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Kntouegvie crosa: paccesnnvlil ckiepo3; uepenHvie HEpebl, 3pumenbhble HAPYWEHUs, 21a3008U2amenbHble
Hapyuienus.

BBenenne. Paccesuuwiii ckinepo3 (PC) — martonorust cmocoOHasi 3aTparuBaTh Kak
LIEHTpalbHbIC, TaKk W Tmepudepuueckre 3BEHbS HEpPBHOM cucTembl. KnmHudeckas kaptuHa PC
OTIUYAETCsl BRICOKUM TonuMopdu3zmom. Hanbosnee 4acTbIMi CUMITOMAMU SIBIISTFOTCS] TUPAMUTHBIC
HapylUIeHMs, HapyIICHUs YyBCTBUTEIBHOCTH, JUCPYHKIMS Ta30BbIX OPraHOB, HapylLICHHE
KoopauHanuu. OJHAKO, BaXHON COCTAaBISIONICH KIMHUKUA JaHHOTO 3a00JIeBaHUS SIBISIOTCS
nopakenus yepenHbix HepBoB (UH), B wactHOocTH 3puTtenbHoro (II), u rpynmsl riaa3oaBUraTeIbHBIX
(IIL, TV, VI), xoTopble U ABISUIUCH OOBEKTOM M3Y4EHUS JaHHOH pabOThl. Y IOMUHAHUS TOPaKeHUN
UH BcTpevarores emé B caMbIX NEpBBIX padorax, kacarouuxcs PC. HaGmromaembie mpu ocMoTpe
JIBUKCHHUI TIA3HBIX SOJIOK HHUCTArM SIBISIETCSI COCTABHBIM KOMIIOHEHTOM KJIACCHUECKON TpPHAaJIbI
[lapko, a moOienHEeHHWE BHUCOYHBIX IOJOBHH 3PUTENIbHBIX HEPBOB SBIISETCS YacCThIO TEHTAIb
Map06ypra [1]. ITo nanasM nuTepaTtypsl, yactota nopaxenus Il YH y 6onpubix PC gocturaer 70%
[2], a rmazonBuraTenbHbIX HapyumeHui okoiao 70-80% [3].

Hens paGorel. MccnemoBaTh  4acTOTy — MOPAXKEHUS  3PUTEIBHOTO W TPYIIIBI
[JIa30/IBUTATENIbHBIX HEPBOB Yy MALMEHTOB C MOATBEPKAEHHBIM quarHo3om PC, onpenenuTs 4acToty
UX BCTPEUAEMOCTH, UX MECTO B CTPYKTYpe KIMHUKU JAaHHOTO 3a0oseBanus. MccnenoBanue HOCHIIO
MWJIOTHBIN XapakTep.

Martepuaibl 1 MeTOIbl HccJeA0BaHus. BoimonaHeno obcnenosanue 19 manueHToB, cpenu
KOTOphIX 10 xkeHmMH U 9 MyX4yuH B Bo3pacte OT 23 no 56 jmer ¢ auarHoctupoBaHHbIM PC.
[TpoBenensl onpoc, ocMOTp, uccaenoBanue GyHkiuii YH; n3ydena mMeaunuHCKas TOKyMEHTAIIMS.
[TpoBenéH 0030p OTEUECTBEHHOW M MHOCTPAHHOW HAYYHOU JIMTEpPATyphl, OCBAIIEHHON TpoOIeMe
PC, B yacTHOCTH, €r0 0(TaTEMOJIOTHYECKUX MTPOSBICHUH.

