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4.1.1. HacaeacTseHHble NOAMHEBPONaTUM

HacnencrBeHHbIe MOTOPHBIE 1 CEHCOPHbIE HEBPONIATHH

BneKTpopU3MONOrHyecKre HCCIeA0BAHUS U GUOTICUS HEPBOB O3B
na10T AuddepeHIpoBaTh HECKONBKO BAPDUAHTOB HACTENCTBEHHBIX MC
TOPHBIX ¥ CeHCOpHBIX HeBponatuil (HMCH) Kak ¢ JOMUHAHTHBIM, Té
Y C pelieCCHBHBIM TUIIOM HaclenoBaHus. Beigenstor 7 Tunos HMCH. |

HMCH I u Il munoe ABNAI0TCA BaDUAHTAMU HEEPANLHOU AMUC
mpoduu Illapxo — Mapu — Tyma. HepBbl IOPaXarOTCA N0 THITY Cel
MeHTapHO# JemuenuHusauuy (HMCH I) wiu akcoHanpHOM HereHep:
uuu (HMCH II). _

T'eH, otBercTBeHHbIH 38 HMCH I, pacrosnioxeH B A/IMHHOM muiede 1-
XpoMocoMbl. IIpu cerMeHTapHO# AeMHeNMHM3aLUuu (M peMUe/THHU3E
LIUH) aKCOH OCTAaeTCsl HHTAKTHBIM, a B Pe3y/IbTaTe PeaKTUBHOMN TUMepILt
31 JIeMMOLUTOB Pa3BUBAOTCSA U3MEHEHHUA 10 THITY <«TyKOBUYHBIX»> Pa3
pacranuit (puc. 4.2). AKCOHaIbHas fiereHepamus CONPOBOXAAeTCH BTQ
pUYHO¥ fieMueNvHu3aIMelt 6e3 «TyKOBUYHON» TpaHchOpMauu. ‘

MuddepenunanbHas quarHocTuka pasnuyHbix Bugos HMCH Bhinos
HAETCS HAa OCHOBE aHa/IM3a CKOPOCTH HEBPAJIbHOM IPOBOAMMOCTH (TIPOBE
AleHVe MMITyJIbCa 10 CPEeIMHHOMY HEPBY CO CKOPOCTBIO HIDKe 38 M/C CBUJE
TenbeTByet 0 I Tume HMCH). 3a6oneBanue fneboTupyet dpacuvky s
¥ Cria3MaM# B MBIIILAX FOJIEHH, YMEHbLIAIIUMUCS 110 Mepe MPOrpeccH:
posanus GosesHy. B CBA3M ¢ BOBJeYeHHeM B IATOJIOTHYECKHUI MPOLIEC
MeJIKMX MBI CTOIbI BO3HUKaeT ee eOopMaLus 10 TUITY «KOHCKOM CTO
NBI> WM <«T0JION CTOMBI>, GOPMUDYIOTCS MONOTOYKOOOpPa3HbIe Nanblb
(vacro Takue GosbHbIE NEYaTCA y XMPYproB-opTOmenos) (puc. 4.3)
ITocreneHHo pa3BuBaIOTCA c1abocTh U aTpodusi nepenHer Gonbuebep:
LIOBO# MbIWIL(bI, pa3rubaTesieli NanbLeB HOT, JJIMHHOM U KOPOTKOH MaJIo:

Puc. 4.2. Tunepniasus IEMMOLIUTOB PY HACEZICTBEHHO! MOTOCEHCODHOH

HeBponaruu I Tuna

110

Puc. 4.3. Mo10TO4K006pa3HbIe Mablibl IPX HACIEACTBEHHOI MOTOPHOM
¥ CEHCOPHOM HeBpOMaTUu

GepuOBbIX MBIIIIII. HOBTOMy 3aboJieBaHKE YaCTO UMEHYeTCs IepOoHealb-

HOi MblIIedHOI aTpodueil.

