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BBenenue

DKCTpanupaMuiHasi CUCTeMa — O3TO CHUCTEMa KOPKOBBIX, IOJKOPKOBBIX H
CTBOJIOBBIX SIJIEP TOJIOBHOTO MO3ra W IPOBOAAIIMX IYTE€H, COCAUHSAIOIIMX HUX
MEXJy CO00OM, a Takke C JBUTaTEIbLHBIMU SpaMU YEPENHBIX HEPBOB CTBOJA
TOJIOBHOTO MO3Ta M MEPEeIHUX CTOJI0OB CIHMHHOIO MO3ra, OCYIIECTBISIONIAs
HENIPOM3BOJIBHYIO aBTOMATUYECKYI0 PETYISALUI0 W KOOPAWHALMIO CIOXKHBIX
JIBUTATEJIbHBIX AaKTOB, PErYJALMI0 MBIIIEYHOTO TOHYCA, IOJJECpPKAHUE TI03bI,

OpraHun3alnuvio IBUIaTCIIbHBIX HpOHBJIeHI/IfI 3MOL[PII>1.

OKcTpanupaMuaHas CUCTEMa — OBOJIIOLMOHHO Oojiee JpEBHsISI CUCTEMA
MOTOPHOTO KOHTPOJISi MO0 CPAaBHEHHIO ¢ NMUpaMHUAHON cuctemon. MmeeT ocoboe
3HaUYEHHWE B MOCTPOEHUU W KOHTPOJIE IABMKEHUH, HE TpeOymomMX aKTHBAIUU
BHUMaHuA. SIBnsercs (QYHKIMOHANBHO 0oJiee TMPOCTBHIM PETYISTOPOM  TIO
CPaBHEHMIO C PETYJISITOpaMU MUpaMUIHON cucteMbl. OHA Kak Obl MOJArOTaBIUBACT
CKEJIETHYI0 MYCKYJaTypy B KaXJ0€ [aHHOE MI'HOBEHHME BOCIPUHHUMATh
BO30YX/JalolMe W TOPMO3SLIMEe HUMMYJIbChl. HapylieHne B OJHOM H33BEHHEB
PETYIHMPYIOIUX AESITEIBHOCTh HKTCPAIUPAMUIHON CHCTEMBI MOXKET IPUBECTH K
HOSABJIEHUIO 0C000i1 (OpPMBI MBIIIEYHOI'O TOHYCAa- PUTHIHOCTH, a TaKke K

Pa3BUTHUIO TUIIO WUJIHM T'HIICPKHUHC3A.

OCHOBHEIC OKCTpAllMPpaMUIAHBIC CHHAPOMBI JCIIATCA HaA THIIOKHHCTHYCCKHUC

(MapKUHCOHU3M) U TUIIEPKUHETHYECUE (TUTIEPKUHESBI).

AHaTOoMUsl, HEMPOMEIWATOPHBIC HAPYLICHUS W KIMHUYECKHE CHMIITOMBI IpH

MOPAXXEHUU CTPUONAIIIUIAPHON CUCTEMBI

[TannmuaoHUrpanbHbIN CrtpuapHsiit
[TaummaoHUrpaIbHBINA oTaen OTIeII
oTIe
AHaToMHU4YeCKHE YepHoe BEIECTBO, XBocTaToe sapo,
00pa3oBaHus JaTepaabHbIN U CKopJTyna

MeauaJIbHBINA OJIEIHbBIE



HIapel, KpacHoeE Spo,
cyOTansaMu4eckoe sipo

Hewnpomenuaropusie CHuxeHne coaepKaHus [ToBpIeHNE
HapyIICHUS nodaMuHa, OBBIIICHHUE coepKaHuA
coaepKaHus nohamMuHa,
allETWIIXOJIMHA, CHIKEHUE
MOBBIIICHUE YPOBHSA coepKaHuA
I'AMK, BemiecTna P. allCTUJIXOJIMHA,
CHUKEHUE YPOBHS
I'AMK.
Knunnueckue Onuroxkunesus, ['unoronwus,
CHUMIITOMBI OpaluKUHE3Ms, «1103a KOPPHUTHUPYIOIINE
crubareneiy, JKECTHI,
TUIIOMUMUS, napajioKCcajabHbIC
HIapKaroiasi MoXo/IKa, KUHE3UH, X0pes,
axXeUpOKUHE3, aTeTos,
MOHOTOHHAs PEYb, MHOKJIOHUS,
CUMIITOM «3y04aToro JIACTOHUS,
KoJIecay, OaIITN3M.
I1apaJIoKCajbHbIC
KUHE3UH, [IPOIYJIbCUH,
MUKporpadus,
HapyILIECHUE TICUXUKHU.
ITapkuHCOHM3M.

