['ocynapcTBeHHOE 010 KETHOE 00pa30BaTENILHOE YUPEKICHHE
BBICIIETO MPO(hEeCCHOHATBHOTO 00pa30BaHNUS
"KpacHosipckuii rocy1apCTBEHHbIN MEIUIIMHCKUN YHUBEPCUTET UMEHU
npodeccopa B.D.Boitno-fcenerkoro”

MunucrtepcrBa 3apaBooxpanenus Poccuiickon @enepanuu

HCTUTYT MOCJICAUIIOMHOTO 00pa3oBaHus
Kadenpa nepBHBIX O0JIe3HEN ¢ KypCOM MEIUIIMHCKOM peadumutaruu [10

PEDOEPAT
Tema: DkcTpanupaMuHas CUCTEMA U €€ HApYLICHUS.

Brimonnauna: opauaarop 1-ro roga o0ydeHus mo
crienuanbHocTh «Hesponorus»
CeBepuna Mapuna UropesHa

Kpacnosipck, 2018



OrJasJienue

L BBEIEHIE. ..o e e e e 3
2. TTAPKIHCOHUBM. ...cc.uviietieeiiieeeitieesisee sttt esteeaie e e ssbe e e sbee e st e e sbe e e snbe e s seeesnneesnneens 4
I 171105300905 (ic) 5 PSSP 5
TIN5 000 (32 050 (0107 (03 K0 5 171 10
TR T: ) 010 {0 1 (5350 (< INUUTU TSP S TR 13

6. CIIMCOK JTHTEPATYPBL....c.evveeerreeereeerereeessseessseesneeessseessssesssseessssessessseessssessssens 15



BBenenue

DKCTpanupaMHIHasi CUCTEMA — 3TO CUCTEMA KOPKOBBIX, MOJIKOPKOBBIX U CTBOJIOBBIX
siIep TOJIOBHOI'O MO3Ta W MPOBOJAIIMX MyTEH, COSAUHSIONINX UX MEXKIy coOOH, a
TAK)KE€ C JABHUTaTEIbHBIMM SIIPAMU YEPEIHBIX HEPBOB CTBOJIA TOJIOBHOIO MO3ra U
nepeaHuX CTOJIOOB CIHMHHOI'O MO3ra, OCYIIECTBISAIONMIAs HEMPOU3BOJIbHYIO
ABTOMATHUYECKYIO PEryJSLUI0 U KOOPAWHALMIO CJIOKHBIX JIBUTATEIIbHBIX AKTOB,
PETYJISLIUIO MBIIIIEYHOT0 TOHYCA, O1/IEpKaHUE TTO3bl, OPraHU3aLMIO JBUTATEIbHBIX

IIPOSIBJICHUN DMOLIUH.

DKCTpanupaMuiHasi CUCTeMa — SBOJIOLMOHHO 00JIee IPEeBHSs CUCTEMa MOTOPHOT O
KOHTPOJISI 1O CPaBHEHUIO C MUpaMHUAHON cucteMoir. Mmeer ocoboe 3HaueHuE B
NOCTPOEHUU M KOHTpOJIe ABMKEHUM, HE TpeOYIOIMUX AaKTUBAMM BHUMAaHUS.
Asnsercss (pyHKIMOHAIBLHO Oo0Jiee TPOCTBHIM PETYISTOPOM IO CPAaBHEHHUIO C
peryiaaropaMu nupamMuaHou cucteMbl. OHa Kak Obl MOJATOTaBIMBAET CKEIETHYIO
MYCKyJaTypy B KaxJ0€ JaHHOE MIHOBEHUE BOCHPUHUMATH BO30YXIAIOIIUE U
TOPMO3SIIIME HMIYJIbChl. HapymieHne B OJHOM H33BEHBEB PETYJIHPYIOIIUX
JEATENbHOCTh IKTCPAMUPAMUIHON CUCTEMbBI MOXKET IPUBECTH K MOSIBIIEHUIO 0COO0M
(OpPMBI MBIINIEYHOTO TOHYCAa- PHUTUIHOCTH, a TAaKXE K Pa3BUTHUIO THUIO WIH

TUIIEPKUHE3A.

OCHOBHBIC OKCTpalupaMUJIHbIC CHHAPOMBI ACIATCA Ha THUINOKMHCTHYCCKHC

(MapKUHCOHU3M) U TUIIEPKUHETHYECUE (TUTIEPKUHE3BI).