Pe3yabTatsl ucciaenoBanus. Hapymenue ¢ynkiuu 3putenbaoro (I11) HepBa Ob1U10 BBIABICHO
y 11 manumentoB u3 19 (57,8%), cpeau KOTOPBIX 5 MyX4YuH U 6 JKEHIIMH, Hauboyiee YacThIM
CUMIITOMOM y JTaHHOMW IPYIIIbI ObLIIO CHUYKEHUE OCTPOTHI 3PEHHUS, KOTOPOE ObLII0 00HAPYKEHO Y BCEX
11 manenToB. BTOpHIM MO YacToTe B 3TOM rpymnme ObUIO Cy)KeHUE MOJIeH 3pEeHus, BBIABICHHOE Y 5
nanueHToB u3 11. Hapymenue rimazonBuratenbHbIX (QYHKIIMNA OOHAPY)KEHO y 7 MalnUeHToB u3 19
(36,8%), cpeau KOTOpbIX 3 KEHIUMHBI U 4 My>XuuHBL. Y BCEX 7 NAIMEHTOB B JaHHOW TIpyIIe
oTMeYallach JUIUIONUS, Y 4 TAalleHTOB BBbISBICHO BeCTUOYJISpPHOE HapylIeHHEe B BHJE
TOPU30HTAJIBHOTO HHUCTarMa IpH B3Msiie B CTOpoHY. CoueTaHHOE HapyLIEHUE 3pUTENIBHBIX U
IJ1a30[BUTaTeIbHBIX (QYHKIUH BbIsBICHO y 6 manueHnToB u3 19 (31,6%), npuuém y Bcex maleHToB
B JJaHHOU I'pyMIl€ CHUKEHUE OCTPOTHI 3PEHMSI COUETAIOCh C IUIIJIONHEH.

3akiaouenue. Yacrora wHapymenus ¢ynkmouii UH, B wactHoctm 3putenpHoro (II) um
rnazoasurarensubix (I, 1V, VI) wepoB coctaBuno 57,8% u 36,8% cOOTBETCTBEHHO, MPUUYEM Y
31,6% mnanueHToB AaHHBIE MOPAXKEHUS MPUCYTCTBYIOT OJHOBPEMEHHO. JlaHHbIE LHUQPHI MOTYT
TOBOPUTH O BBICOKOM YaCTOTE BCTPEYAEMOCTH BBIIIEONIMCAHHBIX MTPOSABIICHUH y mannueHToB ¢ PC, uto

11e7Ieco00pa3Ho B BONMPOCAX KIMHUYECKON JUATHOCTUKH 3TON TATOJIOTHH.
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KJIMHHUYECKOE HABJIIOJEHUE PEJIKOM ®OPMbI HACJIEJCTBEHHOM
MUOKJIOHYC-OIIWIEIICUA
Kononnéea B. B., [Joyonasa K. M.

AcTpaxaHCKHH TOCYTapCTBEHHBI MEAUIIMHCKUA YHUBEPCUTET
Hayunsrit pykoBOIUTENH — K.M.H., IOLIEHT, 3aBeAyIomIas kKadeapoil HeBPOJIOTHH W HEUPOXUPYPTUH C KypCOM
nocyieAuIuIoMHoro oopaszoBanus [lomonasa XK. M.

Beeoenue. bonesnv Jlaghoper — pedkoe aymocomHo-peyeccusHoe HacieocmeenHoe 3a0onesanue u3z epynnvl
npozpeccupyrowux @Gopm 3nUNencuu ¢ MUOKIOHUAMU, XAPAKMepUsyoweecs NapyudibHbIMU U 2eHepaIu308aHHbIMU
INUNENTNULECKUMU NPUCIYRAMY, IKCIPARUPAMUOHBIMU HAPYUEHUAMU, PACCIMPOUCMEAMYU KOSHUMUBHBIX QYHKYUU U
demenyuet. O6ycnosneno mymayusimu 6 cenax EPM2A u EPM2B, komopule omgeuarom 3a cunmes 6e1K08 1apopuna u
manuna. [{ebrom 3abonesanus 6 gozpacme 8-18 nem, komopoe 6vicmpo npocpeccupyem, npusoods Kk cmepmu uepes 4-10
anem. Llenv. Ha npumepe Kiunuueckoeo cayuas céemumv peoKyio (opmy HACIeOCMBEHHOU MUOKIOHYC-INUTENCUU.
Knunuueckuii cnyuau. Iayuenm E. Pooxcden om 6auszkopoocmeennozo 6paxa. Poc u paseusaics ¢ coomeemcmseuu ¢
so3pacmom. [lebiom npucmynog @ gospacme 8 1em — 2eHepanu3068anHble MOHUKO-KIOHUYECKUe Cyoopozcil, Hauam npuem
8abnpoesoll Kuciomol. HeoOnokpamuo neyuncs 8 nCUXOHe8pOI02UYECKOM OMOeleHUl ¢ OUACHO30M: UOUONAMUYECKas
2eHEPANU308AHHASA INUNENCU 8 PopMe MOHUKO-KIOHUYEeCKUX NPUCmynos. B cxemy neyeHus 8800uUNUCL Npenapamuvl:
aaxkocamud, namompuoddicun, monupamam, kypc I'KC — 6e3 s¢pgpexma. Koucynomuposan eenemuxom. Bvicmasnen
ouaeHo3 - npoezpeccupyrouas Muokioruveckas snuiencus Jlagoper (2omosucomuwiii mymayus 6 cene NHLRCI).
Ilposoounoce neuenue: sanvnpoesasn kucioma 1000 me/cym, nesemupayemam 2000 me/cym., nepamnanen 8 me/cym,
cubason 2,0 6/6 Ne2. Ha cecoonsiunuil Oenb nayuenm nepeuiesl 60 63pOCiyio CIyxHcOy, e20 COCMOSHUE NPOSPEeCcCUBHO
yxyowaemcs. Bvieoo. /lannoe 3abonesanue scmpeuaemcsi 00801bHO peoKo, 0OHAKO 00JINHCHO BbI3bl8AMb OOUMENLHOCHb
YV 8DAYeli-HeBPONI0208 8 CIYYASAX CIMPEMUMETbHO NPOSPeCcCUpyIOuUx (Hopm MUOKIOHUYECKOU INUNENCUL, KOMOpble He
noo00aromces 1eyeHuro.

