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HacnencrBeHHble HefiporniaTy — reTeporeH-
Hasi FpyIiNa reHeTUUeCKH JleTepMUHMPOBaHHbIX
3a0o/eBaHUii  HEPBHOW  CHCTEMbI, TIPOSIB-
JISTFOLLIMXCS. MHO)XKECTBEHHBIM T1Opa)keHUeM Iie-
pudeprueckux HepPBOB U pa3IMUarOLUXCs
TUIIOM Hac/e/|0BaHUs], BbIPa)KEHHOCTbIO KJIU-
HUYECKOro momuMopdursma, 0Cco6eHHOCTAMH
TeueHusl, XapakTepoM 3/1eKTPOHE -
pomuorpadguueckux W MOpPQOrUCTOXUMHYe-
CKMX u3MeHeHUH. IlepBble KIMHMYeCKUe
OnMCaHus
HaC/Ie[ICTBeHHBIX HeWpomnatuii C TIperMylie-
CTBEHHOM  JIOKanu3alueld  TOpakeHUs B
JMCTaNbHBIX OTZenax KoHeyHoCTel Obuth cae-
nanel J. Charcot, P. Marie (1886) u H. Tooth
(1886) [1; 2].

HacnencrBeHHble HeporaTUX COCTAB/ISIHOT
1o 60—70 % Bcex XpOHWUECKUX TMOJIMHepona-
TUM B pas/MYHbIX nony/asusx. Yacrora Ha-
cnenctBeHHou Hediporiatun llapko — Mapu —
Tyra (ILIMT) Bapbupyer ot 1:10000 gmo
1:2500 cnyyaeB B pasiWUHBbIX MOMY/ISALUSIX,
SIBJISISICH OJJHOM U3 CaMbIX BBICOKHX CpeJy BCex
HacJIe/ICTBeHHBIX 3a00/ieBaHUM HepBHOW CH-
crembl. B CIIA ¢enorurnt HIMT — camasi uacto
BCTpeuaemasi (hopMa M3 BceX Hacjie[|CTBEHHbIX
Helporatuii, KoTopas JAWarHOCTHpPOBaHa y
150 000 amepukaHLeB. HacToTa KaK[oro Iog-
turia [IIMT Bapeupyet. PacripocTpaHeHHOCTb
IIMT B Hopeeruu cocrasnsier 36 ciydaeB, B
Ucnmanvm - 28, B HAnomum - 10,8 Ha
100 000 Hacenenus. B ®unasHauu obcieno-
Ba 435 000 yesloBeK U YCTAaHOBUJIH, UTO
16 cnyuaeB cocrapasiia HIMT, a 20 cinyuaeB
Ha 100 000 HaceneHust — Hac/IeZICTBEHHAs Hel-
ponarusi ¢ NpeJpacroyioKeHHOCTbI0 K Tapasiu-
yam ot caapnenuss (HHCIIC). X-crerieHHas
HacJle/ICTBeHHass MOTOCEHCOpHasi HelporaTus
BCcTpeuaeTcsi ¢ yactoroit 3,1 Ha 100 ThIC. Hace-

neHvsi. HacrencTBeHHasi ceHCOpHasi Heliporia-
tust (HCH) ITuma HabmomaeTcss C 4acTOTOM
1:1 000 000 nacenenust. Yacrora CUHApPOMA
cemeitHol Au3aBTOHOMUHM (cuHApoma Paitinu —
[Hesi, Hace[CTBEHHOM CEHCOPHOU U BereTaTuB-
HoUt Hediporiatuu III Tura) cocraensier 1 Ha
100 000-140 000 Hacenenusi. YactoTa Hac/e[-
CTBEHHOW MOTODHO-CEHCOPHON HelponaTuu
(HMCH) I tuna guarHoctupyetcst B 12,9 ciy-
yast Ha 100 000 Hacenenust. CyLecTBYIOT Tak-
ke BapuaHThI 6ose3Heli 1B u IC, yacToTa KOTO-
pbIX He ycraHosseHa [1; 3-5].

Knunrueckass  knaccuguxkayus — Hacnep-
CTBEHHBIX HeMporaTuii TpeArosaraetT Ioj-
paszesieHre UX Ha TPU OCHOBHbIE T'PYTIIbL

1. HacnencrBeHHble MOTOPHO-CEHCODHbIE
Heriponatun (HMCH) — rpymma 3abosieBaHuH,
UMEeILUX BecbMa CXOJHble K/IMHUUYECKHUe
TIPOsIB/IeHNs], KOTOpast Ha MPOTSKEHWH MHOTUX
JIeCITUIeTH  0003Haualach Kak «0ojie3Hb
[IIapko — Mapu — TyTa» [6]. B ocHoBe 6ose3-
HU JIe)KaT JlereHepaTuBHble W3MeHEeHUsl Mue-
JMHOBOW 00OJIOUKM W/IM aKCOHOB [IBUTaTesb-
HBIX U YYBCTBUTEJ/IbHBIX BOJIOKOH Iepudepuue-
CKUX HEepBOB U CIMHHO-MO3IOBBIX KOPELKOB,
ckopocTb  mpoBedeHuss wummnyiasca  (CIIN)
CHWKeHa 110 nepuepryeckyM HepBaM. Xapak-
TePHBbIM /ISl HUX SIB/ISIIOTCS Pa3sBUTHE XPOHU-
YyecKu Tiporpeccupymoiieid cmaboctd u  ar-
podbuy AuCTaNIbHOM  MYCKY/laTypbl — HOT,
yTHeTEHUe CYyXOKWIbHBIX  pedrekcoB (B
MePBYI0 Ouepe/lb, axWIJIOBbIX), PacCTPOMCTBA
YyBCTBUTE/ILHOCTU IO TIO/IMHEBPUTUYECKOMY
Tumny, Aedopmauus cromn (crorma Ppumpeiixa),
paccTpoiicTBa MOXOAKU IO TUITY «CTerIaxKar.
Ha nosgHeli craguu MOTyT IpUCOEAUHSTHCS
cnabocte W arpodusi JUCTaNBbHBIX OT/E/IOB
PYK, Aedopmariusi Kucteii [4].
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2. HacrnencTBeHHbIe MOTOPHBIE HeliporaThn
(HMH) - rpynma peakux 3aborneBaHWid Tie-
pudepryeckuX HEPBOB, XapaKTepU3YHIIUXCS
K/IJaCCUUeCKUM  AUCTanbHbIM  (peHOTUIIOM
MBILLIEUHBIX arpoduii W Mape3oB, HOpMasb-
HbIMM WM cerka cHwkeHHbiMU CIIW 1o
JIBUTaTe/IbHBIM BOJIOKHAM M COXPaHHOCTHIO
TpOBeZleHHs1 TI0 CEeHCOPHBbIM BOJIOKHaM Tie-
pudepryeckux HepBoB. Hepenko B nuteparype
0603HaualOTCsA KaK «CIHHAILHBIA BapuaHT 00-
se3nu [IIMT».