Ha no3pHux cTagusx 60Je3HU aHaJIOTMYHble M3MEHeHHUs] BO3HUKAIOT
i WKPOHOXKHBIX MbIIIIIAX (HOTM HALOMHMHAIOT TepeBepHyThie OyTHIIKHU)
(puc. 4.4); NOABNAIOTCA ABUraTeIbHbIE PACCTPOMCTBA B BEDXHUX KOHEY-
IOCTSAX, 0COOEHHO B Majblax (C NpeuMyIiecTBeHHbIM [I0pPaXKeHUeM Cru-
bareneit). ¥ 6onbHbix ¢ HMCH I 4acTo BO3HMKAIOT CrubaTeIbHble KOHT-
pakTyphl B masbuax. CyXoXuiib-
lble pedyiekchbl M3MEHSIOTCA He-
PABHOMEDHO: axXWJIJIOB BbINafiaeT
lCeraa, KOJeHHbIM — B IIOJIOBUHE
yyaeB, pedyieKchl C TpeX- U ABY-
[J1IaBOM MBI IUIe4Ya — TOJBKO
[IpY BBIDOXXEHHOM TIOpaXXeHUH He-
PBOB BEpXHMX KOHeyHocTed. Kak
[IpaBUJIO, y BCEX IALMEHTOB Ha-
mozaaercs cHYKeHHe BUOpALOH-
HOM, TaKTWJIbHOM, 6OJIEBO# U MbI-
1lIe4HO-CYCTaBHOM YyBCTBUTEJILHO-
cri. Y dactu 6ombHbIX ¢ HMCH I
BbisBIISAETCA TUNepTpodUs Nepu-
(pepudeckux HepBHBIX CTBOJIOB, B
JACTHOCTH ITOBEPXHOCTHOTO MaJIO-
(epuoBoro ¥ OOJBIIOrO YLIHOTO
HepBOB.

[TockonbKy Ans 3abosieBaHUSA
XapaKTepHO MeJiJIeHHOe Tporpec-
CMpOBaHUE, TALMEHTDbI TPUCIO-  Pyc. 4.4. ATpodusi UKPOHOXKHBIX MBILIL]
cabnuBaioTcs K cBoeMy ZedexTy NIPY HaCJIeACTBEHHON MOTOPHOM
U, HECMOTpA Ha BbIPAXEHHYIO " CEHCOpHOﬁ HeBpONaTUu
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cnaboCTh M MOXyAaHUE KUCTH, MOTYT CaMOCTOSITE/NIbHO Iepe/BUraThCs
¥ BBIMIOJIHATb HEKOTOPbIe BUABI paborT. )
HMCH IIl muna (6one3ns [lescepuna — Comma) — runeptpodus
yeckas (ZeMUeNTMHU3UPYIOLIas) HeBPONaTus, AeOI0TUDYIOILas B PaH
neTckoM Bo3spacre. [IposBseTcs NpoOrpeccupyroluM TeTpanape3oM, OT:
CTaBaHKWEM B MOTODHOM pa3BHUTHUHM, FeHepaJM30BaHHON apedekcuei,
yTOJILIeHVeM CIIMHHOMO3IOBBIX U YeperHbIX HepBOB. IIpu 31eKTpoHeH+
pomuorpaduu BhIABIAETCA pe3Koe paBHOMePHOe CHI)XKeHMe HeBPaJIbHO}
MPOBOAMMOCTH MO IBUTaTeIbHBIM BOJIOKHaM. [Tpu 6uoncuu oTMevaroTe
yMeHblIeHHe YUC/a KPYIHbIX MUETMHU3UPOBAHHBIX BOJIOKOH, CerMeH-
TapHas JleMUeIMHU3aLKsA U aKCOHaIbHasA aTpodus. 1
HMCH IV muna (6one3ns Pegpcyma). AyTOCOMHO-peLIECCHBHOR
3aborneBaHue, CBSI3aHHOe C AeQUUMTOM O-THAPOKCHUIa3bl QUTAHOBO
KUCJIOTBI, y4acTBylomeid B GpopMupoBaHUM MuenuHa. [IposBiseTcs
AeTCKOM MJIY IOHOIIECKOM BO3pacTe B BH/Ie MO3)X€YKOBOM aTakCcuu, Hapy=
IIEHUSA BCeX BU/OB YyBCTBUTEJIbHOCTHU C BbINIaZIeHUEM CYXOXUJbHBIX pes
¢rexcoB, MUTMEHTHOH JereHepaLyiell CeTYaTKH, KaTapaKToi, UXTHO30M,
aHOCMMel, HefipOCeHCOPHO# TyroyxocTblo. OT/IMYaeTcs MeIeHHO PO~
rpeccupyloLuM TeyeHreM. B pazBepHyTo# craauu 3aboneBaHus Hab0:
Dal0TCA YTOJIIEHHWEe HEPBHBIX CTBOJIOB, Pe3KOe CHUXXKeHHe CKOPOCT
HEBPAJIbHOM MPOBOAMMOCTH 110 ABUrATeIbHBIM U YyBCTBUTENbHBIM
JIOKHaM 1o faHHbIM DHMTI, npu 6uoncuu — runeprpodudeckas HeBp
naTus ¢ GOpMHUPOBAHUEM <«JIyKOBUYHBIX I'OJIOBOK». g
HMCH V muna HacnenyeTcs 10 ayTOCOMHO-OMMHAaHTHOMY TUIY
TNPOsABNIAETCA Ha BTOPOM JIeCATUIIETHH MJIH N03Ke. XapaKTepHO COYeTs
HYe MeZlJIeHHO HapacTaroLlero CracTU4ecKoro rnapanapesa ¢ OTCyTCTBUEM
YyBCTBUTEJILHBIX PACCTPONCTB ¥ HOPMAJIbHOMN MJIM HECKOJIBKO CHUXKEH=
HO# CKOPOCTBIO NIPOBeZIeHUsI 1o HepBaM. IIpy G1oncuy HepBOB BhISBIA=
eTcsl BbIPaKeHHOEe yMeHbIleH’e KOJMYecTBa MUeNMHU3UPOBAHHBIX BO<
JIOKOH. BL