Kniouegvie cnoea: 6onesnv Jlaghopuvl, MUOKIOHYC-INUNENCUU, NPOSPECCUBHOE MeYeHue, KOSHUMUBHbIE
Hapyuenus

BBenenne. bonesns Jlagopsl — peako BeTpevaromieecs, ayTOCOMHO-PELECCHBHOE
HaCJIEICTBEHHOE 3a00JieBaHKe U3 TPYIIbl MPOTrpecCUpyOmux GopM SMUIETICUA ¢ MUOKIIOHHUSIMH,
XapakTepu3ylolleecs NapUUaJbHbIMU M TIE€HEPAIN30BAaHHBIMU DJMNMIENTUYECKMMH HPUCTyIaMH,
AKCTpANUPaMUTHBIMU HAPYIIEHUSIMH, PAaCCTPOMCTBAMU KOTHUTHUBHBIX QYHKIHMHA U aeMeHImei [1].
3aboneBanue 00yCIOBIECHO FeHHOIN MyTalMel B 6-xpomMocoMe, yaiie 3aTparupatomieii red EPM2A,
OTBEYAFOIIETO 32 CHHTE3 Oerka tadopurHa, B octanbHbIX cirydasx EPM2B (NHLRC1), kogupyromiero
6enok ManuH. O00 3TUX GeNlka KOHTPOIUPYIOT MeTaboau3M riaukoreHa [1,2]. Takum oOpaszoMm, npu
HapylleHUH MeTa0oJiu3Ma TJIMKOTE€HA IMPOUCXOJUT OTIOKEHUE B pa3IMYHbIe OpraHbl U TKaHU
OpraHu3Ma aMWJIOHJHBIX ITUTOIUIA3MAaTHYECKUX BKIoueHUi - Tener Jladgopel. Manudecranus
MPUXOAUTCA Ha BO3pAcT 8-18 JeT ¢ mosBIECHHS T€HEePATU30BaHHOIO AMUJIECIITUYECKOTO NpucTyna. B
MOCTIeTYIOIIEM TPUCOCTUHSIIOTCS MHOKJIOHYCHI, U3MEHEHUSI B IICUXMUYECKOU cepe M CHUKCHHE
KOTHUTHUBHBIX (YHKLHUI ¢ mporpeccupytomeil nemeniueii. Jleuenus ne cymectyer. Kak npasuio,
3a00seBaHre OBICTPO MPOTPECCUPYET, MPUBOIS K JETATBHOMY UCX0ay uepe3 4-10 neT, BCIeaCTBHE,
NPUCOECTUHEHUS UHTEPKYPPEHTHBIX HHpeEKIHii [3].

Heabo padorsl Ha mnpumepe KIMHUYECKOTO ClIydash OCBETHTh PEIKYI (GopMy
HACJIEICTBEHHOW MUOKJIOHYC-3IUJIETICHH.

Matepuanbl M MeTOABI Mcciael0BaHus. Vcronb30BaH U MpoaHATU3UPOBAH KIMHUYECKHUM
ciry4aii marueHTa ¢ 6one3nbro Jlagopsr.