3. HacnencrBeHHble  CEHCOpHblE U
CeHCOpHOo-BereTatuBHble Heliporatud (HCH u
HCBH) — penkue dhopMbl HeliponaTuii, xapak-
Tepu3ylolecs [JUCTAJbHBIMHA HapyLIeHUsIMU
YYBCTBUTEBHOCTH, TporueckumMu
paccTpolCTBAaMM M 5i3BaMHM B TIOPa’KEHHBIX
00/1acTsiX, OCTEOMUENWTOM U JeCTpPyKLuel
KOCTHOM TKaHU JUCTaJIbHBIX OT/e/I0B KOHEYHO-
cTeii. B ocHOBe JaHHBIX 3a00/I€BaHUN JIEXKUT
rporpeccupylomiasi  JereHepauyss HeHPOHOB
3a/HEKODEIIKOBbIX TaHIIMeB C MOpakeHueM
3aTeM TMepudepruueckoro BereTaTHUBHOIO U
JIBUraTe/IbHbIX HelipoHOB [1; 3].

HNanHas knaccuuKkaiusi OCHOBaHa Ha Xa-
paKkTepe CHMIITOMOB M THUIIE MOpPaXeHHBIX BO-
JIOKOH Tepu(epruyeckux HEpBOB, IpenMylle-
CTBEHHO BOB/IEKaeMbIX B JereHepaTHBHBIN
nipoujecc [4]. IMeeTcst Takke psif APYTUX pef-
KX (OpM Hac/eACTBEHHbIX Helponarui,
MHOTHE U3 KOTOPBIX SIBJISIOTCS TIPOSIBIEHUEM
pa3NUUHbIX CHUCTEMHBIX TeHEeTHUeCKHWX Hapy-
meHu obMeHa (aMHMJ/IOWHBIE HEWDPOIIATHH,
nop¢vpuiiHble HelipomaTvy, HelporaTuu TpH
MeTabo/IMuecKux JerdkogucTpodusax u ap.) [3].
HMCH saBasitoTcsi caMbIMU  paclpOCTpaHeH-
HBIMH B paccMaTpvBaeMol rpyrmie 3aboneBa-
HUM ¥ UMeIOT HauOosblllee 3HaUeHWe B KITMHU-
yeCKo rnpakTuke [4; 7].

Ha ocHoBaHMM pe3y/bTaTOB MOJIEKY/SIPHO-
reHeTuueckux uccienopanuii A. Harding (1995)
TIpeJJI0KUI KJIMHUKO-TeHeTUYeCKYI0
knaccudukarmioo HMCH [1], koTtopasi mo3sxe
Obl1a HeCKO/TBKO MOAWUGULIIMPOBaHa.

1. AyTOCOMHO-JOMUHaAHTHasl Hac/ieCTBeH-
Hasi MOTOCeHCOpHasi HeliponaTusi, T I:

tunm  IA  00yc/joBfieH — [AyruidKaljien
17p11.2, TOUKOBBIMA MyTaL[MsSIMA eHa MUeJIU-
Ha PMP22;

tun 1B 00yc/ioB/IeH TOUKOBBIMU MYTaLy-
sIMU reHa MuenrHa Po;

tun IC ¢ HenjeHTUPULIMPOBAHHBIM Te-
HETUUeCKUM Jle(peKTOM.

2. AyTOCOMHO-pelleCCHBHasi Hac/e[CTBeH-
Hasi MOTOCeHCOpHasi HelpomaTtus, Tun I: c
HeuleHTU(PULIMPOBAHHBIM reHeTHUeCKUM
nedexTom.

3. AyTOCOMHO-IOMHHAHTHasi HacJ/ie[CTBeH-
Hasi MOTOCeHCOpHasi Heiipomarusi, Tum II: c
HeuleHTU(PULIMPOBAHHBIM reHeTHUeCKUM
nedexTom.

4. AyTOCOMHO-pellecCHBHasi Hac/e/ICTBEH-
Hasi MOTOCeHCOpHasi Heiipomarusi, Tun II: c
HeuleHTU(PULIMPOBAHHBIM reHeTHUeCKUM
nedexTom.

5. HacneactBeHHasi MOTOCeHCOpHasi Heli-
ponarus, i I1I:

o0ycnoBneHHas Ayruikanuen 17p11.2;

00yc/ioB/IeHHasi TOUKOBLIMUA MYTaLMsIMU
reda MuesiiHa PMP22;

00yc/ioB/IeHHasi TOYKOBLIMUA MYTaLMsSIMU
Po.

6. X-cLernieHHass Hac/le[CTBEHHasl MOTO-

CeHCOpHasi HeMpomaTus:

00yc/ioB/IeHHasi TOUKOBLIMUA MYTaLMsIMU
Y JlenelusiMi KOHHeKCHHa 32;

C HeWJeHTHU(ULMPOBaHHBIM TeHeTh4ec-
KUM Jie(peKTOM.

7. Cnoxuble (HOpMbl Hac/IeqCTBEHHBIX
MOTOCEHCOPHBIX Helpomnaruii: C NUpaMuj-
HbIMHA CUMITOMaMH, C aTpoduell 3pUTeNbHbBIX
HEPBOB, C aTpoduell 3pUTeNbHBIX HEPBOB U
[TyXOTOW, C IMTMEHTHOM peTUHOMaTHel, C Ke-
paToziepMuelt 1aJjoHel U CTOIl.