AHaToOMHMs, HEHPOMENMATOPHBIE HAPYUIEHUS W KIMHUYECKHWE CHMIITOMBI IIpHU

MOPAXKECHUU CTPUONAIIIAIAPHON CUCTEMBI

[Tayumn1OHUT paIbHBIN CrpuapHblii
[TanmmuaoHUrpanbHbINA (03 i () OTAEI
oTAEN
AHaToMHYEeCKHUE YepHoe BEMIECTBO, XBocTaToe sapo,
oOpa3zoBaHUs JaTepaJibHbIN U CKopJyna

MeINaIbHBINA OJIEAHBIE


https://ru.wikipedia.org/wiki/%D0%9F%D0%B8%D1%80%D0%B0%D0%BC%D0%B8%D0%B4%D0%BD%D0%B0%D1%8F_%D1%81%D0%B8%D1%81%D1%82%D0%B5%D0%BC%D0%B0

Iapbl, KpacHoeE spo,
CyOTAISIMUYECKOE SJIPO

Hewnpomenuaropnsie CHuxeHne coiepKaHus [ToBellIEHUE
HapyIIeHUs nodaMuHa, TTOBBIIICHUE cojep)KaHus
COJZIEpKaHUS nopamuna,
alleTWIXOJIMHA, CHIDKCHUE
MOBBIIIIEHUE YPOBHS COJIepIKaHUS
I"'AMK, BemectBa P. aleTHIXOJIMHA,
CHIKEHUE YPOBHS
I'AMK.
Knunnueckue OnurokuHesusl, I'unoronus,
CHMITOMBI OpaIMKUHE3Ms, «1103a KOPPUTHUPYIOIINE
crubarenei», KECTHI,
TUTIOMUMUSI, napajiokcaabHbIC
[IapKaroriasi moxojka, KUHE3UH, XOpes,
aXEUpPOKHUHE3, aTeros,
MOHOTOHHAs PEYb, MUOKJIOHHS,
CHUMIITOM «3y04aToro JACTOHMS,
KoJieca, OaJIJIN3M.
napajiokcaabHbIC
KHUHE3UH, MPONYJIbCHUH,
MUKporpadus,
HapyII€HUE TICUXHUKHU.
IMapkuHCOHM3M.

Xapaktepu3yercsi psAAOM CHMIOTOMOB: PUTMUYHBIM  TPEMOPOM, MBIIIEYHON

PUTHUAHOCTBIO (YCTOMYMBOE TOBBIIIEHUWE MBIIIEYHOIO TOHYCA, PaBHOMEPHOE
CONMPOTHUBJICHUE MBI BO BceX (a3zax MACCUBHOTO JBIKECHHS, OIMHAKOBO
BBIPAKEHHOE B CTUOATeNsIX M pasrudaTelisx), MOCTypalbHOW HEYCTOMYHMBOCTHIO

(HeCTIOCOOHOCTh ~ yIEpKUBAaTh PaBHOBECUE, TPYAHOCTH XOABOBI, TMAJCHUS)

151 6paJII/IKI/IHCBI/16ﬁ (BaM Q)IJIGHHBIﬁ TEMII HBHH(CHHﬁ, TPYAHOCTL  HAYAJIbHBIX

JBUKEHUH, TPYAHOCTh MOBOPOTOB).


https://ru.wikipedia.org/wiki/%D0%A2%D1%80%D0%B5%D0%BC%D0%BE%D1%80
https://ru.wikipedia.org/wiki/%D0%91%D1%80%D0%B0%D0%B4%D0%B8%D0%BA%D0%B8%D0%BD%D0%B5%D0%B7%D0%B8%D1%8F

XoAAT Takve MNalMEeHThl MEJKUMHU IIaXKaMU, OTCYTCTBYET COJPY>KECTBEHHOE
JIBUKEHUE BEPXHUX KOHEYHOCTEH, IPH X0b0€ OHU HE MOJBHKHBI (aliXEPOKUHES).

Nuoraa HabnrogaeTcs NponyJibCusi, PETPOIYIbCUS U JIATEPOMYJIbCHS.

Taxxe HaOMI01al0TCsl BET€TaTUBHBIE PACCTPOMCTBA (CaJbHOCTD JUIA, MIETYIIEHNE
KOXH, THUIepCaIuBaIUsl) U  HApPYUIEHUs TCUXOIMOIIMOHAJIBHOIO TOHYCa
(CKJIOHHOCTh K MPUCTABAHUIO- aiikapus). MbllJIeHHE Yy MAlMEHTOB 3aMEJJIEHHO

(Opamguncuxus). Mcue3zaroT Bce MPOSIBICHUSI CHHIPOMA B TIEPUOJI CHA.
I'unepkuHesbl

I'mnepkuHe3 - HENPOU3BOJIBHBIC, HACWIBCTBEHHBIEC, YPE3MEPHBIC JBUXKCHUSA,
MEMIAIOUIME BBINOJHEHUIO TPOU3BOJIbHBIX JIBUTATEIBHBIX AaKTOB, OOBIYHO
YCUJIMBAIOIINECS IIPU BOJTHEHUH U YMEHBIIAOIINECS B CTEIIEHHA BBIPAXKEHHOCTH IPH
OTBJICYECHUU BHUMAaHHUs, B IOKOE, KaK IPAaBWIO, MCUYE3AIOIINE BO CHE. BO3HMKAIOT
OpU MOPAXKEHUH PAa3HBIX OTAEJIOB SKCTPAlMPAMHUIHOW CUCTEMBI (B OCHOBHOM
CTpHapHOil cucTeMbl). (OCHOBHBIE THMIIEPKUHETHUYECKHE CHHIPOMBI: TpPEMOD,

JTMCTOHUS, XOpes, aTeTo3, OATN3M, MUOKJIOHHUS, THKH.

