
GyHKIIMOHANBPHBIMU ~ eeKTaMU, WX BIUSHUE Ha MBIIICYHYI0 BO30YyJIUMOCTb, a TaKke
CTpaTEernyecKue MOIX0/Ibl K TEPAMUH MBIIIEYHBIX TUCTPODUH.

Jlnst Oone3nu JlromeHHAa XapakTepHa MPOTpeccCUpyromas IUCTPO(GHS MBI, TEYCHUE
OBICTPO MpOTpeccUpylollee, KOHTPAKTYpPhl CYCTaBOB, KOTHUTHBHble HapymeHuss B 70%,
kapauonatuu [3]. [lpuunnHoi 6one3nu [rormeHHa sBIseTCsS MyTalus B TeHe Oenka AucTopduHa,
paHHASI TUAarHOCTUKA M JICYEHUE MO3BOJIAIOT YIYUIIUTh KauyeCTBO JKU3HU nanueHToB. Haznauyaercs
MMMYHOIJIOOYJIMH Y€JI0BEKa, B Pe3yJIbTaTe HApacTaeT CHJIa MBIIIII, YBEIMUYUBAETCS IEPEHOCUMOCTD
dbuznveckux Harpy3ok [15; 16]. IIpu cpaBHeHnn 3 PeKTUBHOCTH MPETHNU30I0HA U AedIrazakopTa y
JeTei ¢ MBIIIEYHON nucTpoduelt moka3aHo, 4TO (PYHKIMS MBI TpU Teparuu MpeJHU30JI0HOM
OblLy1a MydIiie, HO BeC ITUX JeTei Bo3pacTaln B 3 pa3za [17].

Muonuctpodus Dpba-Pora — KOHEUHOCTHO-TIOSICHAST MBIIIEYHAS TUCTPODUS, HAYATbHBIMH
CUMITOMaMH SIBIISIIOTCS MBbIII€YHAs! CJ1a00CTh, MATOJOTHYECKas MbILIICUYHAs YTOMIISIEMOCTb IPHU
(bu3nueckoil Harpy3Ke, KOHTPAKTYPhI CYCTaBOB, HEPEIKO Pa3BUBAIOTCS OBICTPO MPOrPECCUPYIOIINE
nHeBMoHMM [8]. JleyeHuMe CHUMOTOMATHYECKOE W HAIPaBJICHO HAa YMEHBIIEHUE CKOPOCTH
nporpeccupoBanusi. Mcnonb3ytor Butamunsl rpynnsl B, Butamun E, AT®, skcrpakt anos, ATO,

THOKTOBYIO KHCJIOTY, pUOOKCHH, aKTOBETHH, BaykeH Maccax, JIDOK.



bonesznp Jlannysu-/lexxeprHa CONPOBOXKIAETCA IOBBILICHUEM YPOBHS KpEeaTMHUHA U
aMUHOKHCIIOT B MOYe€, HEJIOCTATOYHOCThIO (depMeHTa KpeaTuHPOChOKHHA3bl. B HEKOTOPBIX
CIIy4asiX OCYIIECTBISIETCS TeHEeTHYECKHIl aHanu3 OHOINCHMHHOrO MaTepuajga B MecTax aTpoduu
MBIIICYHBIX BOJIOKOH, T'MCTOJIOTUYECKOE HCCIIEIOBAaHHE BBISABISICT LIEHTPAJIbHOE PACIIONOKEHHE
siIep W BaKyoJeH, OOpaMJIGHHBIX MATOJIOTHYECKOW KailMOM, MOXKET HaOJIIOAaThCsl TOBBIIIICHUE
AKTUBHOCTH JIAKTaTACTHAPOTEHAa3bl, ajabJojia3bl U KpearTuHkuHaszbl [18]. MccnemoBanusiMu Ha
TeHEeTUYECKOM YpPOBHE BBISBICHO, YTO TMAaTOJIOTHS OOYCIOBJI€HA HEBO3MOXHOCTHIO CIUSHUSA
MHOOJIACTOB € TMPE/CYIIECTBYIOIIMMHI MBIIICYHBIMA BOJIOKHAMH Ha 3aBEPINAIOIIMX H3Tamax
pereneparnyu [19]. Yerex nedenus 00JIe3HH 3HAYUTEIIBHO 3aBUCUT OT YEJIOBEKA: ero o0pa3a KHU3HH,
XapakTepa MUTaHus, peKuMa CHa U OTAbIXa. DTHOJIOTUYECKOTO JieueHus: Muoauctpoduu Jlanmaysu-
JlexxepuHa He CYIIECTBYET, OCTAeTCsl PacCUMTHIBaTh Ha OyAyIIHe Te€HETUYECKHUE TEXHOJOTHUU H
pa3paboTKu B 00JIACTH MOJICKYJISIPHOM TeHETUKHU.