XapakTepusyercss PpsSaOM  CHMIITOMOB: PUTMHUYHBIM TPEMOPOM, MBILICYHOU
PUTHAHOCTBIO (YCTOMYMBOE TMOBBIIIEHUE MBIIIEYHOTO TOHYCA, PaBHOMEPHOE
COTPOTHRIICHHE MBI BO BCeX (a3ax MACCHBHOTO JBYIKCHHS, OIMHAKOBO
BBIPAKEHHOE B CTHOATENSIX M pasrudaTesix), MOCTypalbHON HEYCTOWYHBOCTHIO
(HEecnoCOOHOCTh YJIepKUBATh PABHOBECHE, TPYAHOCTU XOABOBI, MAICHUS)
1 OpaaukuHe3uen (3aMe/IJICHHBIN TEMIT JBUKEHUH, TPYAHOCTh HaYadIbHbIX

JBUKEHUM, TPYAHOCTh TIOBOPOTOB).



XoAsaT Takve NAlUEHThl MEJIKUMHU IHaXKaMH, OTCYTCTBYET COJPY>KECTBEHHOE
JIBUKEHUE BEPXHUX KOHEUHOCTEH, IPHU X0/1b0€ OHU HE MOJABMKHBI (alXEPOKUHES).

WNuorpa HabmonaeTcs NponyabCusi, peTPONyJIbCUs U JAaTEPONyIbCHS.

Taxxe HaOMI0OJAI0TCA BET€TaTUBHBIE PACCTPONMCTBA (CANBHOCTD JIMIIA, HIETYIICHHE
KOXH, THUIepcaauBalus) W  HApYyLIEHUS IICHUXO3MOLMUOHAIBHOTO TOHYCA
(CKJIOHHOCTh K NpUCTaBaHUIO- aiikapus). MpIIUIEHHE Yy MAlUMEHTOB 3aMEIJIEHHO

(Opaguncuxus). Mcye3aroT Bce MposiBICHUS CUHJIPOMA B MIEPUOJ CHA.
I'mnepkuHesbl

FI/IHepKI/IHeS -  HCHIPOU3BOJIbHBIC, HACWIIbLCTBCHHBLIC, YPC3MCPHBLIC JIBUIKCHUA,
MCIOAOIMUC  BBIMIOJIJHCHUIO IIPOU3BOJIBHBIX  ABUT'ATCIBHBIX  AKTOB, OOBIYHO
YCUIIUBAOMUECA IIPHU BOJIHCHHHW M YMCHBITNAOIIHUCCA B CTCIICHW BbIPAKCHHOCTU
nmpn OTBJICUCHUMU BHHMAHHA, B IIOKOC, KaK IIPaBUJIO, HCUC3AOINUC BO CHC.
Bo3nukaror IIpu MOpaXXCHUM PA3HBIX OTACIIOB C-)KCTpaHI/IpaMI/II[HOﬁ CHUCTCMBI (B
OCHOBHOM CTpHapHOﬁ CI/ICTCMBI). OCHOBHBIE TUIICPKUHCTUUICCKHUC CHHIPOMBI:

TPEMOD, TUCTOHUS, XOpesl, aTeTO3, OATU3M, MUOKJIOHHS, TUKH.

TpeMop- puTMHUUYHBIE HU3KO- U BBICOKOAMILTUTY/IHBIE KOJeOaHMsI, 00YCIOBIEHHBIE
IIOIIEPEMEHHBIM ~ COKPAILLICHUEM  MBIIII-AHTarOHUCTOB. MOXKET  OXBaTbIBaTh

Pa3JIUYHBIC YaCTH TCJId, YCUIINBATHCA B IIOKOC UJIKM B ABUKCHHH.

Tuku-  OTPHIBUCTBIE  HU3KOAMIUIMTYJIHBIE  ApPUTMUYHBIE  TUIIEPKUHE3HI,
3aXBaThIBAIONINE OT/IEIBHBIC MBIIIIBI, YACTUYHO TOJIaBIIsIEMbIEe BOJICH OOJBHOTO.
Yame HabmrogaeTcsi MOJMUTHBAHNE, MOpraHue, MOAEPTUBAHNE yTiia pTa, 00JIacTh
IJI€4, TOBOPOTHI TOJOBEI. THK peueBoro ammapara IposBISETCS MPOU3HOIIEHUEM
OTIEIBHBIX 3BYKOB. Hapsimy ¢ nmokambHbIME ¢GOpMaMHu  BCTpEYaeTCs W
reHepanu3oBaHHbil THK- JXwwis ge nma Typerta, mpu KOTOPOM HaOIIOJAETCs
MMITYJIbCUBHBIE TOANPBITUBAHUS, TMPUCENAHUSI, TPUMACHUYAHbE, BOKAaJIbHbIC
(eHOMEHbI B BUJIC BBIKpUKHMBAHUE OPaHHBIX CJIOB (KOMPOJanus), BCKPUKUBAHUS,

IMOXPXOKUBAHWA H.T.II.