Tpemop- puTMUYHBIC HU3KO- M BHICOKOAMIUTUTYAHBIE KoJieOaHMsI, 00YCIIOBIICHHBIC
MONIEPEMEHHBIM  COKPAIIIEHHWEM  MBIIII-AHTarOHUCTOB. MOXET  O0XBaThIBATh

Pa3JIUYHbIC YaCTHU TCJIad, YCHUJIIUBATHLCS B IIOKOC HIIN B ABUKCHHM.

TUKU-  OTPBIBUCTBIE  HU3KOAMIUIMTYIHBIE  APUTMUYHBIE  TUIIEPKUHE3BI,
3aXBaTbIBAIOIIME OT/EJbHBIEC MBI, YACTUYHO MOJIaBJIIeMbIE€ BOJIEH OOJILHOTO.
Yamie HaOmogaercsl NOJMUTMBaHUE, MOpraHue, MOAEPTrUBaHKEe yrila pTa, 00J1acTu
IJI€Y, MOBOPOTHI TOJIOBBI. THK PEYEBOro ammapara MposIBISAETCS MPOU3HOLICHUEM
OTHENbHBIX 3BYKOB. Hapsany ¢ JokaibHbIMH (opMaMu BCTpeuyaercss U
reHepain3oBaHHbll THK- Xumns ne na Typerra, mpu KOTOpoM HaOIrOAaeTcs
VMITYJIbCUBHBIE TMOJINPBITUBAHUSA, MPUCENAHUSA, T'PUMACHUYAHBE, BOKAJbHbBIC
(beHOMEHBI B BUJIE BHIKPUKHWBAHHE OpPAHHBIX CIIOB (KOMPOJIAusi), BCKPUKUBAHMUS,

IMOXPIOKKWBAHHUA U.T.II.



MuokiaoHu — OBICTpPbIE, KPATKOBPEMEHHbIE, OECHOpSIOYHbIE COKpallCHUs
OTIENBbHBIX MBI WM WX Tpynn. Moryr ObITh T'€HEpaIu30BAHHBIMU U
JIOKAJIbHBIMH, COXPAaHSAIOTCA B IIOKOE W IPU JBWXKEHUH, YCHIHUBAKOTCS IIpU

BOJIHCHHUM.

ATeT03- MEeIJICHHbIE TOHMYECKHWE COKpAIIECHUS MBI, YTO BHEIIHE IMOXO0XE Ha
MEJIEHHOTO pUTMa MPUYYAJIUBbIE YepBEOOpa3HbIe» NBIKEHUS. OHU BOZHUKAIOT B
IIOKO€ ¥ BO BpEMS IPOU3BOJIBHBIX JBWKEHUN, YCUIIUBAIOTCS 101 BIUSHUEM IMOLIUM,

YJamic BCCT0 JIOKAJIU3YCTCA B AUCTAJIbHBIX OTICIaX KOHCUYHOCTEH.

I'emubammm3M- ObICTpBIC, pa3MalIMCThIC JBMXKCHHS B OOJBIIOM 00BEME,
HaIlOMHUHAIONMEe OpocaHne MsS4a. BO3HHMKalOT Ha OJHON CTOpOHE Tejla, Yalle B

BGpXHCﬁ KOHCYHOCTH.

Xopesi- HACUJILCTBEHHBIE, OBICTPBIC, HEPETYIISIPHBIE, OECIOPSAIOUHbIE ABUKEHUS B
MBIIIIIaX JIMIA, TYJIOBUIIA, KOHEYHOCTEH, s3bIKa Ha ()OHE MBIIICUHONW TUIIOTOHUH.
XapakTepHa  HEECTECTBEHHas  MHUMHKA, TpPUMAacCHUYaHbE,  3aMEIJICHHaA
TOJIUKOOOpa3Hasi peub, «IPUTAHIOBLIBAIONIAS)) MOXOAKA, YacTo € Opockamu
TYJIOBUILIA B CTOPOHBI. BOJIbHBIE HE MOTYT JUIMTENBHO YAEPKUBATh 3aJIaHHYIO 103y
(HampuMep - JUIMTENBHO (DUKCUPOBATH B3TJISNMA, YAEPKATh BBICYHYTBIA SI3BIK WIIH
pyku Brnepen). Xopes YCUIMUBAETCA MPU BOJHEHHHM, MHTEHCHBHOW YMCTBEHHOM
JNEATENBHOCTH, IEPEMEHE IMOJI0KEHHUS TEJIA U I10CJIE IONBITKU YAEPKATh TUIIEPKUHE3S

YCWJIMEM BOJIM, YMEHBIIIAETCS B COCTOSTHUU TTOKOSI M TIOJTHOCTHIO MCUE3aET BO CHE
Knaccuduarnms:

- mepBUYHas Xopes (xopes ['eHTHHTTOHA, HACJIEICTBEHHAs J10OpOKAaueCTBEHHAS

xopesi),

- BTOpHYHAd HWJIHM CHMIITOMATHYCCKAaA: MaJlasd HWIHM PCBMATHYCCKAA XOpPCAd,

cocyaucTasi (aTepoCKIepOTHYEeCKass W TMOCTUHCYJIbTHAS), BOCHAIHUTENbHAs (IIpH



OakTepHalIbHbIX, BUPYCHBIX U MIPOTO30MHBIX dHLEPaIUTax), MeTadbonuueckas (mpu
TUPEOTOKCUKO3€, THUIIEp U THUIONAPaTUPEO3, TUIOKAIbLIUEMHUS, THUINO U
TUINEPIIIMKEMHUS, MMEYEHOYHAsl HEAOCTATOYHOCTh) JIEKAPCTBEHHAs M TOKCUYECKas
(mpenaparsl  JIEBOJONBI,  HEHUPOJENTUKH, CUMIIATOMUMETUKH,  OpaJbHBIE
KOHTpALENTHUBBI, pe3Kast OTMEHa OE€H30/1Ma3eNMHOB U HEHPOJIENTUKOB, KOKAaUH U €r0

IIPOU3BO/IHBIE, OKHCH YIJIEPOA)

- Xopesi mpu HewlponereHepatuBHbiX 3aboneBanusax I[[HC (6one3nr Bunbcona-

KOHOBaJ'IOBa, ATaKCHA-TCIICAHTI'MOOKTa3Hu1, I[CHT&TOpY6pO-HaJIJII/II[OJIIOI/ICOBa

atpodus u ap.).

Xopes I eHTUHITOHA. HaCJ'ICI[CTBCHHoe, MCIJICHHO ITIPOrpeCCUPYIOICC 3a00J1eBaHue

HEPBHOW CHCTEMBI, XapaKTEPU3YIOIIEECSd XOPEHYECKMMH THUIIEPKUHE3aMHU,
NCUXMYECKUMHU HapyUIEHUSIMU W Iporpeccupyrouied aemeHuueil. I'en xopeu
['eHTHHTTOHA HAXOOWUTCS HA KOPOTKOM Iuiede xpomocombl 4pl6.3.  Xopesd
I'entuHrrona Manudectupyer, kak npasuio, B Bozpacte oT 20 mo 50. Ciyuyam
IOBEHWJIbHON (pOpMBI 3a0051€BaHUs JOBOJIBHO PEJIKH . TUITHYHOE TPOSBICHUE XOPEU
['eHTHHITOHA y B3pOCIBIX — XOPEUUYECKUN CUHIPOM. JIoKanu3amuss XOpendecKnx
TUNIEPKUHE30B MPUXOAUTCA HA JIMIEBYKD MYCKYJIATypy, YTO BBI3BIBAET
BBIPA3UTENIbHbIE TPUMAChl C BBICOBBIBAHMEM SI3bIKa, IOJAEPTUBAaHUEM IIIEK,

OOYEpEIHBIM HAXMYPUBAHUEM W/WIIM TTPUNIOJHUMAHUEM OpOBEil.

B psine cmyuaeB HaOIr0AAMCh TUIIEPKUHESBI B pyKaX. [IBuKeHUsI OOBIUHO HE CTOJIb
CTPEMMTEIbHBI, KaK IPU MaJIOi XOpee, HO CI0KHEE, MHOTAa 3aMeIJICHHbIE (110 TUITY
atetougnbix). C mporpeccMpoBaHMEeM XOper ['@HTUHITOHA TUIEPKUHE3BI
YCWIMBAIOTCS, MPUOOPETAIOT XapaKTep aTeTo3a U PE3KO BBIPAKEHHOW JMCTOHUH,

BIIOCJICACTBHU nepexoz[ﬂmeﬁ B PUTUJHOCTD.

[Ipu roBeHwibHbIX (hopmax xopeu ['entuHrrona B 50% ciydaeB 3aboneBaHue
MaHU(pecTUpyeT B BUAe OpaguKuHe3uu U puruaHoctu. Cynoporu Bo3HUKaroT B 30-
50% cny4aeB (B oTJiMuMe OT B3pOCIbIX marueHToB). C pa3BuTHEeM 3a00JIeBaHUS Y

OOJBHBIX TMPOUCXOAUT PACCTPOMCTBO peueBOM (yHKIMU. B mepByro ouepenb



BO3HMKAIOT  MpOOJeMbl  CO  3BYKONPOU3HOIIECHUEM, CEMaHTHYecKas U
CUHTAKCUYECKasl CTPYKTypa pPEYM OCTAETCAd COXPAHHOM 10 MOCIEIHEW CTaauu

3aboneBanusi. Co BpeMEHEM MEHSIIOTCSI CKOPOCTh PEUU U €€ PUTM.

['mazonBuraTenpHbIe HAPYIICHHWS HAOJIOMAIOTCS B OONBIIMHCTBE CIIy4acB Ha
panHuX cragusx xopeu ['enrunrrona. C pa3putreM 3a00JeBaHUS y OOJNBIIUHCTBA
MAallMEHTOB  BO3HHMKAET BEPTUKAJIBHBIA, PEXE TOPU3OHTAIbHBIM, HWHOrIA

KOMOMHUPOBAHHBIA HUCTAIM.