0~

TOCOMHO-DeLIeCCHBHOMY THUITy. [l Hee XapaKTepHO cOo4eTaHue MOJIMHEB=
POMNaTHUYecKOro CUHAPOMA ¢ aTpodueil 3pUTeIbHOTO HepBa. .

Jna HMCH VII muna, Haclezyouielics 0 ayTOCOMHO-peLleCCUBHO=
My THIy, XapaKTepHbl COYeTaHHe MOJMHEeBPONAaTUYeCKOTO CHHApPOMA
MUTMEHTHBIM PeTHHUTOM, peobIafaHye ABUTaTeIbHBIX PaCCTPOMCTB Hafl
4yBCTBUTEJIbHBIMH, CHH)KEHUE CKOPOCTH HEBPAJIbHOM MPOBOIUMOCTH.

Opnaxo atpodus U c1aboCcTh NepoHeaNbHOH IPYMIIbI MbIIIL BO3HUKA~
I0T TaKXe TpU CIHHOLepebesIAPHOM JereHepaluy, AUCTPOdUIECKOR
MUOTOHUH, @ <JIyKOBUYHbIEe» Pa3pacTaHus He ABJIAIOTCA CrielnpUIecKuM
npusHakoM I wmn IIT Tuma HMCH, Tak Kak MOTyT Habr0#aThCs, HampH-
Mep, Ipu AnabeTnyeckoit nomHeBponatiu. Cxoxyio ¢ HMCH kinnndge-
CKYIO KapTHHY MMeeT OYeHb PefIKO BCTpedarolmasca AucTanpHas popma
CNIMHANIbHOM aMHOTPOYUM U AUCTANbHASA MUOAUCTPOUS (HET Hapyle-
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WWii 9yBCTBUTEILHOCTH, CKOPOCTb POBEZIeHUs 110 HepBaM B HOPME U OT-
CYTCTBYIOT TMCTOJIOTHYEeCKHe U3MEHEHHUS HEPBOB).

HHCHCJ.ICTBEHHBIC CEHCOPpHbIE ¥ BereTaTuBHbI€ HEBPONIATHH

[JlanHas rpynmna 3aboseBaHMit BCTpedaeTcs peiko. B HacTosimee Bpe-
M#l M3BECTHO 5 TUIIOB Hac/eZICTBEHHbIX HEBPOMATHI C YyBCTBUTEILHBIMU
PACCTPOMCTBAMM B NMCTaIbHBIX OTAENaX KOHEYHOCTEH, COMPOBOX-
Aaomumucs 6e360/1e3HEHHBIMU SI3BAMH, CTIOHTAHHBIMU JIAHLMHUDYIO-
My G6ONAMM ¥ Pa3NUYHBIME TPOQUYECKUMH HAPYIIEHUAMM B MOpa-
JKeHHo# obnacty. PaHee Mog06HBIM CHHAPOM CBSI3bIBAJIU CO CTIMHATIBHOM
Jnspadueit UM NOACHUYHO-KPECTLOBOM (pOPMOI CUPUHTOMUEIHH.

I mun nacnedcmeennsix CEHCOPHBIX U 6€2eMAMUBHBIX HEEPONA-
mui. Hacnesyercs 10 ayTOCOMHO-JOMHHAHTHOMY THIly U BCTPEYaercs
‘e npyrux. [l HEro xapakTepHO MeJIEHHO NPOrpeccupylolee Hapy-
lleHre YYBCTBUTENbHOCTH B AMCTANbHBIX OTZAENaX KOHEYHOCTeH, KOTO-
poe B nebroTe Go1e3HU MPOABISAELTCS YTPATOi 6OEBON U TeMIIEPaTypHO#
\YBCTBUTE/IbHOCTH B HOTaX, a 3aTeM U B pyKax (puc. 4.5).

