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C paznuynvimu (opmamu HepeHO-MbluleuHblX 3a0601esanuti 8 omoenenue nayuenmvl nocmynanu 238 pas. Ilpu
amom Ouaznocmuposarno 122 cryuas eocnumanuzayuu ¢ OUasHO30M npozpeccupyroujeil mviuieynou oucmpoguu (51
nayuenm). Cpedu nayueHmos ¢ npoSpeccupyoumumy MbIUeyHbIMU OUCMPODUAMYU NPeodIadarom 6OIbHbIE U3 FOHCHBIX
meppumoputi pecnyoiuKy, Ymo coomseemcmeyenm pacnpedeieHuio Hacenenus no meppumopuam. Ommeyvaemcs 0oc-
mogepHoe npeobnadanue p<0.05 myorcuur cpedu nayuenmos. Hamu He bisi61eHO 00CMOBEPHBIX PAIULULL NO KIUHU-
4ecKUM NPOSIGIEHUAM CPeOU PA3IULHLIX NO NOLY U PALIOHY NPOJICUBAHUS SPYNN, OOHAKO IMOM ACheKm mpebyem 0ab-
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OO1ee koaM4eCTBO OOJBHBIX C HACIEICTBEHHOII mMaro-
JIOTHeH 3HaYMTEIBHO BapbHPYET B Pa3iIMYHBIX BO3PACTHBIX,
HAIMOHAIBHBIX M OTHUYECKHX Tpymmax. B nerckux crammo-
Hapax pa3BUTBIX cTpaH 25-35% Koek 3aHATHI MalCHTaMU C
HaCJIeCTBCHHbIMH 3a0oneBanusamu [8, 9, 10, 11, 12]. Muo-
[aTHU U IPOTPECCUPYIOIIHE MbILICYHbIE JTUCTPODHU SBIIS-
I0TCS HAaCTIEACTBEHHBIMHU MPOTPECCUPYIOIINMH MBIIIEUHBIMU
JIeTeHePaTUBHBIMH IIPOLIECCAMH, HO PA3JIMYAIOTCS 110 CBOMM
KIMHIYECKUM U ITaTOJIOTMYECKUM IIPU3HAKaM U TUITy HacIe-
nosanus [1, 2, 3, 4, 5, 6]. be3sycioBHBIIT HHTEpEC MpeacTaB-
JISeT W3y4eHHe 3Toi marojoruu y xureneil Kpaitnero Cese-
pa, Tae K afanTallMOHHBIM CHCTEMaM OpraHU3Ma, MpebsiB-
JISTFOTCS TIOBBIIICHHBIC TpeOoBaHus [7].

Llenpio HacTosmel pabOTHI SBISIICS SHMHIEMHOIOTHYE-
CKU aHaJIM3 M KIMHUYIECKOE MCCIICOBAHNE IIPOTPECCHPYIO-
meid MpimeyHoit auctpoduu B PecmyOmuke Komm. Abco-
JIOTHOMY OOJBIIMHCTBY 3THX MAalMEHTOB OOCIIENOBAaHHE U
JICYCHHE MPOBOAUTCS B HEBPOJIOTMYECKOM oTxeneHnn Komu
peciyOauKaHCKOH GONBHUIBI. MEeTOoIOM CIUIOIIHOTO HCClle-
JIOBaHUSI HaMH OBUIM IPOAHAIM3UPOBAHEI BCE JaHHBIE I'OC-
MUTATH3AUUA OOJTBHBIX MPOTPECCHPYIOLIEH MBIIIEYHON TUC-
Tpoduei (Kak mpaBuio, AMarHOCTUpOBajiack popma Opbda) B
HeBpousorndeckoe oraenenue I'Y PK «Komu PecryOnnkan-
ckast 6onpHMIIAY 32 neprox ¢ 1998 mo 2005 roxsr u obcne-
JIOBaHBI MAIUEHTHI, TOCITUTAIN3NPOBABIINECS BO 2-M IONY-
roguu 2001 r. — 1-m nomyroauu 2006 1. B ycnoBusix HeBpo-
JIOTUYECKOTO OTAENEHUs] TMalMeHTaM MPOBOJMIOCH KOM-
IUIEKCHOE O0O0CIe/JOBaHUE: OIIEHUBAJICSI COMATHYECKHH U
HEBPOJIOTHYECKUH CTaTyC, H3y4aInCh ONOXUMHYECKHE TT0Ka-
3aTeJH, IPOBOIMIIOCH IEKTPOPU3INOIOTHIECKOE HCCIe0Ba-
HHE, HHEBMOMEANACTHHOTpadus, MarHUTHO-PE30HAHCHAS
Tomorpadus cpenocrenus u ap. [1, 8, 11]. B psane ciyuaen
BBIMONHsIack Ouorncus Mei. [Tomo6HOe mccnenoBanue B
pecny0irKke paHee He IIPOBOANIIOCH.