Heiponicuxonornueckne paccTporMcTBa NPOSIBISKOTCS HAPYLIEHUEM MaMsTH,
BHUMAaHMS, MBILUICHUS, IUIAHUPOBAHUA W KOHTPOJISA JESATEIbHOCTH, KOTOPBIE
IIOCTEIIEHHO HAPACTAIOT BIUIOTH O AEMEHIUHU, B CTPYKTYPE KOTOPON JOMUHUPYIOT

HOHKOPKOBO-HO6HLIC KOTHUTHUBHBIC HAPYIICHHA.

Mauiasg UM peBMaThu4ecKas xopes - (XODC}I CI/I,ZIGHFaMa)

Bospact 3a6oneBanust 5-15 ner (uamie 8-9 ner), B 2 pasa yaie OOJICIOT JEBOYKHU.
3a0oneBaHue pa3BHBAeTCS OCTPO WM TOJNOCTpO dyepe3 2- 6 mec. mocie
MEPEHECEHHOW CTPENTOKOKKOBOM WH(MEKIMU WIM OO0OCTPEHUU peBMaTU3Ma
(cycraBHas ¢dopma wunam sHAokapauT). I[latoreHes Manoi Xoped COCTOUT B
ayTOUMMYHHON peakiMu TMPOTUB IUTOIUIA3MATHUYECKUX OEIKOB HEWPOHOB
TaJsIMyca, XBOCTATOrO SiApa U MOBPEKICHUN MEIKHX apTepuil Mo3ra (BacKyJIHT),

BBI3BAHHBIX I'CMOJIIUTHYCCKHUM CTPCIITOKOKKOM I'PYIIIIBEL A.

Hauano 3aboneBanusi ¢ 00111eMO3TOBBIX CUMIITOMOB (ITOBBIIIEHHAS] YTOMIISIEMOCTb,
HEYCTOMYMBOCThH HACTPOCHUSI, Pa3/IPaKUTEIbHOCTD, INIAKCUBOCTh, TOJIOBHBIE 00JIN),
JaJIee OCTPO WIM MOAOCTPO Pa3BUBAETCS XOPEUUECKUHN TUIepKHHe3. HadaBmmce ¢
OJIHOM CTOPOHBI, THIEPKHHE3 OBICTPO reHepaau3zyercs W Hambojee BBIPAKEH B
JTUCTAJIbHBIX OTJelaX KOHEYHOCTeH | Juie (OT JIerKux IoJAepruBaHUN 0

«IBUTATEIBHOU Oypu»).

Huddepennmanbas AUArHOCTUKA Malo (PEeBMAaTUYECKOW) XOpeHM M XOpeu

I'erTuHrTOHA



Kpurepun

3THOJIOTHUA

Bo3zpacr neodrora

0one3Hu

Xopendeckui
TUIIEPKUHES B
COYETAHUU c
MICUXUYECKUMU

paccTpoiicTBamMu

JCMCHIIUA

CucremHbie
MPOSIBJICHUS
peBMmaTtu3ma (apTpur,

SHJIOKApJUT U T.1.)

HacnenctBeHHOCTH

MousexkynsapHo-
TE€HETUYECKUE METOIbI

JAUAarHOCTHUKHU

Manas xopest

Nupexkuuss - Oera
TEMOJIUTUYECKUI
CTPENTOKOKK

rpynmnsl A

5-15 ner

OO0nuraTHbIi
IPHU3HAK

3200JIeBaHUSA

He OniBaer

YacTo BcTpeuaercs

He otgromena

He HCITIOJIB3YIOTCA

Xopes ['eHTUHITOHA

I'eneTnuecku
JIETEPMUHUPOBAHHOE

3200JIEBaHUE

35-45 ner

OO6nuraTHeIN MPU3HAK

3200JIEBaHUA

OO6nuraTHbIN MPU3HAK

3200JI€BaHUA

He BcTpeuarorcs

ITonoXXKUTENBHBIN

CEMENHBIA aHAMHE3

JIHK tectupoBaHue



OddexTuBHOCTD 4acTo MOJTHBIH OTtcytcTBYyET

JICUCHUS perpecc
KITMHUYECKUX
CUMIITOMOB
[Iporuo3 OJIarompusTHHIN Heb6naronpusitapii

MbillIeYHbI€ AUCTOHMM.

HacunscTBeHHbIC HEPUTMUYHBIC MEIJICHHBIE ABUKCHUS B ONPEACIICHHBIX TPYIIax
MBI (TYJOBHUIIE, KOHEYHOCTH, JIUIIO, Ies1) ¢ (OPMHUPOBAHUEM MMATOJIOTHUYECKUX

I103.