OcranbHble BUIBI YyBCTBUTEJILHOCTU B 3TOT MEPUOJ, KaK MPABUIIO,
COXPaHATCA, OIHAKO Ha 60JIee MO3AHUX HTanax 60J1e3HU AUCCOLUMPO-
BAHHBIE PaCCTPOMCTBA YyBCTBUTEILHOCTH CMe-
HAOTCA TOTaTbHON aHecTe3uel. YacThIM IIpo-
fiBleHneM 3a60sIeBaHUs CIIYXKAT CTIOHTaHHbIE
erpensromye 60aM B pykax M Horax. Cyxo-
JKuIbHBIe pedIIeKChl OTCYTCTBYIOT MJIM CHUXKe-
Hbl. Peko Habmrona0TCs He3HAYUTEIbHAS U~
(TaabHas MbllleqHass atpodus u cr1abocTh 1o
WMy TepoHeasbHON MbIIIEYHOH aTpoduu, a
TaKKe «1oaasg» crona. TUIUYHBIM CUMIITOMOM
HeBPOMaTUH ABNAIOTCS 6e36071e3HEHHbIE, TTPO-
Ipeccupyromiye, 0o He 3aXUBarolue riy6o-
Kue A3BbI cTOM (malum perforans pedis), pa3su-
BAOIMecs B MeCcTaX HebOONbIIMX TPaBM WIIH
04yaroB MHQEKLMH; a TAK)Ke HeBPOTeHHas apT-
ponatusa (cycraB IIlapko) B rOJI€eHOCTOITHOM
CycTaBe U CycTaBax cronsl (puc. 4.6). Yrosnme-
Hus nepudepruyecKix HepBOB He Haboaaer-
cs. TIpu GUONICHM BBIABNISIETCS 3HAYMTEIbHAS
yTpaTa HEMUEJIMHU3UPOBAHHBIX U, B MEHbILIeH
CTeTIeH!, TOHKUX MUEeJIMHU3UPOBAaHHBIX HEPB-
HbIX BOJIOKOH. HeBpasibHas MpOBOAUMOCTS TI0
/IBUTaTeJIbHBIM BOJIOKHAM HOpMaslbHasg WM
He3HaYUTeNbHO CHIDKeHa.

II mun nacnedcmeennsvix cencopuvix u
sezemamuensvix Heeponamuil. Hacnenyercs

Puc.

4.5. Cxema pac-
CTPOMCTBAa 4yBCTBUTENb-
HocTy npu I Tune Hacnen-
CTBEHHO! CeHCOpPHO-Bere-
TaTMBHOY HEBPONATUU.
[ToscHeHus B TeKcTe
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Puc. 4.6. Hesporennas ap!
ponatus (cycras Illapko)