MuokinoHun — OBICTpblE, KpPaTKOBPEMEHHbIE, O€CHOpsI0YHbIE COKpPAIEHUS
OTHAEIABHBIX MBI MWJIM WX Trpynn. MoryT ObITh TI'€HEPATU30BAHHBIMU U
JIOKaJIbHBIMH, COXPAaHAIOTCS B IIOKO€ W IIpU JBHXKEHUH, YCUIIMBAIOTCS IIPU

BOJIHCHHUH.

ATeTo3- MCIJICHHBIC TOHHWYCCKHNC COKPAINICHHA MBI, YTO BHCHIHC ITOXOXKC Ha
MCIJICHHOI'O pUTMa NPUIYAJINBLIC qepBeo6pa3HLIe» JABHUKCHMUA. OnHu BO3HHUKAIOT B
IMOKOC MU BO BpPCM:A IIPOU3BOJIBHBIX ,Z[BI/I}KGHPlﬁ, YCUIIMBAKOTCA TIOA BJIMAHUCM

3MOLII/II>'I, qanie BCCTO JIOKAJIMUIYCTCA B JUCTAJIBHBIX OTACIAX KOHEYHOCTECH.

I'emubannmu3M- OBICTpBIE, pa3MalIUCThie JBIKCHHS B OOJIBIIOM OOBEME,
HallOMUHAaKIIMe OpocaHue Ms4ya. BO3HMKAIOT Ha OJIHOW CTOpPOHE TeJia, Yaile B

BerHeﬁ KOHCYHOCTH.

Xopesi- HaCUIILCTBEHHBIC, OBICTPBIC, HEPETYISPHBIC, OECTIOPSI0YHBIC TBUKEHUS B
MBIIIIIAaX JUIa, TYJIOBHUIA, KOHEYHOCTEH, sS3bIKa HA (DOHE MBIIICYHON TUIIOTOHUH.

XapakTepHa HEECTECTBEHHA MHMHKA, rpUMacHUYaHbE, 3aMeIJIEHHAs
TOJIYKOOOpa3Hasi peub, «IPUTAHIIOBBIBAIOIIAS» IOXOJKA, YacTo C OpockaMu
TYJIOBUILA B CTOPOHBI. bOJBHBIE HE MOTYT JUIUTEIIBHO YJIEPKUBATh 3aJaHHYIO MO3Y
(Hampumep - UTUTENBHO (PUKCUPOBATH B3TJISA, YJIEPKATh BRICYHYTBIN SI3bIK WM PYKH
BIIEpeN). XOpes YCWIMBAETCI TPU BOJHEHWW, WHTCHCUBHOW YMCTBEHHOM
NEATEIbHOCTHU, MIEPEMEHE MOJIOKEHUS TEJIA U MOCIE IONBITKU YAEPKATh TUIEPKUHES

YCUJIMIEM BOJIH, YMEHBIIAETCS B COCTOSTHUU TIOKOS U TIOJTHOCTHIO MCU€3aeT BO CHE
Knaccuduanus:

- MepBUYHAs Xopes (xopesi ' eHTUHITOHA, HaclleICTBEHHAs I00OpOKaueCTBEHHAs

xopes),

- BTOpHYHAaA HWJIM CHMIITOMATHYCCKasdA: Majdasd HIKM PCBMATHYCCKAd XOpCH,

cocyaucTasi (aTepoCKJIepOTUYECKass U MOCTUHCYJIbTHAs), BOCHAIUTENbHas (Ipu



OakTepHaIbHBIX, BUPYCHBIX M IPOTO30MHBIX dHLE(DannUTax), Mmetaboanueckas (mpu
TUPEOTOKCUKO3€, THUIEp W THUIONApaTUPEO3, THUIOKAIbLIUEMHUS, THUIO U
TUIEPIIIMKEMUs, MEYEHOYHAash HEJOCTATOYHOCTh) JEKApCTBEHHAs M TOKCHYECKas
(mpenapaThl ~ J€BOJIONBI,  HEUPOJENTUKH, CHUMIATOMUMETUKH,  OpaJbHBIC
KOHTpPALIENTUBBI, pe3Kasi OTMEHAa OEH30[1Ma3eNUHOB U HEHUPOJIENTHUKOB, KOKAaWH U

€ro MPOU3BOJIHbIE, OKUCh YIIIEPOIa)

- xopesi npu HelponereHepatuBHbix 3a0oneBaHusx [HC (Oonesnbr Bunbcona-

KOHOBaJIOBa, ATaKCHUA-TCIICAHT'MOOKTAa3us, I[CHTaTOpy6p0-HaJ'IJ'II/II[OJIIOI/ICOBa

atpodus u ap.).