CoBpemeHnHasi  Knaccudukaius HMCH,
OCHOBaHHasi Ha MOJeKY/sIpHO-TeHeTUUYeCKUX
JlaHHBIX C WCII0/b30BaHWEeM KIMHUKO-TeHea-
sornuecknx, DHMI" u nmatomopdonoruueckux
KpPUTepHEB, CJI0)KHA U JlarieKa OT 3aBeplleHNs B
CBfI3U C TMPOJO/DKAIOIIMMCST TTOMCKOM TeHOB-
KaHZWJaToOB [/l KapTUPOBaHHBIX JIOKYCOB M
OTKpPBITHEM HOBBIX JIOKyCOB TeHOB. bosb-
mmHcTBO popm (HMCH I wu Il TroB) nmetor
ayTOCOMHO-/JOMWHAHTHBIN TUIT Hac/e[0BaHus,
3HauMTe/IbHO MeHblllee YHUCI0 (OpM Haciieny-
IOTCSI TI0  ayTOCOMHO-PELIeCCUBHOMY  THITY
(HMCH 1II u IV TumnoB), Heckonbko (opMm
MMeloT X-CLelJieHHOe peLlecCMBHOe (Xq24) u
X-ZIOMUHAHTHOe HacjefioBaHue (7oKyc Xql3)
¢ poMeXyTouHbiMU 3HaueHussMu CIIU (ot 30
1o 40 m/c). Jngs HMCH I Tuna kapTUpoBaHbl U
0XapaKTepr30BaHbl 4 reHa MHeIMHOBBIX Oesl-
koB (PMP22, MPZ, Cx32), y4yacTBYIOL[UX B



OB30PHhI 148

KOMITIaKTH3al[UM CJI0eB MUeMHAa U Deryivpy-
olMx nposvdepaluio U AuddepeHIIMPOBKY
BaHHOBCKUX KieToK (EGR2). Ilpu kapTupo-
BaHHbIX 12 JjokycoB i1 HMCH 2 tumna
ycTaHoB/ieHbl To/ibko 6 reHoB (KIF1b, RAB7,
GARS, NF68, GDA P1, Lamin A/CQC),
KOHTPOJIMPYIOLUX TPaHCMOPT MOJIEKY1 B aK-
coryiasMe, HapyllleHHe KOTOpPOrO TPUBOJUT K
JereHepalyu akcoHOB. IIpu OonbIioM pa3HO-
00pa3vy KapTUpOBaHHBIX TeHOB BKJIAJ] OTAE/b-
HBIX JIOKYCOB B npoucxoxpaenrne HMCH pas-
JnaHo [3] (Tabm. 1).

B wHactosijee Bpemsi ¢enoturt I1IMT,

a TakkKe HEKOTOpble [Jpyrue  OyU3KHe
cuHapoMel  (cuHpgpoM  [lexeprHa — CoTTa,
BPOXKIEHHAs TUTIOMHUE/NVHU3UDYIOIIast TI0JI1-
Heliponarusi, Hac/e[CTBeHHasl Helpomarusi co
CKJIOHHOCTBI) K TapajiyaM OT CZaBJ/IeHUS)
KJIaCCUQULIMPYIOTCST  KaK  Hac/e[CTBeHHbIe
MOTOpHO-ceHcopHble Heliporatnn (HMCH)
[4; 5].
B cootBeTcTBUM C [aHHBIMMU 3J1eKTPO(U3N0-
JIOTUUeCKUX MODP(OIOTUUeCKUX MEeTOI0OB HC-
Criefj0BaHUsI MOXKHO UeTKO /v depeHLIMpOBaTh
nBa ocHOBHBIX Thia HMCH [4].

Kpome Toro, ncrnosnb3yeTcs: KiaccupuKarys
HCMT B 3aBMCHMMOCTH OT XapakTepa Iopake-
HUSI, KOTOpasi BKJTIOUaeT:

1) mmenuHonatud — IIMT [ Tuna wim
HMCH I tuna, xapakrepusyrowmmecs, 10 [jaH-
HeIM OHMI, 3HaunTenbHbIM cHIDKeHHeMm CITU
MO JIBUTraTe/ibHbIM (MeHee 38 M/C) U UyBCTBU-
Te/IbHBIM BOJIOKHaM Tepudeprueckux HEPBOB,
a Mop¢OonoTUUeCKd — CerMeHTapHOW Turep-
Tpouueckolt eMuenvHU3al[MeNl HEPBOB C
(hopMUpOBaHUEM «JTyKOBUYHBIX TOJIOBOK»;

2) akcoHomatuu — IIMT II Tumna wmm
HMCH II Tuna, xapakTepusyroLyecs: epBUU-
HBIM TIOpa)keHHeM aKCOHOB TepudepruuecKux
HepBoB, 1pu 3ToM CIIU no nepudepuueckum
HepBaM B Tpefieslax HOPMbI WM YMEPEHHO
CHVDKEHBI, @ Ha OWOTICUU CTPYKTypa MHUeIWHA
0CTaeTCsl COXPaHHOM.

Kpome Toro, mpepnoxeHa KiacCU(pHUKaIIUS
Hacne/[CTBEHHONM  CeHCOpHOW  HelporiaTHH
I tuna (HCH I Tuna) Ha ueThIpe moATHIIA B 3a-
BHCHUMOCTH OT XapaKTepa MyTalliy TeHa U 0CO-
OeHHOCTell TeueHWsI KJIIMHAYECKOW CHMITTOMa-
THKH (Tabm. 2).

OcobeHHOCMU KAUHUYeCKO20 meueHus. B 3a-
BHCHUMOCTH OT THUIIA HacC/e[J0BaHUs, XapaKrepa
MyTalliy TeHa U KJIMHUYeCKOW CHMITTOMAaTUKK
BBIJIENISIOT K/JIMHUYeCKWe BapUaHThI Hacme[-

CTBEHHOM HelpOomnaThy, Cpe/ik KOTOPbIX
OCTaHOBUMCSI Ha HanboJsiee pacripoCTpaHeHHBIX
(dopmax 3abosieBaHuSI.

HMCH ITuna, ayToCOMHO-[JOMWHAHTHas
¢opma: ren HMCH [A Tuma kapTupoBaH B
Jokyce 17p11.2; IB Tuna — B n0Kyce 1q22-23;
sokyc asisi IC tuna He upeHTHUIMpPOBaH [6].
B ?/3 ciiyuaes z1e610T 60/1€3HM Ha TIePBOM [eCs-
TUJIETUN JKU3HH, B '/4 — BO BTOPOM [IeCSITHIE-
tuu [1]. Kpaitne penko HMCH 1 Tuma Bo3HM-
kaer nocne 30 ser. IlepBbIMU CHUMIITOMaMU,
KaK TpaBWIO, SIBJISIFOTCA YTOMJIEHWE B HOrax
TIPH JITATe/IbHON X07ib0e, CTaTUUeCKUX Harpys-
Kax, HeyCTOMUMBOCTb ITOXOZKH, YaCTbIe CIIOThI-
KaHUsl, TOJBBIBUXU IO/IEHOCTOMHBIX CyCTaBOB.
ITo mMepe mporpeccupoBaHusi 3a00s1eBaHUsT TI0-
X0AKa TIpHoOpeTaeT XapakTep «IeTYIIHHON»
(crenmax). Yamie mnepBoHayaqbHO arpoduu
BO3HUKAIOT B MBIIILIAaX CTOII, peke — B MBIIILax
TOJIeHW, HIWKHeH Tpetu Oenpa. IlosgHee
arpo¢uuecKuil MpoLecC pacrpocTpaHseTcs: Ha
MBILILBI BEPXHUX KOHEYHOCTEM IO Harpas/ie-
HUIO OT [JUCTAJbHBIX OTZEe0B K MPOKCUMasIb-
HBIM.