Pesyabrarsl ucciaenoBanus. I[lanment E. PoxneH oOT BTOpBIX CpPOYHBIX POJIOB, €
JIBYKpPAaTHBIM OOBUTHEM IyNOBUHBI BOKPYT 1ieH Iuioaa. Bec mpu poxxaerun 3500 rp., pocT 52 cm.
Bpak 01u3K0opoACTBEHHBIN. AHAMHE3 OTATOIIEH: Y MJIaIIero opaTa, TBOIOPOIHOTO OpaTa ¥ TETH 10
MaTepUHCKON JMHUM — snwiencus. HaGmiogancs y HeBposjora mo 1 roga >XKU3HU 1O TMOBOAY
TUIOKCUYECKU-UIIIeMUYecKoi 3Huedanonatuu. Poc u pa3BuBajics, co CIOB MaMbl, MO BO3PAaCTy.
JIeGI0T IPUCTYIIOB B BO3pAcTe & JIeT — reHepalu30BaHHbIC TOHUKO-KJIOHUYECKUE CYJJOPOTH, HayaT
MpUEeM BaJIbIIPOEBOM KHUCIOTh. HeoaHOKpaTHO jeuusics B MCHUXOHEBPOJOTHYECKOM OTAETICHUH C
JMAarHO30M: HWAMONAaTUYecKas TeHEepalu30BaHHAs HMuierncus B (OpME TOHUKO-KIOHMYECKHX
npuctyno. F06. 827 + F83. 0. BOM - renepanu3oBanHas >mwienTH(GOPMHAS MapOKCU3MaIbHAs
aKTUBHOCTB. B cxemy JieueHus: BBOJWINCH MPENapaThl: JaKOCAMU/I, JaMOTPHUIKUH, TOMpamar, Kype
I'KC — 06e3 »sddekra. Takke Bpady-oPTaabMOJIOT JTUATHOCTUPOBAT — PACXOSIICECS
MoOHoJaTepanbHoe Kocornasue OS. JlanbH030pKocTh BbIcOKOM crenenn OU.
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B Bo3pacte 16 ner KOHCyJnbTHpOBaH TreHeTMKOM. [lo pe3ynapTaraM MOJIEKYJISIPHO-
T€HETUYECKOTO UCCIIeI0BAHMS BhIsiBJIeHA roMo3uroTHast mytanus B rene NHLRCI.

JnarHo3 - mporpeccupymolias MUOKIOHWYecKas smwierncus Jladopbl (TOMO3HTOTHBIH
myTtanusi B reie NHLRCI).

[Tocnennuii pa3 noctynan B Hedpoxupyprudeckoe otraenenue OJIKb um. CunumieBoi c
XKajmoOoW poauTeNel Ha MPUCTYIIBI ¢ KPATKOBPEMEHHBIM 3aMUpPAaHUEM, TPEIETAHUEM BEK, TPOXKbIO B
KOHEUYHOCTSIX, BEIIAJICHUEM NTPEAMETA U3 PYK, aABEPCHUEI, TOJIOBBI U I'J1a3 B CTOPOHY, 3aTE€M NaJCHUE,
HalpspKeHNE KOHEYHOCTEH, KIoHnYeckue cyqoporu. Tak jke Ha yTpaTy MOTOPHBIX, KOTHUTHBHBIX
HABbIKOB, HAPYILIEHUE PEUH, IPUCTYIIBI arPEeCCUU U BO30YKIEHUS.

Texymas Tepanusi: BaJbIpOeBas KUCIOTa MpPOJIOHTUpoBaHHas ¢opma 21 Mr/Kr/cyr,
neBetupaneraM 42 mr/kr, nepammnanen 8 mr. Ha ¢one npuema nepaMmanena — npucTynoB He ObLIO
JIBE HEJIEIH.

[Tpu ocMOTpe HEBPOJIOTOM: MOHMMaHKE OOpalleHHON peyr Ha ObITOBOM YPOBHE, HHCTPYKIIMU
BBINOJIHSACT U30HMpaTenbHO. BHuMaHuMe cHuxeHo, pactopmoxkeH. Juzaptpus. Ilepmomuuecku
Ha0It01aeTCcsl TPEMOpP KOHEYHOCTEH, MUOKJIOHUU MPEUMYIECTBEHHO BEPXHErO IUIEYEBOrO Mosica.
JIBI>KeHHE TJa3HbIX SOJOK OTrpaHUYEHO KHApyKW, KOHBEpreHLus ociabieHa. ['umepcamuBarus.
MplleyHbIl TOHYC HM3MEHEH Mo crnactudeckoMmy THIY. CyXOXHIIbHBIE peQIIeKChl C BEPXHHUX
KOHEUHOCTeH M axwuioBbl pediexcsl oxuBieHsl. He crour, He xomut. [lozy Pombepra u
KOOpJIMHATOPHBIE MPOOBI HE BHITOJIHSET.