C pa3nuuHBIMA (OpMaMH HEPBHO-MBIIIEYHBIX 3a00JIeBa-
HUH B OT/IeJIeHNE 3a yKa3aHHBIN IEPHOJ Ma[UeHTHI II0CTyHa-
1, B o0mIei ciaoxknoctH, 238 pa3. [lpu aToM muarHocTupo-
BaHO 122 ciryyast TOCIMTAIM3aLUH C JUArHO30M IIPOTPECCH-
pytowel MeiedHoit aucrpoduu (51 mamment), 92 ciydas
TOCTIUTAIN3AUH C JUAarHO30M MHAcTeHHs (35 MmanueHToB),
14 cimyyaeB MHUOTOHMM U TOJbKO 10 ciydaeB CHMHAIIBHON
aMHOTPO(UH B3POCTBIX.

ITo maHHBIM pecyOIHMKaHCKOTO OTAEIECHHs HEBPOJIOTUH
YHCIIO MY)KYUH CPEeIY OCIUTAIN3UPOBABLINXCS MALUSHTOB
C MPOTPECCUPYIONICH MBIIICYHOH AUCTpOodHUEH MpaKTHICCKU
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B 1,43 pa3a mpeBblmaeT 4ucio xeHIH. CpeqHuil Bo3pact
OOJNBHBIX C MPOTPECCHPYIOIICH MBIMICYHON TUCTpodHeh
32,140,7 rona. CpeaHsis JUIMTEIBHOCTh NPCOBIBAHUS B CTa-
unoHape cocrasuia 19,8+1,2 koiiko-nueil. HacnencrBennsiii
aHaMHe3 OTArouieH OoJiee, YeM Yy TOJIOBHHBI AIUEHTOB (26
yenoBek). OTMETHM, YTO MPAKTU4ECKu B 2/3 ciaydaeB 00Jb-
HBIE C MPOrPECCUPYIOIIEH MBIIEYHOW IUCTPOdHUEH — 3TO
HepaOoTarolye HanueHTsl (MHBanuAbl). JlocToBepHO darie
p<0.05 B oTHeneHNE TOCIIUTAIN3UPYIOTCS JKUTEIH I0XKHBIX
Tepputopuii pecrryonmuku (78,7% oOmero 4mcia ciaydaeB
rocriuranu3anun). JKuremu TeppuTopHui, MPUPaBHEHHBIX K
paitonam Kpaiinero CeBepa, rocHUTaIN3UPYIOTCS TOJBKO B
14,8% cnydaes, a xurenu paiioHoB Kpaitnero Cesepa — B
5,7% ciyuaeB. C OHOM CTOPOHBI, TaKO€ pacIpeielIcHUue
OTpakaeT U paCIpeneNeHHe HaceJeHHsS II0 TEPPUTOPHIM
Pecny6nuku Komu, Gombiast yacTe KOTOPOTO MPOXKHUBAET B
I0XKHBIX paiioHax. C apyroil CTOPOHBI, OHO MOXET SIBISTHCS
oTpakeHHeM OOoJbIIeH IOCTYIHOCTH CHEeLMaIn3UPOBAHHON
MEJUIUHCKONH MOMOINY JKUTEISIM IOXKHBIX TEpPUTOPHI
(mockonbKy T. CBIKTBIBKAp TAaKXKe pAacHONOXKEH B IOKHOI
YacTH pecIryOIIuKn).