B oTaenbHBIX Ciyuyasix — aTpoduueckuit
npouecc npyu HMCH [ tuna orpannuunBaetcs
CeJIeKTUBHBIM TOpakKeHUeM JIUCTa/IbHBIX OT/e-
JIOB KOHEYHOCTel. ATpo(r MBIIIIL] BbI3bIBAIOT
nedopmarto cror U Kucteid. Crorbl ipruobpe-
TalOT IOy (OPMY C BBICOKHM CBOZOM,
VHOT/IA B BU/IE «KJTIOILITKWA» WIN «(hPUIPEeX0B-
CKOM» IOJI0H CTOMbI C BBICOKMM CBOJOM U 3KC-
TeH3Wedd  Oompmoro  manbua.  KocTHble
Jedopmaiii  cTom  paciieHHBalOTCI  O0mb-
IIMHCTBOM MCC/lefjoBaresiell Kak oO1uraTHbId
npusHak HMCH 1 tuma. Y HeKoTopbIX 607b-
HbIX JedopMalLys CTOI IIPOSIB/ISIETCS HA CaMbIX
PaHHUX CTaAusIX OO/Ie3HU, Y IPYTUX — JIULIb Ha
no3gHUx. BenencTBue atpodriyeckux usMeHe-
HUI MBIIIL] HOTH UMetoT (POpMY «OTTPOKHHYTOU
OyTBIIKW», «Tamude», «Hor aucta» [1]. Orpa-
HUYeHHe oObema aKTHBHBIX [BIDKEHHH, CJla-
00CTb ¥ CHIKEHUE MBIIIEYHOW CHJTbl BADEHUPYET
B LIMPOKOM /iMaria3oHe: OT JIETKOIO Irapesa [0
HIDKHeH [UCTaJbHOW mapariernd. PaHHUM
CUMITOMOM 00JIe3HU SIBJISIETCS CHYDKEHUE Tisi-
TOYHBIX (aXWINOBBIX) peduieKCOB, KOTOpOe
Ha0JTFOZIaeTCsl IPAaKTUUECKH Y BCeX OOBHBIX. Y
60-70 % mnalKWeHTOB OTMeYaeTCsl CHIKeHHe
00 OTCYTCTBHE BCEX CYXOKHJIBHBIX pediek-
COB.
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UYactemM miposieienneM HMCH [ tuna saB-
JISIFOTCS  pacCTPOMCTBAa YYBCTBUTEIBHOCTH.
BonbHble KamyroTcs Ha 0O/IM pa3sIMYHOIO Xxa-
pakTepa (HooLIMe, cTpesisitolive, Oone3HeHHble
MBbILIeYHbIe COKpaILleHUs M0 TUITYy KpaMIIn),



Tabauya 1. CpaBHUTE/IEHAS XapAKTEPUCTHAKA
pa3nUuHbIX BU/IOB HAaC/le[CTBEHHbIX HEMpOoIaThii

AnnensHele Kmanueckue Bospact Tun
T'en CIIN, m/c
BapUaHThI TIPOSIB/IEHUST Jebrota Hac/le/I0BaHus
Benok mex-
KJIETOHBIX c1aboCTh AUCTaNb- | 2-€ fecs- o
. X-CLernieHHbIN
KOHTAaKTOB — MMT X HOU MYCKY/IaTyphl | THIETHe N 25-40
JIOMVHAHTHBIN
KOHHEKCHH 32 HOT JKA3HU
(Cx32/GJB1)
Pannwuii cabocThb 2-e necst-
IIMT ID o A ayTOCOMHO-
(hakTop JWCTanbHOU TUNETUE o 26-42
JIOMUHAHTHBIH
TPaHCKPUTILUU MYCKYJ/IaTypbl HOT JKU3HU
(EGR2) BpOXK/EeH-
Hasi
TUIOMUe- BbIpa@)KeHHasi
C poxze- ayTOCOMHO-
JMHU3UPY- | c/1aboCThb JUCTab- o MeHee 10
o HUS peLieCCHBHBIN
roljas HOU MYCKYJIaTyphl
TIOJTUHEeH-
porarus
ayTOCOMHO-
CUHZIPOM BbIp@)KeHHas C/ia- o
o JIOMUHAHTHBIN
HexxepuHa — | 60CTh JUCTATBHON c 2 net MeHee 10
Corra My CKY/IaTypbl 1 peLeccHs-
HBIM
GDAP1 cn1aboCThb AKUCTaMb-
HOM MYyCKy/IaTyphbl | C pPaHHETO ayTOCOMHO- OT CPEAHMX
IMT 2K o J10 MaJjibIX
HOT, Mapajmy ro- ZleTCTBa peLieCCHUBHBIM
BeJIMYUH
JIOCOBBIX CBSI30K
cnaGocth ayTOCOMHO-
IIIMT 4A JIMCTanbHON My- C JleTCTBa 4 o Me/lJIeHHO
peLieCCUBHBIN
CKy/1aTypbl HOT
LITAF/ cabocTh 9-6 16Cs- AVTOCOMHO-
SIMPLE IMT 1C JUCTa/IbHON My- A Y o 16-25
TU/IETHE JIOMUHAHTHBIN
CKy/1aTypbl HOT
MFN2 €aboCTh AUCTAlb- AVTOCOMHO-
IIIMT 2A2 | HOM Myckynatypel | c 10 net Y o 6omee 38
JIOMHHAHTHBIN
HOT
OcHoBHOI c1abocTh l-e necs- AVTOCOMHO-
6emok IIMT 1B JYCTanbHOU My- A Y o MeHee 20
TUIeTHe | [OMHUHAHTHBIU
MUe/MHa CKy/1aTypbl HOT
(MPZ / Po) cnabocThb AVTOCOMHO
IIMT 21 JUcTanbHOU My- | 47-70 net Y o Hosee 38
JIOMHHAHTHBIN
CKY/1aTypbl HOT
BapbUpyeT OT
c1abocTh PRHPY
UCTa/ILHON My - ayTOCOMHO- MaJIbIX BETA-
IMT 2J A 40-50 et o yuH 70 38 m/c
CKyJ/1aTypbl HOTL, JOMVHAHTHBIN
Y HOpMaJsIbHbIX
rorepst cayxa
BeJIMYUH
ayTOCOMHO-
CUHZIPOM BbIp@)KeHHas C/ia- o
o JIOMUHAHTHBIN
HexxepuHa — | 60CTh JUCTATBHON c 2 net MeHee 10
Corra MYy CKY/IaTy bl 1 peLeccHs-
HBIM
BpPOX/IeH-
Hasi
BbIpa)KeHHasi
TUTIOMUe-
cnabocTb C poxJe- ayTOCOMHO-
JIMHU3HPY- o . MeHee 10
— JUCTaJIbHON My~ HUs peLieCCHBHBIN
o CKY/IaTyphbl
TIOJIMHEH- Kynatyp
ponarug
benok Hefipo- cnabocThb ¢ 1 roxa AVTOCOMHO-
¢unameHt IIMT 2E JUCTaIbHON My- A Y . | or 13 go 38 m/c
Zo 40 et | AOMUHAHTHBIN
(NFL / NEFL) CKy/laTypbl HOT
IIMT 1F cnabocThb 1-13 net ayTOCOMHO- MeHee 38