Pesynbratet O30I: Ha QoHe BbIpaxeHHbIX AU((Y3HBIX H3MEHEHHH OHOAJIEKTPHUYECKON
aKTUBHOCTH T'OJIOBHOT'O MO3Ta PETUCTPUPYETCS TeHEPAIN30BaHHAs AMIIIENTU(HOPMHAs aKTUBHOCTD B
BHzIe KomruiekcoB OMB.

Pesynbraret MPT ros0BHOTO MO3ra: KOpTUKaIbHAs aTpodusi, BEHTPUKYJIOMET AU,

[IpoBonminock nedenue: Banbipoenas kuciora 1000 mr/cyt, neBerupareram 2000 mr/cyr.,
nepammnanen 8 mMr/cyTt, cubazon 2,0 B/B Ne2.

Byayun B otneneHun Ha (QOHE NPOBOAMMOrO JICUEHHUS Y TAlMEHTa E€XETHEBHO
(buKCcHpOBaAINCH CEpUITHbIE MUOKIIOHMYECKHE MPpUCTYNbL. [larmeHT OblT BhINKCaH uisl NaibHeHIero
amMOyJIaTOPHOTO JICUEHUSI.

Ha ceroansmHuii AeHb MalMEHT Nepeuiesll BO B3pOCIHyI0 CIyk0y, €ro COCTOSHUE
IIPOrPECCUBHO YXY/IIAETC.

3akiouenue. bonesns Jladopsl - peakas, 0JTHaKO CTPEMUTENBHO Mporpeccupyromias Gpopma
MHUOKJIOHUYECKOH 3IUIICTICUH, KOTOPasi He MOIIAETCs JICUSHUIO U OBICTPO MPUBOAUT K JICTAILHOCTH,
MO3TOMY Bpay-HEBPOJIOT JOJDKEH NPOSABIATh OJUTENbHOCTh MPH TOSBICHUHM MalUEHTOB C
MPOTrpecCUpyIOIel  IOHOWIECKOW  MHOKIIOHYC-3MMJeNncued,  (papMakope3sUCTEHTHOCThIO U

SKCTpanmupaMUIHBIMU U KOTHUTUBHBIMHA HApYIICHUSAMMU.
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BJIMAIOT JIM IICUXO-HEBPOJIOTHYECKUE HAPYIIEHUSA HA TEYHEHUE
NPEIAMEHCTPYAJIBHOI'O CUHAPOMA U JTMCMEHOPEHA

Mocmoeckas E. A.
Bosnrorpaackuii rocy1apcTBEeHHbI MEIUIIUHCKUN YHUBEPCUTET
HayunsIit pyKOBOANTENH — 1.M.H., IOIIEHT, 3aBE YOI Kaeapsl HEBPOIOTHH, HEHPOXUPYPTUU M MEAUIINHCKON
reaetukd Kypymmunaa O. B. ; 1.M.H., JOIIeHT, 3aBeAyIOMKi Kadeapsl aKyepcTsa U ruaekoiorud byposa H. A.
Beeoenue. Mmnocue monoovie JHCeHWUHBL  CMANKUBAIOMCA € MAKUM — MANCENLIM — A6leHUeM  Kak
NPeOMeHCMPYalbHblll CUHOPOM. Y uacmu u3 HUX Hem UHbIX CUMIIMOMOS, Komopbslie mo2nu 6wl cesasame [IMC ¢
COMAMUYECKUMU  3a001e6aHusMU  penpoOyKmueHot cucmemvl. [lenv. Bvlsgnienue ecmpeyaemocmu CUMRIMOMOS
msioicénvix oucmenopeu u [HIMC, onpedenenue 3a8UcUMOCmu Om CUMNIMOMO8 OUCmpeccd, 0enpeccuu, mpegoICHOCIMU U
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