N0 ayTOCOMHO-peLecCHB
HOMY THITY, XOTS1 BO3MOX
Hbl CropaguvecKue Ciy
yau. IIposBisieTcs B Ipy;
HOM WJIM paHHEM JIeTCKOM
BO3pacTe B BUe pa
CTPOMCTB BCEX BUJIOB YYE
CTBUTEJILHOCTH B JUCTal
HBIX CerMeHTaX KOHe4HOC
Teit (0COGEHHO MPOMPHOLENTUBHOM ¥ BUOPALMOHHOI) C BbITa/leHHEM
CYXOXHUITbHBIX pediekcoB. OTIHuMTebHble MPU3HAKM: A3BBI HA AUC
TaNbHBIX panaHrax MajableB PyK U HOT, MpUBOAsAIMe K 6e360s1eBoit aKk
ponatuu (cycras Illapko, naTonorH4ecKre nepeioMbl KHCTel, MapiieBas
crona), cumntom Pombepra. Crpensiomue 6011 Hab/I0Aa10TCA PEXe
He CTOMb BhIpaXkeHbl, Kak npu I tune HCBH; a MbimeyHas cnabocTs, Ka
NIpaBUJIO, OTCYTCTBYET. .
Bbi3BaHHbIE TOTEHLMAbl HEPBOB HE DETMCTPUPYIOTCS, B TO BPEMS
KaK HeBpaJibHasi IPOBOAMMOCTD 110 IBUTaTe/IbHBIM BOJIOKHaM HOpMaJib
Ha WJIM He3HauuTeslbHO 3aMezieHa. Pazmuunts I v II Tunst HCBH kiu
HUYECKH TIOYTH HeBO3MOXHO, [I03TOMY sl IPOTrHO3a 6oJIe3HH HeobX0
AMMO TIpoBeZieHKe GUOTICHY HepBa (/171 JaHHOW HeBPOTIATUH XapaKTepH
BbIPaXKeHHAs! IECTPYKIUsI MUETUHA3UPOBAHHBIX BOJIOKOH). #
I mun HCBH (cundpom Paiinu — [lea, cemeinasn eezemam
Has Oducynxyus). Hacnenyercs no ayToCOMHO-PEIIECCUBHOMY THII]
TIPOSIBJISIETCS C TIePBBIX HEH MM HeJlesb XXU3HU CUMIITOMaMH TOpaXe
Hus ITHC ¢ u3bupaTesbHbIM BOBJIeYeHHEM YyBCTBUTEJbHBIX ¥ BereTa
THUBHBIX BOJIOKOH. JIMarHOCTHKe 3a00/ieBaHUA CIOCOOCTBYIOT AaHHBI
aHaMHe3a O TPYAHOCTSIX MPH KopMJleHHH (TI0Xoe cocaHue, aucdarus
OTCTaBaHMM B Pa3BUTUM, NOBTOPHBIX THEBMOHMAX (4aCTO HOBOPOXKZEH:
Hble YMHPAIOT OT aCMUPALMOHHOM THEBMOHUH).
C AByXJIeTHEro Bo3pacTa y AieTeit SNM30Audecky HaboaaoTes npu:
TbI PBOTHI, @ TAK)XXe HEZOCTaTOYHOE C/1e300T/e/ieHKe (/IaKpUMHS), THIIEC
Te3Ws POrOBHIIbI, OPTOCTaTHYeCKas MIIOTEH3K s, SPUTEMATO3HAs ChIMb Hi
KOXKe, BBITafIeHUe CyXOXU/IbHBIX pedpiekcoB. ITaTOrHOMOHMYHBIM NPU3HA
KoM 60J1e3HH SBJISIETCS OTCYTCTBUE FPUOOBUHBIX COCOYKOB Ha A3bIKE.
C BO3pacTOM CTAHOBUTCA O4eBUJHBIM 3aMe/lJIeHHe POCTa C Pa3BUTH:
eM TSDKeJIOTO CKOJIM03a, BOSHUKAKT CTOMKOe HapylleH:e BKyca ¥ Pely:
AMBUDYIOIIME S3BbI POTOBUIIBI, PBOTHbIE KPU3bl (AnATCs 1—3 u Hone
IHe# ¥ MOTYT NPUBOAUTD K cMepTH 60MbHBIX). ToNMbKO TPeTh 60/ bHBL
noxuBaoT A0 20 JeT; B 3TOM BO3pacTe 4aCTO BO3HMKAeT BHe3alHal
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MeobbsacHuMas cmepTs. Ilopaxkenne ITHC nposiBisieTcsi paccTpoiicTBOM
(l0/1eBO ¥ TeMIepaTypHON YyBCTBUTEILHOCTH.

/luarHo3 noATBepxAaeTcs NPoGaMU Ha TIOBBIMIEHHYKO 9YBCTBUTE/b-
HOCTb K XONTMHOMUMETHYECKUM cpezicTBaM. HeBpasibHasi NPOBOAUMOCTD
(3 cymecTBeHHBIX M3MeHeHuit. [10 JJaHHBIM MAaTOI0rOaHaTOMUYECKUX
MCC/IeIOBAHMIA: 3HAYUTEIbHOE CHIDKeHHe KOJIMYecTBa HEHPOHOB B CIIWH-
HOMO3TOBBIX y3JIaX, FaCCEPOBOM Yy3Je, MapacCUMIATUYeCKUX MIEeHHBIX U
IPYAHBIX CUMIIaTUYECKUX y3J1aX; yMEeHbIIeHHe KOJMYeCTBa HEMUETHUHM-
SMPOBaHHBIX HEPBHAIX BOJIOKOH MKPOHOXHOTO HepBa.

IV mun nacnedcmeenHnbix CEHCOPHBIX U 8e2eMAMUBHBIX HEEPO-
namui. XapakTepu3yeTcs yMepeHHOMH 3a/iepXKKOH ICHXUIECKOro pa3Bu-
TS, HEYYBCTBUTENBLHOCTBIO K 60M (MHOXKECTBEHHbIE MEpeioMBl, Mo-
BePXHOCTHbIE TIOBPEX/EHHs), aHTUAPO30M, HapyllleHHeM TepMOperyJisi-
1y, BosbHble NOrubaloT B IETCKOM BO3pacTe.