Tunmaaa XapakTepHas JOKaIHM3aIUs TUIEPKUHE3a W (OPMHUPOBAHUE TUITUIHBIX
JACTOHUYECKUX 1103, AUCTOHUYECKUN TUIEPKUHE3 YMEHBIIACTCS B IOJ0KEHUU
JeKa U YCUJIMBAETCS - CTOSl WIIM MPU X0/1b0e. YMEHbIIIAeTCs UM UCYE3aeT BO CHE,
yTpOM Tioclie TpPOOYKIEHMs, TIOCJe TMpUeMa ajKorojs, YCWIMBAETCS MpuU

IICUXOOMOIIMOHAJIBHOM U (i)I/I3I/I‘1€CKOM HaIIPsS>KCHUN

XapakTepHO HaJIMYKME KOPPUTHUPYIOIIMX KECTOB (KpPAaTKOBPEMEHHOE YyCTpaHEHHE
TUMNEPKUHE3a IPU ONPEEICHHBIX TBIKEHUSX ), HATMYHUE NMapaJoKCAIbHBIX KHHE3UN
(KpaTKOBpEMEHHOE YCTpaHEHHE THUIIepKUHE3a TpU M3MEHEHUU XapakTepa

NeNcTBUS)
Knaccudukanus:

[To sTHoNOrMK: MepBUYHBIE, BTOPUUYHBbIE. BTOpUYHBIE THUCTOHUYECKUE CUHIPOMBI
OBIBAIOT KaK CHUMIOTOMATHYECKHE (TIPOSBICHUSI JIOKAIBHBIX OPTaHUYECKHUX
MOpPaXKEHUH TOJIOBHOTO MO3Ta - OMYXOJIM, aHEBPU3MBI, TPaBMbI, HHGEKINHA (KOPb,
AMUAECMUYECKUN PHIIE(PATNUT), THTOKCUKAIIUU, TIPUEM HEKOTOPHIX MEIUKAMEHTOB -

HEUPOJIENTUKH, TpernapaThl JEBOAOMNBI), TaK M CHHIAPOMBI B paMKax JIpPyTrUx



HacieACcTBeHHbIX Oone3Het (bonesnp Buibcona - KonoBanoBa, 0o0e3Hb

lannepsopaa-Illnarma u ap.)
ITo Bo3pacTy: gerckas, IOBEHUIbHAs, B3pociast opMbI

IIo JIOKAJIM3alun: reHepaln30BaHHas MW JOKaJIbHas (q)OKaJIBHaH, CCrMCHTapHasd -
THICPKUHE3 BCTPCUACTCA B JABYX CMCIKHBIX O6J'IaCT51X, MYJ'IBTI/I(bOKaJIBHBIC -

BOBJICUCHHE JIBYX HECMEXKHBIX 00JIaCTeN U FeMUIUCTOHUH) (POPMBI TUCTOHUU

[IepBuuHas (TODCI/IOHHaH) AUCTOHUA

- HACJIEICTBEHHOE JIereHepaTHBHOE 3a00JieBaHUE, KIMHUYECKU MPOSBIISIONIECECS
U3MEHEHUSMU  MBIIIEYHOIO TOHYCa W  HENPOU3BOJIBHBIMM, TOHUYECKUMHU
COKpAILIEHUSIMH MBIIII] TYJIOBHINA W KOHEYHOCTEW ¢ (OPMHUPOBAHWE TUITUYHBIX
JUCTOHMYECKHX 103. 3a00J€BaHNIO CBOMCTBEHHA T€HETHUYECKasi T€TepOreHHOCTh U

KJIIMHUYECKUN MOTUMOPhHU3M.
DeHOTUNMYECKH BBIJICISIOT IBE OCHOBHBIE (DOPMBI TOPCUOHHON JUCTOHUM:

- purunHas (noda-3aBucumasi) ¢popma. Hapsiay ¢ runepkiuHe3aMu B KITMHUYECKOM
KapTUHE 3a00J1€BaHUs XapaKTEPHO MOBBINICHNE MBIIIIEYHOTO TOHYCA (PUTHIHOCTH)
U 3aMeIJIEHHOCTh ABWXKeHUs. [Ipu ayTOCOMHO-TOMUHAHTHOM THUIIE TIepeiayu I'eH
(GCH1) nokanu3zoBaH Ha UIMHHOM Muiedel4 xpomocombl u koaupyer ['TO-
UKJIOruaponasy. JlBa BapumaHTa € ayTOCOMHO-PELIECCUBHBIM HACIIEOBAaHUEM
CBSI3aHHBI C MYTAIlUSIMM B T€HaX O-NMUPYBOWJI-TETPAruApONTEPUH-CUHTETA3bI (6-
PTPC) u tuposun-ruapokcunasbl (ren TH nokanu3zoBaH Ha kKOpoTKoMm mieue 11
XpOMOCOMBI). MyTanuii B JaHHBIX T€HaX, KOAUPYIOIUX  (HEPMEHTHI
OMOXMMHUYECKOT0 Kackaja CUHTe3a JopaMUHA, IPUBOAIT K HEAOCTATOYHOCTH (MU
0y0Ky) cuHTe3a modamMuHa B HEMpoHax depHOU cyOctanmmu. Haznauenme stum

OOJILHBIM MaJIbIX 03 JICBOAOIIbI BHAYUTCIIbHO YMCHBINACT CUMIITOMBI 3a00J1eBaHU.