Xopesa I'entunrrona. HacneacTBeHHOe, MEIUIEHHO Iporpeccupylouiee 3a0o0jieBaHNe
HEPBHOM  CHUCTEMBbI,  XapaKTepHU3YyIOllleeCsl  XOPEUYECKMMH  TUIEPKUHE3aMH,
NCUXUYECKUMHU HapYyIICHUSIMU U Tporpeccupylome aemeHuue. I'eH xopeu
['eHTMHITOHa HaxoauUTCS Ha KOPOTKOM Iuiedue Xpomocombl 4pl6.3. Xopes
I'entunrrona manudectupyer, Kak npasuio, B Bo3pacte oT 20 mo 50. Cayuau
IOBEHWJIbHOHM (hOpMBbI 3a0051€BaHusl TOBOJBHO PEIKH . TUNMYHOE MPOSIBIECHUE XOPEU
['eHTUHITOHA y B3pOCIBIX — XOpEHWYECKUW CUHApPOM. Jlokanmmzanus XOpemdecKux
TUIEPKUHE30B  MPUXOJUTCS HA  JIMIEBYID  MYCKYJaTrypy, 4YTO  BBI3bIBAeT
BBIPA3UTENbHbIE TPUMAchl C BBICOBBIBAHMEM f3bIKa, IOJEPTMBAaHUEM  IIEK,

O0OYEPETHBIM HAXMYPUBAHUEM W/WIN IPUIIOJHUMAHUEM OpOBEN.

B psage ciayuaeB HaOmIOMamMCh THUNEPKUWHE3BI B pykax. JIBWKeHHS OOBIYHO HE
CTOJIb CTPEMUTENbHBI, KaK MMPU MAJIOH XOpee, HO CJIOKHEE, MHOT1a 3aMeJIJICHHbIE
(mo Tuny arerouaHbix). C mporpeccupoBaHueM Xopeu ['€eHTUHITOHA TUIEPKUHE3bI
YCUJIMBAIOTCS, MPUOOPETAIOT XapaKTep aTeTo3a U PE3KO BbIPAKEHHON JTUCTOHUU,

BIIOCICACTBHHU HGpCXOI[?IH.[GI?I B PUTUAHOCTbD.

IIpu roBeHwibHBIX Qopmax xopeu ['entunrrona B 50% cnydaeB 3a0oJieBaHUE
MaHu(peCcTUpYeT B BUe OpagukuHe3uu U puruaHoctu. Cyaoporu Bo3HukaT B 30-
50% cny4aeB (B oTiiuKe OT B3pOCIbIX maueHToB). C pa3BuTueM 3a00JieBaHUS Y

OO0JIBHBIX MPOUCXOJIUT PACCTPOMCTBO peueBoit GyHKIMH. B mepByro ouepenpb



BO3HUKAIOT  MpoOJieMbl €O  3BYKONPOM3HOIIEHHWEM, CEMaHTU4YecKass U
CUHTAKCHUYECKasl CTPYKTypa pPEYd OCTAETCAd COXPAHHOM [0 MOCIEAHEW cTaguu

3aboneBanus. Co BpeMEHEM MEHSIOTCSI CKOPOCTb PEUU U €€ PUTM.

I'mazonBUraTesnbHbE HapylIEHUs HAOJMIONAIOTCA B OOJIBIIMHCTBE CIy4yacB Ha
paHHuX cragusax xopeu I'entunrrona. C pazputueM 3a0oieBaHusl y OOJBIIMHCTBA
MAllMEHTOB  BO3HMKAET BEpPTUKAJIbHBIA, pEXE TOPU3OHTAIbHBIA, HWHOTIA

KOM6I/IHI/IpOBaHHBIﬁ HHUCTarM.

Heiiporicuxoyioruueckue paccTpOMCTBA MPOSBISIOTCA HApPYLUICHUEM MaMSTH,
BHUMAaHMS, MBIIUICHUS, TUIAHUPOBAHUSA U KOHTPOJIS JI€STEIBHOCTH, KOTOpPBIE
MOCTENEHHO HAPACTAaIOT BILUIOTH A0 AEMEHIUMHU, B CTPYKTYPE KOTOPOl JOMUHUPYIOT

MOJIKOPKOBO-JIOOHBIE KOTHUTUBHBIC HAPYIIICHHUSI.
Mautas unu peBmatuueckas xopes - (xopes CuaeHrama)

Bo3spact 3a0oneBanus 5-15 mer (wame 8-9 jeT), B 2 pasa yaie 00JICIOT JEBOYKHU.
3a0oneBaHne pa3BUBAETCS OCTPO WM TMOJOCTPO depe3 2- 6 Mec. Iocie
NEPEHECEHHONW CTPENTOKOKKOBOM WH(EKIUH WIM OOOCTPEeHUH pEeBMaTU3Ma
(cycraBHas ¢dopma wunu sSHAoKapaut). [latoreHe3 mayioii Xopen COCTOUT B
AyTOUMMYHHOM pEaKIMu TMPOTUB IUTOIJIA3MATHYECKUX OETKOB HEWPOHOB
TaJsIMyca, XBOCTATOTO SiIpa M MOBPEKICHUU MEIKHX apTepuil Mo3ra (BacKyJHUT),

BBI3BAHHBIX I'CMOJUTHYCCKHUM CTPCIITOKOKKOM I'PYIIIIBI A.