JWCTanbHOU My-
CKY/IaTyphbl HOT

JTOMUHAHTHBIN




OkoHuaHue mab6. 1

AnnenbHbie Kmanueckue Bospact Tun
I'en CIIN, m/c
BapUaHThI TIPOSIB/IEHUST Jebrota Hac/e/I0BaHUs
Ilepuakcun 3a/iep>KKa MOTOp- ayTOCOMHO-
P IIMT 4F AP p 1-3 roza Y o OTCYTCTBYeT
(PRX) HOT'O pPa3BUTHUS peLleCCUBHBIN
ayTOCOMHO-
CUH/IPOM BBID&KeHHas CJla- o
o JIOMUHAHTHBIN
HexeprHa — | 60CTb JUCTANMBLHON c 2 ner MeHee 10
Corra MY CKY/IaTyPbl 1 peLeccHs-
HBII
Ten nepude- €1aboCTh AKCTallb-
o 1-e pnecs- ayTOCOMHO-
puueckoro mu- | HIMT 1A HOW MYCKYJIaTyphl o 15-20
TUIeTHe | [OMHUHAHTHBIN
€/IMHOBOI0 HOT
Oenka CHUHIDOM | BBID@KEHHas C/ia AyTOCOMHO-
(PMP22) AP p o JIOMUHAHTHBIN
HexeprHa — | 60CTb JUCTANMBLHON c 2 ner MeHee 10
Corra MY CKY/IaTy bl 1 peLeccHs-
HBII
Hacnen-
CTBeHHas
HeliponaTusi
C npeppac-
3MNM304AYecKas
TIOJIOXKEH- 3-e pecsi- ayTOCOMHO-
C1aboCTh MyCKy/a- o ¢dhmokTyauys
HOCTBIO K . | TWneTMe | [OMHHAHTHBIMA
TYPbl KOHEUHOCTeH
napajmyam
OT c/laBJie-
nus (HH-
[1I1C)
SH3TC2 3aTpyJHeHue X04b- ayTOCOMHO-
ILIMT 4C PyA A1 515 mer | Y y 14-32
Ob1 pereCCUBHBIN
Tabauya 2. Knaccubukanys
HacJ/Ie[ICTBEHHOU CeHCOpHOU Heliporatuu 1 Tura
ITogTun Kimanyeckue nposisiieHys JIokyC I'en
HCH 1A | CHmwkeHue 60J1eBOM M TeMIIepaTypHOU UyBCTBUTEbHO-
CTH TIPY COXPAHHOCTH TaKTWIBHOM U TTyOOKOU, MyUH-
o 9q22.1-
TeJTbHbIe XXryurie 00/ B Horax. Ha mo3gneit cragyum 23 SPTLC1
MOXXeT TTPUCOEAUHUTHCS C/1ab0CTh JUCTANMBHON MYCKYy/ia- Gee
TYpbI KOHEUHOCTeM
HCH IMpeo6siajaroT HapyIlIeHUsI TOBEPXHOCTHOM UyBCTBUTE/Th-
1B HOCTH, KalllesIb racTpo330(arut, pejko TpoduuecKue 3024022 Heu3BeCT-
SI3BBI HA HOTAaX, CWJIa AUCTaJIbHOW MYyCKY/aTypbl KOHeU- pes—p HBI
HOCTel coxpaHsieTcst
HCH 1C | Bugumble MOTOPHBIE IHCTa/IbHbIe HAPYLLIEeHUs], YaCTo SIB-
(IIMT JISTFOTCSI TIEPBBIM TTpU3HaKoM OosesHu. [ToTepsi Bcex BU-
2B, JI0B UyBCTBUTEJIbHOCTH, apTPOIaTUH 3q21 RAB 7
HMCH
2B)
HCH 1D | Iloreps Bcex BU/JOB UyBCTBUTEIBHOCTH B PyKax U HOTrax,
Heu3BeCT- Heu3BeCT-
Jedopmalys ux, apTponaruu, epruojuueck BOSHUKAIOT i L
JIBUTaTe/ibHble HapyLIeHuUs

rapecte3ud. BLISBASIOTCS U3MeHeHUs Kak I10-
BEPXHOCTHOM, TaK U TIyDOKOM UYBCTBUTETbHO-
cti. Hapymienust riyboKoi 4yBCTBUTELHOCTH
WHOTZa Mpeo0saZlaloT HaJ, HApYLIEHUsIMUA TI0-
BEDXHOCTHOUM U TIPOSIBIISIFOTCSI B BUJIe CHIKE-
HUS  BuOparmonHor (60-70 %) wu  Tmipo-
TIPUOLIENTHBHON uyBCTBUTeNbHOCTeN (50—
60 %). PaccTpoiicTBa TOBEPXHOCTHOW YYB-
CTBUTE/ILHOCTA  T10  TIOJIMHEBPUTUUECKUMY
THUITy, B BU/le TUIOCTe3ud. Y psiga OOMBHBIX

HabO/roaeTcst 00/1e3HEHHOCTh TIPU Ma/TbIIal|uM
nepudepuueckux  HepBoB. [lo  JaHHBIM
A. K. 3crebepu u P. VY. [xwumara (1987), y
/3 GONMBHBIX K/IMHWUYECKA  OTPEIeISIFOTCS
runeptpodus neprdepruecKux HepBOB, BeTe-
TaTUBHbIE Tpoduueckue pacCcTpoKCTBa:
[TUCTaIbHBINA TUTIEPTUIPO3, CYXOCTh KOXKH, IU-
aHO3 KUCTeM W CTOT, U3MeHeHHe TTOBepXHOCT-
HOU uyBCTBUTE/NBLHOCTH [1; 3].