Jlezenue HacnedCmMEEHHBIX CEHCOPHBIX U 6€2EMAMUBHBIX HEGPO-
namui. TIpu Hepponatuax I u II Tuna Heo6XoAUMbI HOLIEHHE YAOBHOI
06yBY ¥ exXeZIHeBHBIN yXOZ 3a KOXeil HOT C LeJIblo MPOPUNaKTUKU A3B.
JleveHue CymecTBYIOMMX A3B XMPYPruieckoe. B 0cTaibHOM MPOBOAUTCS
tumMnToMarvyeckas repanus. Ilpu cuaapome Paiinm — Jlesa ans Kynupo-
BAHUS 3aTSHKHOM PBOTHI UCIIOJIL3YIOT AXa3enaM U GeHOTHA3HHbI.

CHHIPOM BPOXKIeHHOM HeYyBCTBUTEIbHOCTH K 6011

He4yBCTBUTEILHOCTH K 60 1T0/Ipa3yMeBaeT OTCYTCTBUE CYOBEKTHB-
HO¥ peakuuu Ha GoneBoe pasfpakeHHe W BEreTaTMBHBIX MPOSABICHUI
foneBoro cuHApPOMa (y4alleHHe My/bca, YaCTOThI ABIXaHH S, OBBIIIEHKe
KpOBSIHOTO NaBnieHus1). CeNleKTMBHOE HapylleHHe 60IeBOM YYBCTBUTE b-
Hocty — oziHO U3 nposBieHuit Bcex HCBH, xoTs npu ob6cnenoBanum Ta-
K1X 60/TbHBIX BBIABAIOTCA HOPMaJIbHBIE CYXOXHUJIbHbIE peIIeKchl 1 He-
H3MeHEHHbI MOPOT BOCTIPUSATUS YYBCTBUTETbHBIX Pa3fipa)keHUH; IpoBe-
/leHye 1O IBUraTeNbHbIM U 9yBCTBUTEIbHBIM BOJIOKHAM B JOMYCTUMbIX
nipenenax. CUHAPOM sIBJISIETCA YaCThIO KIMHUYeCKOi kapTunsl HCBH 11,
I11, IV Tina, 601e3Hu Pabpy U HEKOTOPBIX BaPUAHTOB HAC/IEACTBEHHOTO
amunonao3a. OTCyTCTBHE peakiuy Ha 60J1b MOXeET BCTpevaThCs P Ts-
JKeJIbIX SHIOTEHHBIX Jeripeccuax u mu3odpenun. TeM He menee mipu I Tu-
ile HCBH moryT BO3HMKaTh CTIOHTaHHbIe 60JTH, HO OHU yaie Haboza-
I0TCSI B CMUMIITOMOKOMIIIEKCe MPUOBPeTeHHbIX HeBPOMATHil (aIKOT0b-
Has, nuabeTuyeckas; cuHApPoM Initena — Bappe).

AMuiougHan noJIMHeBpoOnaTusa

ITopaxxeHusi HEPBHOM CHCTEMbI BO3HUKAIOT ¥ GOJbHBIX B BO3pacTe
10—40 neT nipu cemeitHOM (C IOMMHAHTHBIM Hac/eJOBaHUEM) BapUaH-
e aMUJIOM/103a, MaPANPOTENHEMHUAX U Y 4aCTH BONBHBIX € EPBUYHBIM
AMUITONZI030M. BTOpUYHBIA aMUI0MA03, 06YCIOBNIEHHBINH XPOHUYECKH-
M1 HHOPEKIMAMY, PeIKO COTIPOBOXAAETCS HEBPONOTMYECKHMH OCIOXK-
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HeHUAMU. AMUIOUZHAS MONMHEBPONIAaTUS XapaKTepU3yeTcsi COYeTaH!
eM CeHCOPHBIX (CIOHTaHHbIe 60K, TapecTe3uy, BbInazenne 60neBoi
TeMIepaTypHO# 4yBCTBUTENBHOCTH) M MOTOPHBIX (AMCTajibHbie Mape
3bl U [IapaJIMYM) PacCTPOUCTB Ha GpOHe NPOrpecCUBHOTO CHIKEHUS IJI
6okKx pedieKCOB M YacTO Pa3BUBAIIIMUXCA TYHHENbHBIX CHHIPOMOB
YepenHble HepBbl MPAKTUYECKH He BOBJIEKAIOTCA B MaTOJOTHYECKH:
npouecc, XoTs Habmozgaercs AedopMalus pajyXKu U CUMITOM Ap
raitnna Po6eprcona. CymecTBeHHOU 0COGEHHOCTbIO 3abosieBaHusA AB
JIAIOTCA HEeyKJIOHHOE NTPOrpeccMpOBaHye U BhIPaXKeHHbIE BereTaTUBHBI
HapylieHus (OpTOCTaTUYecKas TUIIOTEH3US, UMIOTeHLWs, HelpOreH:
HBIiA MOY€BO# Ny3bIPh, HapyLIeHHe IOTOOTAeNeH s ). [Ipu 6uoncuu UK
POHOXHOTO HepBa 0OHapyXMBaeTcss OTNOXKeHHe aMUJIOU/d ¥ aKCOHO®
naTus (UBeTHas BKJeHKa, puc. 4.7).
Comartuyeckasi MaToJMOTHSA: KapAMOMHONATH, NOpaXKeHHe XeJyA04s
HO-KMIIEYHOTo TPakTa (IIOHOC, 3aop, 60K B XUBOTE), NoYeK (Hedpos
THYECKHIA CMHAPOM), remaToMeranys M yBenM4eHHe Da3MepoB s3bIKa
(MaKporioccus) — THUIMYHA /A IePBUYHOr0 aMUJIOU/I03a.
DddexTUBHOrO NeYeHNs HET.