Hauarno 3a6oneBanus ¢ o01meMO3roBbIX CHMITOMOB (TTOBBIIICHHAS YTOMIISIEMOCTD,
HEYCTOWYMBOCTh HACTPOCHUS, Pa3APAKUTEIBHOCTh, IUIAKCUBOCTH, TOJIOBHBIE
0onm), mamee OCTPO WM TIOJMOCTPO PA3BHBACTCS XOPEUUYCCKUUA THUIEPKUHE3.
HavaBmincs ¢ 0JJHON CTOPOHBI, TUIIEPKUHE3 OBICTPO T€HEpAIU3yeTCsl U Hauboiee
BBIpaKEH B JAUCTAIBHBIX OT/AENIaX KOHEUYHOCTEW U JHIlE (OT JIETKUX MOAEPrUBaHUM

110 «JIBUTATEIbHOU Oypu»).

Hudbdepenuuanpias AHMArHOCTUKA Malioll (peBMATUYECKOM) XOpeum U XOopeu

I'enTHUHTTOHA



Kpurepun

OTHOJIOI'us

Bo3zpact nedrora

0oJ1e3Hn

Xopenueckui
TUIIEPKHUHE3 B
COYETAHUU C
NCUXUYECKUMHU

paccTporcTBamMu

IEMEHIINS

CucreMHbIe
IIPOSIBIICHUS
peBMaTu3Ma (apTpur,

SHJIOKApJUT U T.1.)

HacnenctBeHHOCTE

MonekyisipHo-
T€HETUYECKHE METO/IbI

AUArHOCTHUKH

Manas xopest

Nudexuus - Oera
Te€MOJIUTUYECKHUU
CTPENTOKOKK

rpynnsl A

5-15 ner

OO0MraTHbli
NIpPHU3HAK

3200JI€BaHUA

He OniBaer

Yacto BcTpeuaercs

He oTgromena

He ncnons3yrores

Xopes I eHTuHITOHa

['emeTnueckn
JNETEPMUHUPOBAHHOE

3a00JIeBaHUE

35-45 ner

OO6UraTHbIN MPU3HAK

3a00JIeBaHUSA

OO6UraTHbIN MPU3HAK

3200JI€BaHUSA

He BcTpeuaroTest

[HomoXXUTEIBLHEBII

CEMEWHBIA aHAMHE3

JHK TectupoBanue



O¢pdexTuBHOCTH 4acTo HIOJIHBI OtcyTcTBYET

JI€YEeHUS perpecc
KJIMHUYECKUX
CUMIITOMOB
[Iporuo3 OJIaroNpPHUsATHBIN HebnaronpusatHbii

MblieyHble JAUCTOHUU.

HacunbcTBeHHBIC HCPUTMHNYHBIC MCIAJICHHBIC IBUXCHUSA B OIIPCACIICHHBIX I'PYIIIIAX
MBIIII] (TyJIOBI/IIIIC, KOHCYHOCTH, JIMIO, IIIGSI) C q)OpMI/IpOBaHI/IQM IIaTOJIOTHYCCKUX

I103.

Tunuyna xapakTepHas JOKalIM3alusi TUIEPKHHE3a U (POPMUPOBAHHE TUITUYHBIX
JUCTOHUYECKUX 1103, JUCTOHMUYECKUN TUIEPKUHE3 YMEHBINACTCS B IIOJ0KEHUU
Jeka U YCWIMBAETCS - CTOSI MJIW TPU X0/1b0€. YMEHBIIIAeTCs WM UCUYE3aET BO CHE,
yTpOM TOciie TPOOYXKIEHHUs, IIOCJIe TMpUeMa ajKOTOoJsl, YCUJIMBAETCS TpHU

IICUXOOMOIIMOHAJIBHOM H (1)I/I3HLIGCKOM HaIIPSAKCHUU

XapaKkTepHO HAJUYUE KOPPUTHUPYIOLIUX >KECTOB (KPATKOBPEMEHHOE YCTpPaHEHUE
TUIIEPKUHE3a TMPU ONPEACIICHHBIX JBHXKECHHUSAX), HAJIMYHUE MapaOKCAIbHBIX
KUHE3UM (KpaTKOBPEMEHHOE YCTPAHEHUE TMIIEPKUHE3a NP U3MEHEHUH XapaKTepa