- TUCTOHUYECKU-TUINEpKUHEeTHUECKas (noda-He3aBucumas) dhopma. KinuHuueckue
CUMIITOMBI  3a00JIEBaHUS TMPEACTABICHb BBIPAXXEHHBIMU JIOKAJIbHBIMU  WJIU
TEHEPAIM30BAHHBIMU TUIEPKHUHE3aMU U OTCYTCTBUEM UYBCTBUTEIBHOCTH K

npemapataM JjeBoaomnbsl. OcHOBHOW TeH noda-HezaBucumoit nucrtonuu (DYT1),



JIOKQJIM30BaHH Ha JUIMHHOM IUIeue 9 XpOMOCOMBI M KOIUPYET CUHTE3 O€IKa TOpCHUHA
A, ¢hyHKIHA KOTOPOro 10 KOHIA He scHa. Jlenenus Tpex Hykineotn10B GAG B reHe
DYTI1 mwnacnenyercss ayTocOMHO-AOMHUHAaHTHO. Mytanus B reHe DYT6 (8
XpOMOCOMa) TaKX€ HMMEET ayTOCOMHO-IOMMHAHTHBI THUN [EepeAadyu U
HEYYBCTBUTEJIIBHOCTh K IIpenaparaM JIEBOJIONBL, HO IPOSBISAETCA IUCTOHUEHN
B3pOCIBIX ¢ MaHU(ECTalMeN TUIIEPKUHE3a C KPaHUOLIEPBUKAIIbHON MYCKyIaTyphl U

PEIKOW reHepaan3anuei.

[Ipu purugHoit popme CHUKEHA aKTUBHOCTH JO(PAMUHEPTUUYECKON U TOBBIIICHA
AKTUBHOCTb XOJMHEPTMYECKOW CHCTEM, TpU THUNEPKUHETUYECKON dopme -

COOTHOIIIEHHE 00paTHOE

B 80% cmyuaeB Hauano 6one3nu B 5-20 net (1-70 ner). Uem paHbIlle HAYMHACTCS
3a0oneBaHue, TEM TsDKelee TeueT W ObicTpee mporpeccupyer. Manudecrarus
CUMIITOMOB C U3MEHEHUs TOHYyca U (HOPMHUPOBAHUS JIOKATBHBIX (DOPM TUIIEPKUHE3A
B MYyCKyJiaType KOHEYHOCTEH (4alie B HOre), JHIe Wiu Inee. B mociemyromem
pa3BUBAETCS TIOCTCIICHHAs TI'eHEpalM3alsl THUICPKWUHE30B C  IOSBJICHUEM
MEJICHHBIX BpallaTeIbHBIX JBIKECHUW TyJIoBHUINA. JIMCTOHWS, HAdYaBIIAsCS Y

B3POCJIOTO, IPAKTUUECKU BCEr1a UMeeT (POKaIIbHBIN XapaKTep.
A. ®okalbHBIC TUCTOHUU:

brnedapocnazm - Henmpou3BOJIBHOE 3aKphIBAaHUE WM 3KMyPHBaHUE TJa3 WU

HECIIOCOOHOCTH IMPOU3BOJIBHO OTKPLBITH I'Jla3a.

OpomanauOyIsapHass AUCTOHHUS - THIICPKHHE3 C BOBJCUCHHUEM YCTIOCTEH, S3bIKa,

ryo0.

JlumeBoit mapacnmasm (cuHApoM Meibka) - coderanme Onedapocmasma ¢

OpOMaHIHOYISPHOIN TUCTOHUEH.

[lepBukanbHast AUCTOHUS (CHIACTUYECKAs KPUBOIIIES) - COKPAIICHUE MBIIII] IIIEU U
Iie4, MPUBOJAIIEE K HAKIOHY WJIM MOBOPOTY TOJIOBBI B CTOPOHY (TOPTUKOJLIUC,
JATEPOKOILINC), BIiepea (AHTEPOKOJIINC), WK Hazal (peTpokoiuiuc). Ha koporkom

wiede 18 xpomocomsel sokanuzyerca reH DYT7, oTBeTCTBEHHBIN 3a pa3BUTHE



NEePBUYHOMN 1IEPBUKAILHOW TUCTOHUU C HAYaJoOM B 3pPEJIOM BO3pPACTE€ U ayTOCOMHO-

JOMHWHAHTHBIM THIIOM HACJICJOBAaHMA.

JlapunreanbHast nucToHMs (cnacTUyeckas IUC(OHHUS) - HAPYLIEHHWE 3BYYHOCTHU
rojoca, IUIABHOCTH W YETKOCTH pPeuYd, OOYCJIOBIEHHOM JUCTOHHYECKUM
HANpsDKEHUEM MBI TOPTaHW (CHaBJIEHHAs WM IIENOTHAas pedyb), MPU 3TOM

IJIOTaHHUEC OCTACTCA COXPAaHHBIM.