HMCH 1 Twuma, ayTOCOMHO-peLieCcCHUBHas
(opma: TeH KapTUpOBaH 1Mo xpomocome 8q [6].
3aboneBanHuve neblOTUPYeT B TIepBOe fleCsTHIe-
THe JKU3HM, XapaKTepu3yeTcsl 3a/lepKKOil
MOTOpHOro pa3utusa. Ilo cpaBHeHUIO C
ayTOCOMHO-JOMWHAHTHOU (opmoii 3abosnesa-
HUe TIpoTeKaeT 0osiee TSDKENO, pesue BbIpaKe-
Hbl aTpouu MBI [UCTaJbHBIX OT/EJOB
KOHEUHOCTel, pacCTPOWCTBA UyBCTBUTEBHO-
CTU IO TMOJMHeBpUTHMUecKoMy Tury. Yacrto
OTMEYaloTCsl  aTakCHus,  KOCTHO-CYCTaBHbIE
nedopMaryu KoHeuHoCTel. TeueHue 3aboeBa-
HUs1 nporpeccupytomjee. Ha JOHMI: CIIU
CHIKEeHa 0 MOTOPHBIM U CEHCOPHBIM BOJIOK-
HaM. ['MCTO/OrMUecKu OTpefensiioTCs TUIep-
Tpodryeckue u3MeHeHUs TieprepuyecKux
HepBoB [1].

HMCH 2 tuna, ayTOCOMHO-[OMUHAHTHas
(opma: TeH KapTHpPOBaH Ha Xpomocome 1p [6].
B 20 % ciyuaeB 3abosieBaHue TIpOTeKaeT Oec-
CUMITTOMHO M AMarHOCTUPYeTCS Ha OCHOBaHUU
OHMI" 1 Mopdonoruueckoro UccieI0BaHUNA B
CeMBbsiX, T7je IMEFOTCsT OOJTbHBIe C KITMHUYeCKH -
MM TIpuU3HaKamMu Oosie3Hd. Y OOJBIIMHCTBA
00BbHBIX 3a00/1eBaHue TIPOSIBISIETCS BO BTOPOM
neKaje kusHu. ITpubnmusutensHo y 50 % maru-
€HTOB OTCYTCTBYIOT MBbIlIeyHble arpoduu
BEeDXHUX KOHEUHOCTEH, HepeAKO BCTPedaroTCs
pacCTpoWCTBa UyBCTBUTEIBHOCTHU 110 TIONHMHEB-
putuueckomy Tuiy, Aedopmauuu crom. Cy-
XOXKUJIbHBIE pedieKChl He W3MeHeHbl 00
cHWKeHbI. TeueHre 3a00/1eBaHUsI OTHOCHUTE/Th-
HO J0OpoKauecTBeHHOe, TyOOKOW WHBAIHU/H-
3allMY, Kak IpaBWIo, He HactynaeT. Ilpu
OHMI': He3HauuTenbHOe (38 M/C) CHMKeHUe
CIIN no nepudepryeckum HepBaM. B Guornra-
Tax reprdepruuecKix HEPBOB IMPH3HAKU aKCO-
HaJbHOW  JlereHepaliud U HeWpOHAJIbHOU
arpoduu [1].

HMCH 2 Ttwuna, ayTOCOMHO-peLieCCUBHas
¢dopma: reH He waeHTH(UIMPOBaH. [TebroT 3a-
OoneBaHUsI TTPEUMYIL[ECTBEHHO B DaHHEM [IeT-
CKOM BoO3pacTe. XapakTepHbl BbIpa’KeHHbIE
arpoduu ¥ €1aboCTh AMCTANBbHBIX OTEI0B
KOHeyHoCTel, fedopManss KHUCTeH U CTOIL.
IIpu OHMI' peructpupyercss 3HaUUTe/ILHOE
cawkenue CIIU no mepudeprueckuM HepBaM
(menee 38 m/c). B OuonTatax nepudepuue-
CKMX HepBOB TPU3HAKM aKCOHA/IBLHOU JereHe-
paLuH U CHWKeHHe IJIOTHOCTH MHUeTMHU3UPO-
BaHHBIX BOJIOKOH. TeueHue 3aboneBaHus ObICT-
po miporpeccupytomiee [1].

X-cuernyienHass HMCH: reH kapTHpoBaH Ha
xpomocome X B jiokyce Xq13.1. 3aboneBanue
HacsiefiyeTcs o X-CLieTUIeHHOMY pelieCCUBHO-
my Tury. e6ror 3aboneBanus B 1-2-m pecs-
TUNeTUX XU3HU. OCHOBHBIMH >kanobamu sB-
JITIOTCST HEBO3MOXXKHOCTh 0Oera, Xoib0bl Ha IAT-
Kax, 4acTble BBIBUXU B TOJIEHOCTOMHBIX CyCTa-
Bax, ciaabocts Mbinn Kucteir. Y 90 % 6ob-
HBIX OTMedaeTcsl fAedopMalusi CTOM MO THUITY
per cavus, MOJIOTKOOOpa3HOe WCKPUBJIEHUE
OONBIIMX TasbLEeB CTOT, U3MeHeHWe TIOXOAKU
(crermmax). OOBEKTHBHO AWArHOCTHUPYIOTCS
cmabocTh U aTpoUK MBILIL] JUCTATBHBIX OT/e-
JIOB KOHEUHOCTell, CHWKeHWe WIA OTCYTCTBHE
CYXOXXUTBbHBIX peduieKcoB, HapylleHHe UyB-
CTBUTE/NILHOCTA  TI0  TTOJMHEBPUTUUECKOMY
tuny. TeueHue 3aboseBaHUsI TIPOTPeCCUPY-
omee. Ha DHMI': cuHwkenve CIIA mo ne-
pudepryeckum HepBam g0 20-40wm/c. B
Ouonrarax meprdepuyeckKux HEpPBOB OOHa-
PYKMBaIOTCSl aHOMajbHOe WCTOHUEHUe Mue-
JIMHOBBIX 000/I0UeK, 3HauuTebHOe YUCTIO JIy-
KOBHUIIETIOZ00HBIX 00pa3oBaHuii [1].