Hamu npoananuzuposano 20 ucropuii 60o5e3Hu u odcie-
JIOBaHbI MalUEHTHI, TOCIUTAIN3HNPOBABILINECS B PecIryOIu-
KaHCKOE HEBPOJIOTHYECKOE OTACNICHHE B TEUECHHE S5-TH JIET.
Bce obcnenoBaBmuecs B OTAEICHUH MAlUSHTHI MPEIbIBIIS-
0T XaJo0bl Ha ciaabocTh MeIm. [Ipu sToM Ha crmabocTs B
HOTrax »KayloTcs Bce 00cIe0BaHHbIE, TOT1a Kak claboCTh B
pykax otmedaeT y cebs 85% OonbHBIX. bomee moaoBHHBI
o0cnenoBaHHbIX (55%) OTMEYArOT YTOMIISIEMOCTh MBIIIII.
Hapymenne Xons0OBl M OTpaHMYEHHE JBIDKCHHH OTMEYEHO
npumepHo y 1/3 oOcnenoBaHHbIX. C1abOCTh JIMIIEBOH MycC-
KyJIaTypbl M IIATKOCTh OBIIM OTMEUCHBI TOIBKO y OIHOMU
MALUEHTKH.

U3 00BEKTUBHBIX CUMIITOMOB HanOoJIee YacTo OTMe-
YaeTcsl CHIDKEHHE CHIIBI B pykax (90%, 18 GompHbIx). [Ipn
OLICHKE MBIIIEYHON CHIIBI B Oaiutax cpegHee GayuibHOE 3Ha-
YeHHe €€ JUI1 NPOKCHMAIbHBIX OTAENIOB pPYK COCTaBHIO
3,1+0,7 GannoB, An8 AUCTANBHBIX OTAENOB pyk — 3,2+0,6
Oata. OTMETUM TaKoKe, YTO CHIKEHHE CHJIBI Yalle oTMeYa-
JIOCh B JAUCTANIBHEIX oTAenax. CHIDKEHHE CHIIBI B HOTaxX OT-
MmeueHo y 70% naruentos (14 genosek). CpeqHee 3HaUCHHE
MBIIICYHOH CHIIBI IIPU OIEHKE €€ B OaIax Uit MPOKCUMANb-
HBIX OT/JEJIOB HMKHMX KOHEUHOCTEH cocTtaBmio 2,8+0,6, mis
nucTanbHbix — 2,94+0,4 Oamra. CHHXKEHHE WM BBINAJEHUE
pedIieKCoB Ha HIDKHUX KOHEYHOCTSIX OTMEYeHO y 75% ma-
LUCHTOB C MPOTPECCUPYIONICH MBIIEYHOH muctpodueit (15
60bHBIX). C BBICOKOW 4acTOTOH y 00CIeJOBAaHHBIX MalHeH-
TOB OIPEAENSANOCh TAKXK€ CHIDKEHHE MBIIIEUYHOTO TOHYCa
(70%). IlpumepHO y TOIOBHHBI OONBHBIX OTMEUYEHBI ATPO-
(M MBI TJIEYEBOTO I105ICA, CUMIITOM «JIECEHKH» U Bere-
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TaTUBHBIe HapymeHus. K peako BcTpewarommmMces y B3poc-
JIBIX MAIMEHTOB NPHU3HAKAM MOXKHO OTHECTHU BBISBICHHBIE Y
2-X TAIMEHTOB (PPHUIPEHXOBCKHE CTONBI WU TICEBIOTUIEP-
Tpo(huH, OTMEYEHHBIE B OJJHOM Clydae.

HccnenoBanne OMOXMMHYECKHX ITOKa3aTesed 3aKo-
HOMEPHO BBUBHIIO Y OONBHBIX HOBBIMICHHE YPOBHS (ep-
MEHTOB KpoBH. TaK, ypoBeHb JIAKTATACTHIPOreHa3bl COCTa-
Bun 641,7+161,4 E/n, ypoBeHb kpeaTHHPOCHOKHHAZHI CO-
cTaBui, B cpexHeM, 2613,8+756,9 E/n. Cpenuuii ypoBeHb
Muornobuna cocraBun 588,8+282,2 ur/mia. Ipu stom mo-
BBIIICHHE YPOBHS JIAKTATAETUAPOTeHa3bl OTMEUYECHO Y BCEX
MaUEeHTOB TPy, KpeaTHH(OCHOKHHA3a ObLIa IOBHIIIE-
Ha'y 90%, a Muornobus — y 16-tu nanuenTos (75%).