JIMCTOHUS B KOHEYHOCTSAX - TOHHYECKOE COKPAIEHNUE ONMPEAECIEHHBIX MBIIIECYHbIX
IpynIi, KOTOpbl€ NPOBOLUPYIOTCS ABMXKEHHSMHU (IMHCYMU cHa3M - MPOBOLUPYET

UCHMO, aMOYJIaTOPHBIN CI1a3M CTOMBI - XOAbOA).

b. reHepaJ]I/ISOBaHHaH JUCTOHUA - TOpPCHOHHasA  AMUCTOHMH. I[I/IaFHOCTI/IKa

TOPCUOHHOM TUCTOHUU 0Aa3UPYETCs Ha CIAEAYIOLIUX KPUTEPUSIX:
- IOCTENEHHOE Pa3BUTHE TUIIEPKUHE3A BHE CBSI3U C KAKOW-TMOO MPUUMHOM
- MIOSIBJICHUE JIOKAJIBHBIX ()OPM C MOCIEYIOIIeH reHepanu3aeil CHMIITOMOB,

- JMHAMHUYHOCTb THIICPKHHC30B (YMGHBHIeHI/Ie TUIICPKWHE3a B I'OPU30OHTAJIbBHOM
IMOJIOKCHHNH, NCUC3HOBCHHC BO BPCM: CHA, IIpU O6IHGM HApKO3C, IIPUCMC AJIKOT'OJIA,
IIpHU IMOMOIIHN KOPPHUTIHPYIOIIUX KCCTOB, 4 TAKIKC YCHIICHHC THUIICPKHUHE34d - IIPpU
OMOIHMOHAJIbHOM HAIIPAKCHUHU, LCICHAIIPABJIICHHBIX IBUKCHHUAX, B BCPTHUKAJIbHOM

IMOJIOKCHHH U IIPpU XOILI)6C), HaJIMYHC «IIapaJOKCAJIIbHBIX» KHHGSHﬁ,
- COXPaHHOCTb MHTCILIICKTA,

- OTCYTCTBHE MMOPAKECHUS MUPAMHUIHOMN, MO3KEYKOBOM, CCHCOPHOU U IPYTUX CUCTEM

HHC
- orcyTcTBHE ouaroBbix u3Mmenenuit npu MPT (KT)
- HAJINYKE B CEMbE MOBTOPHBIX CITy4YacB

- IIpu IpPOBCACHUN [IDT BeIsSIBIISIETCSA TUIICPAKTUBHOCTL B 0a3aJbHBIX T'aHIJINAX,

MO3KCUKC, MOTOpHOﬁ KOpC.

Jlnarno3 moxet ObITh oaTBepkaeH JIHK - TecTupoBanuem.



3akjo4YeHue

DOKCTpanupaMyHasi CUCTEMa HUMeEeT BaxkHeiliee (yHKIIMOHAIbHOE 3HAYEHUE,
pacnoJiaraercsi OT KOpbl JO HHXKHUX OTJEJIOB CIIMHHOTO MO3ra M MPEICTAaBISECT
co0Ol NJIMHHYIO KOJOHKY HEPBHBIX KJIETOK C OOJBIIUM KOJIMYECTBOM HEPBHBIX
BOJIOKOH HA MPOTSIKEHUH BCETO TOJIOBHOTO M CIIMHHOI'O MO3ra. DKCTpanupaMuaHas
CHUCTEMA CBSI3aHA C MUPAMUJIHBIMU OOpPa30BAHUSIMU U CUCTEMON KOOPIMHALIMU 110
cBoeil pyHkimu. OHa ydacTByeT B (JOPMHUPOBAHUU MBIIIIEYHOT'O TOHYCA W TO3HI,
IIPEAYTOTABIMBAET CKEIETHYIO MYCKYJIAaTypy B KaXkJ10€ MrHOBeHHE. PaccTpoiicTBa
AKCTpANUPAMUIHON CUCTEMBI OY€Hb Pa3HOOOPa3HbI OT MOBBIIIIEHHOW THOKOCTH 10
MOJTHOT'O CTYTOpPa, UICU€3HOBEHUEM HEOOXOIUMBIX (PYHKIIUHN U TIOSIBICHUEM HOBBIX,
pPa3BUTHEM TPEMOpPA WM HEPBHBIX THUKOB, XOPEH WM THUIEPKHUHE30B Pa3HOTO
xapaktepa. Ho, Kk coxaneHuto, A0 MOCIEAHEr0 BPEMEHU MPOOJIEMBI ¢ pasiiajlaMu

BKCTpaHI/IpaMHI[HOﬁ CHUCTEMBbI OCTAOTCA HE ITOJTHOCTBIO U3YYCHHBLIMU.

[ToaToMy HE0OXOAMMO MOAPOOHOE M3YUYEHHE CTPOCHUS, PYHKIIMH U PACCTPOUCTB
AKCTPAMUPAMUIHON CHUCTEMBI, UYTOOBI M3 BCETO MHOIrooOpasusi MPaBUILHO
JMAarHOCTUPOBaTh GopMy 3a00JICBaHUS U HA3HAYUTH HYKHOE JICUCHHE TMAlUCHTY,

YJIYyYIIUTh €T0 Ka4YCCTBO KU3HHU.
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