HacnenctBeHHasi HeliponiaTusi C rpepacIio-
JIOKEHHOCTBbIO K TapajidyaM OT CJaB/IeHust
(HHCIIC): reH kapTUpOBaH Ha XpOMOCOMe
17p11.2-12 B J0KyCe, KOAUPYIOLIEM CHHTE3
Oenka 22-ro miepudeprUYecKoro  MHedHa
(PMP22) [6;8-14]. Tunm HacaemoBaHUS
ayrocoMHO-AoMuHaHTHBIM. HHCIIC xapakre-
pU3yeTCs pa3BUTHEM PeLIMBUPYIOLINX [1eMH-
eJIMHU3UPYIOIIMX MOTOHeHpomnatuii, 00yc/ioB-
JIEHHBIX TIOBBIIIEHHOW YyBCTBUTEJbHOCTBHIO
nepuepuueckux HEPBOB K WHaJeKBaTHOU
komrnpeccud. ['en PMP22 Take OTBeTCTBEHEH
3a pasputue Oone3uu IMIMT 1A Tuma [15].
B ormmuuue or HHCIIC, o6ycioBneHHoW [ie-
neuuedi PMP22, y 6onpaeix HMCH 1A umeer
MeCTO [AYIUIMKAal[usl [JaHHOTO reHa. B ocHoBe
Pa3BUTHSA 3TUX (OPM HEBPOIATUH JIEXKUT OJUH
¥ TOT >Ke MOJIEKY/ISIDHBIM MeXaHW3M, CBSi3aH-
HBII C HapylleHHbIM CllapUBaHUEeM FOMOJIOT Y -
HBIX XPOMOCOM U 0OMEHOM HepBHBIMH yuacT-
KaMM XpomMocoM B Metio3e. Takol MexaHW3M
BO3HUKHOBEHUS! JaHHBIX 3a00/1eBaHUI TIPeATo-
jgaraet, uro yactora HHCIIC u IIIMT 1A B
TOMY/SALUA JO/DKHA OBITH TIPUMEpPHO OfMHA-
KOBOHM. YuMTbIBas TOT (hakT, UTO pacmpocTpa-
HeHHocTh IIIMT 1A cocraBsieT ofuH Ciaydaid
Ha 3 000 Hacenenwus, cienoBarenbHo, u HH-
CIIC He siBnsieTCs1 peAKOCThIO. B 0CHOBe maro-
reHe3a mnape3oB u mnapannued mpu HHCIIC
JIEXKAT TIpeXofisiiijee HapyIlleHHe TPOBOJUMO-



CTH TI0 ieprdeprIecKUM HEPBHBIM BOJIOKHAM
MOJ, BJUSTHUEM HWHA/eKBaTHOW KOMIIpeCcCHHu.
OpHako Ha/iurie HOPMAJTbHBIX BOJIOKOH Cpefiv
BOJIOKOH C W3MEHEeHHOW MHeTMHOBOUW 000104-
KOU 00BSICHSIET (haKT BBI3IOPOBJIEHUS WU/U T10-
YTH TIOJTHOTO BOCCTAHOBJIEHWS [IBUTAaTebHOM
¢dyHkiMM (caHoreHe3), a TakKXKe CHIDKeHUe
CIIM ro MHOTHMM HepBaM, XOTs UX QYHKLUS U
He HapyllleHa.

BapuaHThl KMMHUYeCKUX TiposiBieHuit HH-
CIIC:

1) xnuHWYeckKd MaHudecTHble (OPMBI
MOHOHeMpOomaTuii ¥ TIeKCOTIaTU — peLuuBY-
pyIOIlie Mapajlyu C XapaKTepHOW K/IWHUKOMH,
pa3BUBalOIIMeCs TI0f, BAUSHUEM UHaJeKBaTHOU
KOMIIPeCCcHuy;

2) (deHOMEH «OT/Ie)KMBaHUS — OTCHPKUBA-
HUSI» — 3TO 3MU30/bl KPaTKOBPEMEHHBbIX Ha-
pyllleHH{ UYyBCTBUTENBHOCTU TIOJ, BAUSHUEM

CTaTUYeCKUX HAarpy30K U  HMHaJeKBaTHOM
KOMITPeCCHH; XapaKTepu3yITCsl OLyLeHUsIMU
BLID@XKEHHOTO ~ OHEeMeHUs,  OjlepeBeHeHuUs,

«T10/13aHbsI MypallleK», KOTOpble, TeEM He MeHee,
He JIMILIAIOT CII0COOHOCTY /IBUTaThCS;

3) 3mu304bl KpaTKOBPEMEHHBIX Mapaiu-
yeil — yTpara B TeueHUe HECKO/IbKHUX CEeKYH[,
(MUHYT) [ABWKEHMH B TOM WIM HHOM
[BUraTe/lbHOM CerMeHTe, I10/BeprilueMcsl UHa-
JIeKBAaTHOM KOMIIpeCCHH. DNM30/bl IMapananueii
TaK)Ke COMPOBOXK/AKOTCSl IapecTe3usiMM, KOTO-
pble MPOXOAAT I0C/e pacTUPaHUsl OHeMeBLel
YyacTu Tesa, NpU IlepeMeHe IOJIOKEeHUsS U aK-
TUBHBIX JBWKEHUSIX.

Kmunnueckue niposisnennss HHCIIC ge6to-
TUPYIOT B LLIMPOKOM BO3PAacTHOM /iariasoHe: OT
10 mo 68 nmet. My»KuuHbI 3a00/1€BalOT pPaHbIIIe,
yeM JKeHI[MHbI. «KpUTHYecKuil BO3pacT» me-
6tora HHCIIC umeer apa nuka — 20-29 u 40—
49 net. OZHOBpEMEHHO C pa3BUTHeM Ilapajvya
HaOJTIOIAI0TCsl UyBCTBUTE/IbHBIE PACCTPOMCTBA,
KOTOpble TIPOSIBASItOTC  OonsiMA WM Tia-
pecTesuell B HaYaJbHOW CTaJjUM €ro pasBUTHSL.
Pomu craruBaroljye, HOMOLMe, MO3XKalllle,
JKTyuue, JJIUTebHOCTb KOTOPbIX BapbUpyeT OT
HEeCKOJIbKUX MUHYT [0 [BYX MecsueB. [la-
pecTe3vu TPOSIBASIOTCS OLIYLIeHUSIMA OHeMe-
HWUSI, TIOI[UTIBIBAHMS, «HATATON» TOJIEHU, CTYTI-
HH, KUCTH, TIPeATieubs], BCell PYKU WA HOTH.
HoBosbHO yacto HabmogaeTcss (GeHOMeH «OT-
CIDKUBAHUSI» U «OTJIE)KUBAHUSI» KOHEUHOCTel
WM JPYTUX YacTell Tena. XapakTepHbI Takxke
U BereTaTUBHble HapylleHWs B COOTBETCTBY-
IOIIUX TKaHSX: BI&KHOCTb, LWAHO3, THIIO-

TEPMUsI, OTEUHOCTb KOKH M  IIOJKO)KHO-
JKUPOBOM KJIeTUaTKH, a TakkKe 00jie3HEHHOCThb
MapeTUYHbIX MBI U OKPY)KAaIoLIUX MX TI0-
KDPOBHBIX TKaHe Ipu nanbriauyu [8].