CoBpeMEeHHBIE METOIBI JICUCHHSI BPOKIACHHBIX MBIIICYHBIX TUCTPO(UI HampaBIeHBI B
OCHOBHOM Ha IMOJJEP>KUBAIOIIYIO TEPANUIO, TEM HE MEHEE BBISABIICHBI MOJEKYJISIPHbIE MEXaHU3MbI
MaTOreHe3a HECKOJBKUX THUIOB BPOXKAEHHBIX MHOTUCTPOGUN M MOKAa3aHO, KaK TH MEXaHHU3MBI
MOTYT OBITh UCIIOJIB30BaHBI B Tepanuu [20].

3akarouenue. B pesynbrare wuccienoBaHus OWONCHMHOTO MaTepuana MalUueHTOB C
MPOrPECCUPYIOIUMHU  MBIIIEYHBIMU  AUCTPOPUIMHU BBISIBJICHBI MaTOTUCTOJIOTHYECKHE
XapaKTepUCTUKHU TMapaBepTeOpaNbHbIX MbII. [Ipodunan MbIIEYHBIX BOJIOKOH C YTpaueHHOM
MOJINTOHAJILHOCTHIO, TIOBBIIIICHHONW BapHATUBHOCTBIO JAMAMETPOB, HEHTPATbHO JOKAIW30BAHHBIMHU
snpamu. Hepenku BOJIOKHA ¢ TpPU3HAKAMH HEOOpPATHMBIX KOHTPAKTyp, MUO(Aruid, KapTHUHBI
MOCTENICHHOTO TIEPEPOKACHUSI BOJIOKOH B aTUIOIUTHI, OOIIMPHBIC TOJS >KUPOBOW AMCTPOGUH,
CyLIECTBEHHBIH (UOPO3 MHTEPCTULHMATIBLHOTO MPOCTPAHCTBA, AKCOHOMATHUS BHYTPHUMBIIIEUHBIX
HEpBHBIX NPOBOAHUKOB. CoOCyAbl apTEepHAbLHOTO pYyClIa HEPEAKO C CYKEHHBIM IPOCBETOM,
¢ubpo3upoBanneiMu t.media wu t.adventicia. W, HampoTuB, coCyIasl BEHO3HOTO 3BEHA
MOJTHOKPOBHBIE, TOHKOCTEHHBIE, YTO TIPEAIOJIaraeT BBICOKYIO HMX IPOHUIIAEMOCTh W, BEPOSTHO,
MOXXET OOYyCIIOBIMBATb MHOKECTBEHHbIE TE€MOpparM B  MEXKJIETOYHOM IPOCTPAHCTBE.
BoisiBneHHble TpHU3HAKM BeCchbMa OJHOTHIIHBI B  TPEACTaBICHHbIX Muoauctpodusx. Ho
muomuctpodus Jlromena sBisercs Hanbosee THKEION MaToNOTHel, Mpu KOTOPOH MaKCUMAalbHO
BBIpA)KEHA JKMPOBasi JICTCHEpAlrs W CKJICPOTH3AIMsS MBI, COCYAOB Nepumusus. s penieHus
JAHHOHM TIPOOIeMBbI HEOOX0IMMa WHTETPAIUs TEHETUKOB, OMOXUMHKOB, MOJICKYJIIPHBIX OHWOJIOTOB,

(I)apMaKOJ'IOl"OB, THCTOJIOTOB.
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