NENUCTBHUS)
Knaccuduxanus:

ITIo 3TMoONOrUM: NEepBUYHBIE, BTOPUYHBIE. BTOPUYHBIE TUCTOHUYECKHE CHUHAPOMBI
OBIBAIOT KaK CHMIOTOMATUYECKHE (TPOSBICHUS JIOKAJTBHBIX OPTraHUYECKUX
MOpaKeHUH TOJIOBHOT'O MO3ra - OMYXOJH, aHEBPU3MBI, TPaBMbl, UH(MEKIUU (KOPb,
AMUJEMHUYECKU SHIEDAINT), UHTOKCUKAIIUU, IPUEM HEKOTOPHIX MEAUKAMEHTOB -

HEUPOJICNTUKH, TPENAPATHI JIEBOAOIbI), TAK U CUHAPOMBI B paMKaXx JIPyTUX



HacnencTBeHHbIX Oone3neit (bonesnr Bunbcona - KonoBanoBa, 005€3Hb

lNannepBopaa-lllnarua u np.)
I[To Bo3pacTy: AeTckasi, FOBEHWJIbHAs, B3pociias (hOpMbI

[lo nokanu3auuu: reHepaiv3oBaHHas U JIOKaJlbHas ((oKaabHas, CErMEHTapHas -
TUIEPKUHE3 BCTPEYAeTCs B JABYX CMEXHBIX OOJACTAX, MYJIbTU(OKAIbHbBIE -

BOBJICYEHHE JIBYX HECMEXXHBIX 001acTel U reMUUCTOHUH) (DOPMBI JTUCTOHUU

IlepBuuHas (TODCI/IOHHaH) AUCTOHUA

- HACJICACTBCHHOC ACTCHCPATHUBHOC 3216OJICBaHI/Ie, KIIMHAYCCKU TMPOABIIAIOIICCCS
NU3MCHCHUAMU  MBIIICYHOI'O TOHYCa H HCTIPON3BOJIbHBIMU, TOHHNYCCKUMH
COKpalICHUAMNU MBI TYJIOBUIIA U KOHEYHOCTEU C (1)OpMI/IpOBaHI/IC TUITUYHBIX
AUCTOHUYCCKHUX I103. 3a00JIeBaHNIO CBOMCTBEHHA IeHETHYECKAS IreTCPOrCHHOCTb U

KIIMHUYECKUH TTOTUMOP(PU3M.
DEeHOTUTTHYECKH BBIJEISIOT JBE OCHOBHBIE (DOPMBI TOPCUOHHOM TUCTOHUU:

- purunHas (noda-zaBucumasi) Gopma. Hapsiny ¢ runepkuHe3amMu B KIMHUYECKON
KapTUHE 3200JIeBaHUSI XapaKTEPHO MOBBIIIEHUE MBIIIEYHOTO TOHYCA (PUTHAHOCTD)
U 3aMEJUICHHOCTh JBWKeHus. [Ipm ayTOCOMHO-IOMHUHAaHTHOM THUIE IE€pelayd TeH
(GCH1) noxanu3zoBaH Ha JIMHHOM TIuiedel4 xpomocombl u komupyer [TO-
nuKJIoruaponasy. Jla BapuaHTa € ayTOCOMHO-PELIECCUBHBIM HAaCJI€AOBaHUEM
CBSA3aHHBI C MYTallMsIMU B TeHaX O-MUPYBOWI-TETPArUAPONTEPUH-CUHTETA3bl (6-
PTPC) u tuposun-ruapokcunasbl (ren TH nokanuzoBaH Ha kopoTkoMm Iuiede 11
XpoMOcOMbI). MyTanuii B JaHHBIX T€HaX, KOJAUPYIOMHUX PEPMEHTHl OUOXUMHYECKOTO
KackaJa cuHTe3a Jo¢daMuHa, MPUBOIAT K HEJOCTATOUHOCTH (MM OJIOKY) CHHTE3a
noamuHa B HelipoHax yepHoU cyOctaHuuu. HazHaueHune 3TUM OOJIbHBIM MalIbIX 103

JICBOAOIIBI 3HAYNUTCIIbHO YMCHBIIACT CUMIITOMBI 3a00JIeBaHUs.