HCH 1 Ttuma, ayTOCOMHO-JOMHWHAaHTHas
dopma: TeH He KaptupoBaH. [leGroT 3aboseBa-
HUS BO 2—3-M [JeCATWIETUSX )XKU3HH, XapakKre-
pusyeTcst JMCCOLIMMPOBAaHHBIMU
paccTpoiicTBaMu YyBCTBUTE/ILHOCTU B
JIUCTaNbHBIX OT/le/laX KOHEUHOCTel (CHIKeHHe
OosieBOl ¥ TeMIlepaTypHOW YyBCTBUTETBHOCTU
NPy COXPAaHHOCTH TaKTWIBHOM W TIyOOKOMA).
ITo mepe pa3ButHst 60/€3HU MPUCOEAUHSIOTCS
VMHTEHCUBHbIe, MyUHTe/IbHbIE, Xryune 6omy B
Horax, Tpoduueckue s13Bbl CTOIl U TOJ/IeHH, He-
peJKo BbI3bIBalOLlMe CIIOHTAHHYH aMITyTaljuio
naseleB. OTMeyarOTCsl TakKe TMIIOTPOGUU
[MCTaNbHBIX IPYIII MBIIIL] BEPXHUX U HIDKHUX
KOHEYHOCTell, OTCYTCTBMe axWUIOBBIX U
KapriopazivanbHbIx pediekcoB. TeueHue 3a60-
JIeBaHUs ~ MeJ/IeHHO  IIporpeccupyloliee.
OHMI'": npu3Haky JeHepBaLlMOHHBIX H3MeHe-
Hul, Ha mo3gHux cragusx CIIU no addepeHT-
HbIM BOJIOKHaM cHmxaeTcs. [laromopdonoru-
yecKue M3MeHeHUsI: JlereHepanyisi ClIMHa/IbHbIX
TaHIVIMeB, 3a/lHUX KOPELIKOB CIMHHOIO MO3ra,
HeliporeHHasi arpodust Mbitii [1].

HacnesctBeHHasi ceHCOpHast U aBTOHOMHast
Helporiatusi 2 TWIa, ayTOCOMHO-peLieCCHBHasI
(dopma: TeH He KaptupoBaH. [leGroT 3aboseBa-
HUsI B PaHHeM JIeTCKOM Bo3pacTe. XapaKTepHO
HapylleHue BCeX BHUJ/IOB YYBCTBUTENbHOCTH,
Tpoduueckue s3Bbl CTOI M aMIlyTaluu
nanbleB. Teuenue 3aboneBaHusi MeJIEHHO
nporpeccupytomjee. SHMI': cHwkenue CIIU
1o apdepeHTHHIM BoOKHaM. OTCyTCTBUE MU-
€/IMHU3UPOBaHHbIX BOJIOKOH, CHIKEHHe 4MC/a
HeMHe/TMHU3UPOBaHHBIX BOJIOKOH B GromnTaTax
niepucepuueckux HepBos [1].

Cunapom ceMeiHOM T3aBTOHOMUU
(cungpom  Paiinu — [les,  Hac/ieqCTBeHHast
CEeHCOpDHasi U BereTaTWBHas  HeWpomaTus

3 TuMa) HacaefyeTcs TI0 ayTOCOMHO-peLieCCHB-
HoMy Tury. [leGror 3aboneBaHusi B IepBble
ro/ibl KU3HU C Oy/b0apHBIX HapylieHuH (coca-
HUsI, TVIOTaHUs]), THUIEPCaTUBaLd TIPH OTCYT-
CTBUM CJIe30TeYeHHs], TIPUCTYTIOB PBOTHI, TI0-
BBIIIEHHsI apTePUaAIbHOTO JaB/IeHUs], TeMIiepa-
Typbl, TIOTOOT/E/EHUs], HapYIIeHWs UYBCTBHU-
TeJbHOCTH B BH/le CHIKeHUsI opora 6osieBoro
BOCIPUSATHS. XapaKTepHa IaTooTHsl 3pUTeslb-
Horo a”anu3aropa. DHMI': cawkenue CIIN o



JBUraTe/bHbIM U UyBCTBUTE/bHBIM BOJIOKHAM.
Teuenue niporpeccupytoiee [1].

Bpox/eHHass CeHCOpHasi HeWporaTtusi C
aHruzpo3oM  (CMHApPOM  ceMeilHOW  Ju-
3aBTOHOMMM 2 TWTA)  HAC/lefyeTcs 110
ayTOCOMHO-pelleCCUBHOMY THITy. [ebroT 3a60-
JIeBaHUsSI C POXKJeHWsl. XapaKTepHbI IepHOfH-
YyecKue SMM30[bl TIOBBILIEHHS] TeMIIepaTyphl,
aHTU/pO3, HapylleHHe 00/1eBON UyBCTBUTE/Ib-
HOCTH, Tpoduueckue si3Bbl. Ha SHMI: cHinke-
Hue CIIM mo addepeHTHBIM BosoKHaMm. B
Ouonratax mepudepuyecKix HEpBOB: W30U-
paTtenbHasi yTpaTa TOHKUX HeMHeTMHU3HPO-
BaHHBIX BOJIOKOH. TeueHHe Mporpeccupyloiee
[1].

3aknoueHue. BBUy [0CTaTOUHO BBICOKOW
pacrpoCTpaHeHHOCTH OTAeNbHBIX (OpM Ha-
C/e[ICTBEHHOW HeWpomaTud W UX I[037Hel
[MarHOCTUKA B TIOBCEHEBHOW HeBpOJIOTHAYe-
CKOW TIpaKTHKe HeoOXO[MMO TOBBIIIeHHe Ha-
CTOPO’KEHHOCTH TPAKTUKYIOIIUX HEBPOJIOTOB C
Llebl0  paHHero BhIsABNeHUs1 3aboreBaHus,
KOrja Tepamusi M peabWIMTalOHHBIE Me-
poripusiTiss Haubonee 3¢deKTUBHBL. JTO MO3-
BOJIUT 3aMeJJIUTh TEeMIIbl IPOrPeCcCUPOBaHUS
HaC/Ie[ICTBeHHBIX HEUpPOMaTHuii M yAy4IlUTh
COLMabHO-OBITOBYIO a/laNTallyIo MarjieHToB.
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