V 14-tu 6onpubIX (70%) mpu snerpomuorpaduu 3ape-
THCTPHPOBAaHA THITMYHAS «MHOMATHYECKas» KpHBas. 3ape-
THCTPUPOBAHO CHM)KEHUE CPEAHEH IJIMTEeIBHOCTH IOTCH-
IUaNoB AeiicTBHs IBHUTraTenbHbIX enuHun (JIE) B Mblmmax
HIDKHUX KoHeuHocTel Ha 20-40%. OTMeueHO TaKkKe yMEHb-
LIEHUE aMIUIUTYbl noTeHuuanos aewcreus JE. boumm or-
MedeHbl MonuGa3Hple U HU3KOAMIUTMTYIHbIE MOTEHIHAbI
JIE. Kpome ToOro, perucrpupoBajach CIIOHTaHHAas AaKTHB-
HOCTh B BHJE IOJIOXKUTEIBHBIX OCTPBIX BONH M (GUOPHILIS-
. CTUMYIAIUOHHASA SMEeKTpoHeHpoMuorpadus He BHI-
SBUJIA HApYHICHWH HEPBHO-MBIIICYHOW MHPOBOAUMOCTH B
ucciefyemMoil rpymnme nmanueHToB. CpeaHsst aMIuTyaa M-
OTBETa Uil BEPXHUX KOHEYHOCTeH cocraBmia 2,24+0,46.
OTMe4eHO 1 yMEHBIICHHE CKOPOCTH NIPOBEACHHS HMITYJIbCa.
Tonbko y ogHoro obcnenyemoro npu SHMI onmcano BeIpa-
JKEHHOE CHIDKEHHE CKOPOCTH IPOBEICHUS HMITYlIbCA IIO
HEPBaM BEPXHMX KOHEYHOCTEH Hapsily CO CHIKEHHEM aM-
mwiutyasl M-otsera (1,61 MB), koTophle TpakTOBalUCh Kak
NPU3HAKU [TyOOKOH aKCOHONATHH C IIEMEHTAaMU MHUEIMHO-
HaTHH.

Takum 00pa3oM, cpean MaHUeHTOB ¢ IPOrPECCHPYIONIH-
MM MBILICYHBIMH AUCTPOGUAMHU NpeodnagaloT GobHbIE U3
IOKHBIX TEPPUTOPUH PECITyONUKH, YTO COOTBETCTBYET pac-
NpENeNICHNI0 HaceleHHusi 1o TepputopusM. OTmedaercs
noctoBepHOoe npeobnamanue p<0.05 MyX4uH cpenu mary-
enToB. Hamu He BBISBICHO JOCTOBEPHBIX PA3IUYUHA MO KIIH-
HUYECKUM MPOSIBICHUSIM CPEAU MALUEHTOB Pa3IUYHBIX I10
Moy W palioHy NPOXKMBAHMS TPYII, OJHAKO 3TOT ACIEKT
TpeOyeT AanbHEeHIero HCCIea0BaHMsI.
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PROGRESSING MUSCULAR DYSTROPHIES AT ADULT INHABITANTS OF NORTHERN
TERRITORIES (KOMI REPUBLIC)
Komi branch GOU VPO «Kirov State medical academyy, Syktyvkar, Russia

ABSTRACT:

The patients with various forms of neuromuscular diseases were hospitalized 238 times. Thus 122 cases of hospi-
talization are diagnosed with the diagnosis of a progressing muscular dystrophy (51 patient). The patient from south-
ern territories of republic prevails among the patients with the myopathy. The authentic prevalence of men is marked
among the patients. The authentic distinctions of clinical displays is not revealed by us among the various groups of a
sex and an area, however this aspect demands the further researches.
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