- TUCTOHUYECKH-TUNIEpKUHeTHYecKas (moda-neszaBucumas) hopma. Knmanueckue
CUMIITOMBI ~ 3a00JIeBaHUSI TMPEACTABICHBl BBIPAKEHHBIMU JIOKAJIbHBIMU  WJIU
FEHEPAJIN30BAHHBIMUA THUIIEPKMHE3aMH H OTCYTCTBUEM YYBCTBUTEIBHOCTH K

npenapaTtaM JgeBojonbl. OCHOBHOM reH noda-nezaBucumoit nuctonnn (DYTI),



JIOKAJIM30BaHH Ha JJIMHHOM IUlede 9 XpOMOCOMBI U KOJUPYET CUHTE3 Oenka
TopcuHa A, (YHKIHS KOTOPOTO JO KOHIA HEe sicHa. Jlenmemust Tpex HyKJICOTHIOB
GAG B rene DYTI nHacnenyercst ayrocoMHO-T1OMUHAaHTHO. MyTanus B reHe DY T6
(8 xpomocoma) Takke HMMEET ayTOCOMHO-AOMHMHAHTHBIA THUI TMepeaud u
HEYYBCTBUTEIBHOCTh K TMpemaparaM JEBOJOMbI, HO TMPOSBIACTCS TUCTOHUEH
B3pPOCIBIX ¢ MaHU(ECTAMEH TUIIEPKIUHE3a ¢ KPaHHOIEPBUKATBHON MYCKYyJIaTyphl

U pEIKON reHepaan3anueil.

[Ipu puruaHoii Gopme CHUKEHA AKTUBHOCTH AO(PaMUHEPruyecKOM M MOBBILIECHA
AKTUBHOCTb XOJMHEPrUYECKOM CHUCTEM, NpU THUINEPKUHETHYECKON Qopme -

COOTHOILIICHHUC 06paTHOC

B 80% cnydaeB Havano 6ome3nu B 5-20 net (1-70 mer). Uem paHbllie HAYUHACTCS
3a0oNieBaHUe, TEM TsDKEJIee Te4eT W ObIcTpee mporpeccupyer. Manudecrarus
CUMIITOMOB C H3MCHCHHMS TOHyca H (OPMUPOBAaHHS JIOKAIBHBIX (HOpM
THIIEpKAHE3a B MYCKYJIaType KOHEYHOCTEH (uamie B HOre), JHIe Wiu 1mee. B
MOCJICAYIONIEM pPa3BUBAETCS IIOCTEIICHHAs TeHEpalu3allisi TUICPKHHE30B C
MOSIBIICHUEM MEJJICHHBIX BpallaTeIbHBIX JIBIKCHHWH TylnoBuima. JlucToHUS,

HAYaBIIasCs y B3POCIIOro, MPAaKTUIECKH BCeraa uMeeT (PoKaIbHBIN XapaKTep.
A. ®okanbHbBIE TUCTOHUU:

brnedapocnazm - Hempous3BOJIBHOE 3aKPBIBAHWE WM 3KMYPUBAHUE TIJ1a3 WIH

HECITOCOOHOCTH IIPON3BOJILHO OTKPLITH I'JIa3a.

OpomanauOyspHas JUCTOHHS - TUIIEPKUHE3 C BOBJICUYCHHUEM YETIOCTCH, S3BIKA,

ry0.

JlumeBoit mapacnmasm (cuHApoM Meibka) - coderanme Onedapocmazma c

OpOMaHIUOYISIPHON TUCTOHUEH.

LepBukanbHas IUCTOHUS (CHIACTUYECKAsh KPUBOILES) - COKPAILEHUE MBIIIIL [IEU U
JIeY, MPUBOJAIIECE K HAKIOHY WJIM MOBOPOTY TOJOBBI B CTOPOHY (TOPTUKOJLIUC,
JATEPOKOJUIUC), BIiepe] (AaHTEPOKOJUINC), WK Hazal (peTpokoiuiuc). Ha kopoTkom

mweye 18 xpomocomsl siokanuzyetcsi reH DY T7, OTBEeTCTBEHHBIN 3a pa3BUTHE



MEPBUYHOMN LIEPBUKAIBHOW JUCTOHUU C HAYAJIOM B 3pPEJIOM BO3pPACTE U AyTOCOMHO-

JOMHMHAHTHBIM THUIIOM HACJICOOBAaHHA.

JlapunreanbHast JuCTOHMS (crmacThueckas OUC(OHUS) - HapyIIEHHWE 3BYYHOCTHU
rojoca, TIUIABHOCTH W YETKOCTH peud, OOYCJIOBICHHOM JIUCTOHHMYECKUM
HaIpsHDKEHUEM MBI TOpTaHU (CHaBlIEHHas WM LIENOTHas pedb), MPU ITOM

IIOTAaHHUC OCTACTCA COXPAaHHBIM.