Topdupniinas noruHeBponaTus

[opdupum — reHeTHyYecky AeTePMUHUPOBAHHbIE 3a60N1eBaHNUS, BBE
3BaHHbIE HAKOTUIEHUEM MOPOUPUHOB U UX NIPEAIIECTBEHHUKOB, KOTODbIE
ABNSAIOTCA IPOMEXYTOYHBIMY MPOAYKTaMU OMOCHHTe3a rema (puc. 4.8)
Hapymuenne nop$upHuHOBOro 0OMeHa BO3HUKAET TaKKe MPU CBUHIIOBO!
MHTOKCUKauuK. HeBponoruieckue 0CloXHeHUs: HanboJiee 4acTo BOSHU:
KaloT Ipu ocTpoil nepeMexatomieit nopoupun (OIIII), ayrocoMHO-A0
MHMHAHTHOM 3200JIeBaHUH, CBA3AHHOM € IeQULIATOM aKTUBHOCTH TOP(A
ounuHOreHAeaMuHa3bl. 60—90 % HocuTeNel NaToJOrMIecKoro reHa @
TaKTes 310poBbIMH, ¥ 10—30 % Gone3Hb MPosBIAeTCs OCTPLIMU aTaKaMH
B GoMbIIMHCTBe CTy4aeB aTaky BbI3HIBAIOTCS JieKapcTBamu (6apGuTypath
cynbdaHuIaMuAbl, SCTPOTEHB!, POrecTePOH, aMHUAONMPHUH, 3proTa
MUH, TudpeHuH, rpusecdyIbBHUH, XJIOPAKOH, IeBOMULIETHH, pUdaMIULHK
¥ 11p.). ATaKy TaK)Ke MOTYT CIIPOBOLMPOBATh aJIKOr0Jib, MbILIbSK, HU3KO
yI7IeBOAHAS ueTa, UH(EKHsl, CTpecc, FOpMOHaIbHbIe KoebaHus. MHO
rZ1a IPOBOLMPYIOLIUIT GaKTOpP OCTAaeTCsA HeU3BECTHhIM.

Haubonbumre natonorudeckue capuru npu OINIT Bo3nukarot B ITHC
TiepBUYHAs aKCOHA/IbHAs ZiereHepalys MeTaboIMyecKoro reHesa 1 cerMeH
TapHas JEMUETMHM3ALKS TIPEUMYIIeCTBEHHO MIEMUYeCKOro reHesa Ha
ubornee BHIPaXKeHbI B JBUTATEIbHBIX ¥ BereTaTUBHBIX BOJIOKHAX; B CIMH
HOM Mo3re HabmoAaloTca peTporpajHble fereHepaTUBHbIE M3MeHEHM!
NPeUMyIIeCTBEHHO B MOTOHEMPOHAX. :

Tunvusas araka OITIl HaunHaetcst abZOMMHAIBHBIMU GoNAMM, /ane
BO3HMKAIOT ICMXOMATOJIOTMYeCKHe PacCTPOMCTBa (AenpeccHs, ICUXOMOTOP
HOe BO30y)XeHue, TUCCOMHUSA, IeNIMPUIA) U Pa3BUBAeTCsl [OIMHEBPONaTH:
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- AboMMHaTBHBIE 6OJIM YacTo CIIy-