I[I/ICTOHI/ISI B KOHCYHOCTAX - TOHHYCCKOC COKpAIICHUC OIPCACICHHBIX MBIIIICYHBIX
I'pyii, KOTOPBIC IMPOBOIUPYIOTCA ABUKCHUAMU (HI/IC‘II/Iﬁ cllasMm - IpoOBOLHPYCT

NUCHMO, aMOYJIaTOPHBIN CMa3M CTOIIBI - XOAb0A).

b. FCHepaJII/IBOBaHHaSI AUCTOHUA - TOPCHOHHAA OUCTOHUA. I[I/IaFHOCTI/IKa

TOPCUOHHOM TUCTOHUU OA3UPyEeTCs Ha CIAEAYIOUIUX KPUTEPHUAX:
- IOCTENIEHHOE Pa3BUTHE TMIIEPKUHE3a BHE CBS3H C KaKOW-TM00 MPUYUHON
- MIOSIBJICHUE JIOKAJIBHBIX (JOPM C MOCIENYIOIIEeH reHepanu3aueil CUMIITOMOB,

- JTUHAMUYHOCTh TUNEPKUHE30B (YMEHBIIEHHE TUIMEPKHUHE3a B TOPU30HTAIHLHOM
MOJIOKEHUH, NCYE3HOBEHHE BO BpEeMs CHa, IIPH 00IIIeM HapKo3e, MpUeMe ajKoroJs,
IpU TOMOIIM KOPPUTHPYIOIIUX KECTOB, a TAaKXKE YCWICHHE TUIEPKHHE3a - MpHU
HMOIIMOHATILHOM HAIPSKEHUH, 1EJICHANPABICHHBIX JABUKCHUSIX, B BEPTUKAIHHOM

MOJIOKEHUH U TIPU XOAK0E), HATMUHE «apaJoKCATbHBIX» KUHE3UH,
- COXPaHHOCTb MHTEILICKTA,

- OTCYTCTBUE MOPAKEHUS IUPAMUTHOU, MO3KEUKOBOM, CEHCOPHOU U APYTUX CUCTEM

HHC
- oTcyTcTBUE 0o4yaroBbix u3menennit npu MPT (KT)
- HAJINYUE B CEMbE MOBTOPHBIX CIy4aeB

- npu npoBeneHuu [19T BrIsIBIsIETCS TUNIEPAKTUBHOCTH B 0a3aJIbHBIX TAHTIIUSIX,

MO3KE€UKE, MOTOPHOH KOpE.

Junarno3 moxet 0b1Th moaTBepxaeH JIHK - tectupoBanuem.



JakiIrouyeHue

OKcTpanupaMuaHas CHCTeMa UMeEeT BaxHeilee (yHKIMOHAIBHOE 3HAYCHHE,
pacmojyiaraeTcst OT KOPbI 0 HIDKHUX OT/AEJIOB CIMHHOTO MO3Ta U MPEeACTaBISIET COOOM
JUIMHHYIO KOJIOHKY HEPBHBIX KJIETOK C OOJBIINM KOJTHMYECTBOM HEPBHBIX BOJOKOH Ha
MPOTSHKEHUU BCEr0 TOJOBHOTO M CIMHHOTO MO3ra. JKCTpanupaMuJHas CHCTeMa
CBA3aHAa C MNUPAMUIHBIMH OOpA30BaHUSAMH U CHCTEMOW KOOpPJMHALIMU MO CBOEH
¢yakiuu. OHa ydacTByeT B (OPMUPOBAHMM MBIIIEYHOTO TOHYCa U TO3HI,
IIPENYTOTAaBIMBAET CKEJIETHYI0 MYCKYJaTypy B KaKJ0o€ MrHOBeHue. PaccTpoiicTBa
IKCTpANMUPAMHUIHON CHCTEMBI OYEeHb Pa3HOOOpa3HbI OT MOBBIIMICHHOW THOKOCTH 10
MIOJTHOTO CTYIOpPa, MCYE3HOBEHHEM HEOOXOAMMBIX (YHKIUNA U TOSIBICHHEM HOBBIX,
pa3BUTUEM TpEMOpa WM HEPBHBIX THKOB, XOPEH WJU THUIEPKUHE30B PA3HOTO
xapakrepa. Ho, K coxasieHuio, 70 MOCJIEIHEro BpPeMEHU MNpoOJeMbl C pasiagaMu

3KCTpaHI/IpaMI/IJIHOﬁ CUCTCMBbI OCTAIOTCA HC ITOJIHOCTHIO U3YUCHHBIMU.

[ToaToMy HE0OXOAMMO MOAPOOHOE MU3YUYEHHE CTPOEHUS, PYHKIMH U PACCTPOICTB
AKCTpAUpPaMHUIHON CHUCTEMBbI, 4YTOOBI M3 BCEr0 MHOroo0Opa3us MPaBHIBHO
JTUArHOCTUPOBaTh (opMy 3a00J€BaHUS M HA3HAUUTH HYKHOE JICUEHUE TMAIUEHTY,

YJIYUHIIUTb €ro Ka4CCTBO KU3HU.
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