CH =CH2 CH3
JKAT MOBOZIOM 1St OLIMOGOYHO# 11~
ArHOCTUKHA <«OCTPOTO JKUBOTa» M
nanaporomuu. IlopdupuitHas
[I0JIMHEBPOIIATHS HEepelKO Havu-
Haercs C mape3oB B BEPXHUX KO-
HEYHOCTAX € MOCHeAYIOMUM X
pacrpocTpaHeHHeM Ha HIKHUe KO-
HeyHocTy. ITpy 5TOM COXpaHAITCS
AXWJUIOBBI pedJieKchl, XOTsS BCe
Jipyrue OTCYTCTBYIOT. CeHCOpHbIe | [
HapyIeHus pa3BUBAIOTCS JIMOO TIO
TUIy <HOCKOB» Y <«IIePYaTOK», JIU-
60 10 THIY «KyNaJbHMKa CTapOro
Nnokposi». Jlnsa GonesHu TUIUYHA
BereTaTUBHAasA HENOCTaTOYHOCTH:
TaXMKapaus, OPTOCTaTHYecKast TU-
[0TeH3Us, coYeTaromasnca ¢ apre-
PHaIbHOM TUNePTeH3HUel, aHU30KOPHs, HapyllleH!e Ba30MOTOPHBIX ¥ Cy/I0-
MOTODHbIX pedIeKCOB. B TKeNIbIX CITy4asix OPaKaloTCs MBILILIbI TY/IOBHIA
M YepernHble HepBbL: Yamle Gmyxparomuit (X), pexxe nuuesoit Heps (VII) u
Ila30/iBUraTeIbHble HepBbl. ITaTorHoMoHVYHBIM cumiroMoM OIIII sBnser-
(s KpacHasi Mo4a (LiBeTa «6ypryH/ICKOro BUHa» MU «[IOPTBeiiHa»). Jlabopa-
TOpHas BepudUKanyus nopGUpHU OCyLIECTBISETCS C TOMOIIBIO TecTa Bat-
cona — Illsapua (ompeaensercs nopdobunrHoren B Moye). Bo3amoxHbIe
NPUYMHBI CMEPTH: AbIXaTe/lbHas HeJOCTaTOYHOCTb BCJIEZICTBHE Tapainya
JIbIXaTeJIbHbIX MBIIIILI, 8 TAKXKe OCTPasi cepZiedHasi HeJoCTaTOYHOCTh. PaHHsAs
IMarHOCTHKa OpQUPHH, Ha3BaHHOM 3a MONTMMOPOHOCTE NIPOSBNIEHMI «Ma-
JIEHbKMM UMHUTaTOPOM», TIO3BOJIUT CBOEBPEMEHHO NpeyTpeanTh Ha3Haye-
Hue IopGUPHHOTeHHBIX NIPeNapaToB, a pAHHee JieYeH e aTaK MOXeT obecrie-
YHTb IOCTaTOYHO BBICOKOE Ka4eCTBO XU3HU OOJIBHOTO.

[Tpu cBOEBpPeMEHHOM IMarHOCTHKE BO3MOXXHO BOCCTaHOBJIEHHE yTpa-
YeHHbIX QyHKLMI (PECTUTYLIHA MOXKET MPOAOIDKATLCSA HECKOJIBKO JIET).
/i nevYeHns aTaKu MCIOIB3YIOTCS CPEZCTBA, MOAABIAI0Ie aKTUBHOCTD
(pepmeHTa, CNOCOGCTBYIOIIErO CHHTE3y Y-aMUHOJIEBYTMHOBOM KHCIIOTHL.
YrneBozsl (T7110K03a UK JIeByne3a) BBOAATCA B fo3e 400 r/cyr, nperna-
paTthl reMa (reMaTHH, HODMOCAaHT) — B /i03e 4 MI'/KI' BHYTPHUBEHHO.
Dddextusen nnasmadepes. IIMPOKO MCHONB3YIOTCA MPONMPAHOION
(ananpunun), uuToxpoM C, aHalbreTUKH (MapaLeTamo, MeeHaMuHO-
Basl KUCJIOTA, KOZIEWH, poMezos, MopuH). IIpoTHBOCYNOpOXKHAs Tepa-
1151 IPUMEHSIETCS C OCTOPOXXHOCTBIO, OAHAKO IPH Pa3BUTUH SMUIETH-
YeCKOro cTaryca Heo6XOAMMO BHYTPUBEHHOE BBeJleHMe PelaHuyMa MK
peKTanbHOE BBeJIeHUe XJI0paaruzpaTa. I1pyu pa3BUTHM AbIXaTebHOM He-
Jl0CTaTOYHOCTH T0Ka3aHa MBIL. ‘

H3C CH= CH2
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COOH COOH
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